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NMPEANCNOBWE

Mocne BbIXxoga 3-ro, UCMPaB/IEHHOTO W LOMO/IHEHHOIO U3AaHUA
yuyebHnka A.M.Crpykosa u B.B.CepoBa «[llatonoruyeckass aHato-
Musi» npowso 6onee 6 net. B cBA3W ¢ OypHbIM pasBUTUEM MeAUKO-
6MONOrMYecKNX Hayk marepuansl, NpeAcTaBneHHble B y4eOHUKe, KO-
TOpbIA 60n1ee 20 NeT ABAAETCA HACTO/IbHON KHUTOW Kak Ans CTyfeH-
TOB-MeJMKOB, TaK W A1 NaTo/10roaHaToOMoB, KaTtacTpofuyecku Obl-
CTpO ycTapeBatoT. BmecTe ¢ MouMM yyeHUkoM M.A.ManbLeBbiM Mbl C
rPynnoi COTPYLHWKOB Kadeapbl MaTonormyeckoii aHatomun Moc-
KOBCKOW MeAMLMHCKON akafemMmn umeHn 1 M.CeuyeHoBa NogroTo-
BAMM 1 m3ganu B 1998 r. Kypc nekuuii No naToforMyeckoin aHaTo-
MWW, MPW3BaHHbIN TMKBUANPOBATb BO3HUKLWINI Ae(ULMT NH(pOpMa-
Lmn.
BmecTe ¢ Tem Bce YObICTPAIOLWMIACA MPOrpecc MaTosornyeckoi
aHaToMum, NosB/EHNE B ee apceHane 60/iee COBPeMEHHbIX METO/0B
nccnefoBaHns, 6ypHoe pasBUTME MOJSIEKYNSPHOW GMonormun, KoTo-
pble MO3BONSAT COBPEMEHHOMY MATOMOrY M3yyaTb NATONOrMYECKUiA
MpoLecC Ha MakpOMOSEKY/ISIPHOM YPOBHE, NOTPe6oBan MoLroTOB-
K/ HOBOrO y4yebHMKa MO NaToN0rMMYecKol aHaTOMWKU, B KOTOPOM
6bI1n Gbl OTPaKEHbI NOCNefHNE LOCTVXEHUS 3TOM HayKu, a Takke
YUTEH OMbIT NOANOTOBKN NOAOOHLIX YUEBHNKOB 3a PyOEXOM.

Takoi y4yebHWUK MOArOTOBAEH MOWMM YYEHUKOM MNpoeccopom
M.A. ManbLeBbIM 1 MPeACTaBUTENEM OfLHON M3 Hambonee aBTOPU-
TETHbIX POCCUACKMX LUKOA MNaTo/0roaHaTOMOB  Mpogeccopom
Il M.AHMYKOBbIM. T1pM NOArOTOBKE HACTOALLEro YYebHWKa yuTeH
CTO/MIETHWIA OMbIT MOAFOTOBKW W M34aHWUS YY4EOHMKOB MO MaTonoru-
UecKoii aHaToMuM Kadefpbl MATO/IOrMYECKOW aHaTOMUKM BHauasne
MeAuLMHCKOro akynbteTa MOCKOBCKOrO YHMBEPCUTETE, 3aTEM
| MOCKOBCKOro MeAMLMHCKOTO MHCTUTYTa MMeHn U.M.CeueHoBa 1
M HacToswee BpemMA — MOCKOBCKOW MeLULMHCKOW akajeMum
nmeHn U1 M.CeyeHoBa. C BbIXOAOM HaCTOSALLEr0 y4yebHMKa CnaBHas
QAaMUMA yKasaHHON Kadeapbl, KoTopas B 1999 r. oTMeTwna CBOM
150 neTHUI to6uneid, byaeT NPOAOMKEHA.

Akagemuk PAMH n PAEH
B.B.CepoB



MPEOVNCNOBUE ABTOPOB

3TOT y4ebHNK afpecoBaH CTyAeHTam W Bpadyam, a Mo 06bemy K
YPOBHIO MOJayy mMaTepuana OH MakCMManbHO NpUGAVXKEH K Nepeao-
BbIM 3apy6eXKHbIM aHanoram.

MpuBbIYHOE pa3feneHve npeaMeTa Ha [Be 4acTu — O6LLYy U
4aCTHYIO MaTOMIOMMYECKY0 aHaTOMUI0O — COXPaHeHo, OfHAKO Cojep-
YaHue 060MX pas3fenos, paBHO Kak M 60MbLUIMHCTBA rNaB, 0T/INYaeT-
CA HOBM3HON. B 1-M TOMe, MOCBALEHHOM 06LIMM NaTonorMyecKum
npoueccam, 60/blle BHUMaHWUS YAeneHo natoreHesy. Hapsgy c rna-
BEHCTBYIOLLMMW NaTOMOPQONOrMyeckKUMmn (Makpo- 1 MUKPOCKOMK-
YeCKUMM) faHHbIMU NPUBOAATCS CBEAEHUA U3 FeHEeTUKK, NaTonoru-
YecKoi (pusmonorum, GUoXUmMuK, BGUONOrUU, TUTUEHBI, 3KONOTUM
yenoBeka. TV CBEAEHUS BXOAAT B COBPEMEHHYIO MaTo/OMMi0 1 OC-
BELLAKOTCA B YUYeOHMKe C NO3NLMIA TeX KOHLEMNLMIA, KOTOpble cUnTa-
tOTCA MPOYHO yTBEPAMBLUMMUCS. Bo BTOPOM TOME, MOCBALLEHHOM
CUCTEMHOW W OPraHHON NaTonoruM, OXapakTepu30BaHbl O0Me3HU
YesioBeKa, B HEM paccMaTpuBaeTcs 6OMBLUMHCTBO HO30/10MMYECKIX
(hopM U1 UX OCNOXHEHWIA. B Heo6XoaMMOM 06beMe 34eCh MPUBELEHbI
KIMHUYECKMe, KIIMHUKO-NabopaTopHble K ,q%yrme nokasatenu, no-
3BOJIAIOLLME NyULle NPeACTaBUTL Pas/iMyHble 60OME3HN.

Bce 0603Ha4YeHNs, B TOM 4KMCNe 3MOHMMMYECKUe, a Takke pyob-
pUKaLumM 1 Knaccugpukauum BblepXaHbl B COOTBETCTBUM C Tpaju-
UMAMU U NEKCUKOHOM, C/IOKMBLUMMUCA B MEXAYHapOLHOM Meau-
LMHCKOM coobuyecTBe K Hadany XXI Beka, a Takke C y4eTom 06-
LLENpPUHATBLIX CTaHAAPTOB.

Bcesasn ¢ Tem uTo B 90-X rogax XX Beka 0TeUeCTBEHHas MaTosio-
rMyeckas aHaTOMWsi 3-3a OTCYTCTBUSI CPEACTB W YCTOMUMBOM 3aKO-
HOZATeNbHOM 6a3bl OKa3aacb B KPUTUYECKOM MOJSIOXKEHWUM, HaM, aB-
TOpamM KHWUIW, He yAanochb MpuUBeYb K ee CO34aHuK [0CTaTOvHOe
KOMIMYECTBO Y3KUX CMEeunanucToB, 061afarolwmx WUPOKUMK NO3Ha-
HUAMU W UANKOCTPATUBHLIMK  MaTepuasiaMu, HeobXOo4UMbIMK N5
noAroTOBKM COBPEMEHHOTO y4YebHKKa. M03ToMy Mbl 0bpaljanmch 3a
MOMOLLbIO NMLWb B NoA60pe OTAENbHLIX WAMOCTPaLMii n odopmne-
HMM HEKOTOPbIX MaTepMasnoB.

B xode paboTbl 6biN MCMO/Mb30BaH OMbIT MOArOTOBKA U U3AaHUSA
Y4eGHMKOB MO MaTo/IONMYecKoii aHaTOMUM Kageapbl Natosioruyec-
KOA aHaToMuM  MOCKOBCKOW MeAWNLMHCKOW aKaaeMui  UMEeHN
1 M.CeueHoBa, KOTOPO B pa3HOe Bpems 3aBefoBa/in Kopudeu
OTeyecTBeHHOW meauumHbel  M.H.Hukugopos, A . AGpUKOCOoB,
AWN.Ctpykos, B.B.CepoB. Mexay Tem co3faTb abCONOTHO OpPUrK-
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Ha/lbHbIA COBPEMEHHbI Y4YeOHMK MO MAaTOMOrMYeCKoi aHaTOMUK
Ham He yganock. M03ToMy 6blM feTanbHO U3Y4eHbl COBPEMEHHbIE
MHOCTpaHHble aHanoru. Hanbonee ygauHbIM N0 CTPYKTYpe W cogep-
XaHWK M3 uyucna  [OCTYMHbIX  M3JaHWA  OKasalCs  YYeOHMK
R.S.Cotran, V.Kumar, S.L.Robbins «Robbins pathologic basis of dis-
ease», KOTopbIi BnepBble Obln n3gaH B 1974 rn k 1999 r. Bbigepxasn
6 n3gaHnit. VIMEHHO 3Ta KHUra 6blna n3bpaHa B KayeCTBe HEKOEro
MpoTOTMNa Hawero yyebHuka. W3 gpyrux nocobuii, KOTopble Ham
nomornu B pabote, cneayeT HasBaTb KHUrYy «Muir’s textbook of pa-
thology» (1994), n3gaHHyo R.N.M.MacSween, K.Whally.

Mbl  Bblpakaem ny6oKyl 6narofapHocTb  npodeccopam
M.B.AnekcaHgposy, b.M.Apuanto (1 ero cotpygHuue T.B.benbliwe-
Boi), A.E.Bapcykosy, B.J1.bensHuny, B.K.BepuHy, A.C.I'opgenap-
3e, C.W.OaHunosy, W.B.ABopakosckoi, H.A.Kapnosoii, b.I'.Jln-
CoyKuHy, E.C.MwuwunHy, B.A.HaropHeBy (1 ero coTpygHuLe
C.B.Manbuesoit), I'.4.HukntnHy, B.H.Mapycosy, K.M.lMoXapuc-
ckomy, A.B.Paky, M.I".Pbi6akoBoii 1 T.B.Conory0, foKTopam meau-
UMHCKUX Hayk P.B.Bawetko, [.E.Mauko, B.d./BaHOBO,
B.®.lWedepy, poueHTam  W.B.AHTOHOBOI, [.B.Bopuiykosy,
OQ.Bacunbesy, W.A.Oanunosoit, J1.M.MnbnHoi, A.I.IMaHNUHY,
B.A.TupsatuHckoid, H.A.TTnoTHUKoBOW, O.A.CMUPHOBY, acCUCTEH-
TaMm, KaHaugatam mefuuuHcKux Hayk C.B.AsaHuyeBckon, H.AMUT-
pothaHoBy, T.A.Hosuukoit n WM.H.UynpoBy, Bpauyam, KaHgugatam
mMeanUMHCKMX HayK T.M.KoHoHoBo#, T.B.KysHeuoBoit, H.J1.MuH-
ueHkKo, Bpauy J1.C.Ca30HOBOI 3a MpefocTaBfeHNE HEKOTOPbIX W-
NIOCTPATUBHBLIX MaTepuasnos, rNaBHbIM 06pa3oM MUKPONpPenapaTos.

B kauecTBe MNIHOCTPaLMini HaMU TaKXe WUCMO/b30BaHO HECKOJb-
KO PUCYHKOB M3 KOMMbIOTEPHOIO atnaca, NnoLroToBNeHHOro nog pe-
fakuueld npod. M.A.MabLeBa goueHTaMK Kade[pbl NaTonoruyec-
KO aHaToMuM MOCKOBCKO MeAULIMHCKOW aKafeMun WUMEHU
N M.CeueHoBa A.B.BepectoBoii 1 A.B.lMoHomapeBbiM. Kpome
TOro, B Yy4eOHUKe MpuBeAeHbl OTAeNbHble oTorpadmm M3 apxmea
Kaegpbl natonoruyeckor aHatomum CMATMA um. W. I.MeyHuKo-
Ba, CHATble B 1965—1980 rr. npodeccopamu .M. 0n0BUHBIM,
W.A.FkoBneBoii, A.E.KonocoBbiM, KaHAMAaTamMu MeAVNLUHCKNX
Hayk W.B.BacunbeBbivm,  [OJ1.I'ptoHBanba,  [.[A.EWYTKUHbIM,
W.H.KenuHoii, B.N.KonoguHbiM, N.6.Kynsoko n C.M.IMeTpoBoii.

VickpeHHWe cnoBa Npu3HaTEIbHOCTM Mbl apecyeM PYKOBOACTBY
MexayHapoaHoi akagemun natonorun (IAP, Washington) n pyko-
BOACTBY AMepUKaHO-KaHaackoro otaeneHuns IAP, yuyebHble marte-
pvasibl KOTOPOro, NepefaHHbIe HaM B Aap, UCMO0b30BaHbl Npu pabo-
Te Hafj HEKOTOPbIMW pa3fenaMn KHUrU. Mbl BbICOKO LieHUM o6es-
Hoe paspeweHme npod. G.Flandrm (Paris) n coaBT., a Takxe m3aa-
TenbcTBa Coultron Coutronics Ha BOCMpoun3BefeHne N3bpaHHbIX Wi-
MKK FpauuiA no naToniorum 3putpoLuMToB U NERKOLMTOB (CM. rna-
BY 12?. CT0Mb Xe BbICOKO CriefyeT OUEHUTb NepefaHHble Ham B fap
maTepuasibl N8 NpenojasBaHWs NaTtonorMu, BbiMyLEHHbIE NPOd.
I Grundmann (Muenster) u coasT. (M3gatenbctBo «Urban &
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Schwarzenberg», 1989), npod. H.-E. Schaefer (Freiburg) n coasT.
(n3patenbcTBo G.Thieme, 1989). YacTb M3 HMX TakXKe MCMO/b30BaHa
B Y4eOHUKe.

B nofrotoBke HEKOTOPbIX NaB yYebHMKA NPUHANN YyacTue [OK-
TOp MegMUMHCKMX HaykK A.A./BaHoB 1 goueHT .H.Bonowyk (cm.
OrNaB/IeHNE).

MbI oueHb 06sa3aHbl (poTorpadpam H.C.Edmmosy u C.A.MeTpy-
LWnHy. X I'IOMOLIéb B TEXHWYECKOM 00OecneyeHun UNIKCTPaTUBHOM
yacTh Hawleil paboTbl 6ecleHHa. Ocobyto 6narofapHoOCTb cnegyet
BblpasnTb H.A.CTenaHoBOl 3a MOMOLLb B NOArOTOBKE OKOHYaTenb-
HOW KOMMNbIOTEPHONW Bepcun yuebHMKa K 13aHuI0.

YuebHVK npegHasHauyeH A/ CTYLEeHTOB fieyebHOro, neauarTpu-
YecKoro, MefMKo-npognaakTMYecKoro U CTOMaToorMyeckoro ga-
Ky/NbTETOB U COCTaB/IeH B COOTBETCTBMM C NPOrpammoii no naroso-
rMYecKon aHaTommu B 1998 T.

Akagemuk PAH N1 PAMH M.A.TManbues
Mpodeccop H.M.AHNYKOB
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BBEAEHNE

TepMUH «NaToMIOrMs», COCTABMIEHHBIA U3 ABYX FPEYECKUX CMOB,
O3Ha4aeT «Hayka 0 60ne3HU». AUCUMNAMHA, KOTOpas B HacTosllee
Bpems 0603Ha4aeTca 3TUM TEPMUHOM B G6OMBLUMHCTBE CTPaH, MMeeT
W gpyrue HasBaHWs: NaTo/orMyecKas aHaToMus, NaTomMopgonorns,
MOpOUAHas aHaTOMMWSi, aHaTOMMYeckas NaTonorus, rUCToMaToso-
rus, XMpypruyeckas matonorus u ap. B oTeyeCcTBEHHOW MeauUMHe
YKa3aHHYH AUCLUMNANHY NPUHATO Ha3blBaTb MAaTONOMMYeckas aHa-
ToMMS.

NMaTonornyeckad aHaTomua — Hay4YHO-NpukKnagHasa pucuuninHa,
n3yvyarwuaa naTonornyeckne npoueccobl n 60ne3HN ¢ NOMOLLBbKO Hay4YHO-
ro, rnaBHbIM o6pa30M MWKPOCKONMNYECKOro, mnccnegoBaHuAd VI3M€H€HI/II7I,
BO3HMKaKLWKUX B KNeTKax U TKaHAX.

Mog NaTonorMyecKMM MpOLLECCOM MOHMMALOT II060e HapyLUeHue
CTPYKTYpbl U (PYHKLUK, a 60Me3Hb — 3TO cOoYeTaHMe OfHOro Wim
HECKO/bKMX NaTOMOrMYeCKUX MPOLLECcCOB, MPUBOAALMX K HapyLue-
HWIO HOPMa/IbHOTO COCTOSIHUSA W XKN3HEAeATe/IbHOCTM OpraHu3Ma.

OcHoBaTenleM COBPEMEHHOI NaTOM0rMYeckoin aHaTOMUN CYUTa-
etca Pynonbt) Bupxos (R. Virchow, 1821—1902) — HemeuKuid nc-
CnegoBatenb, CO34aBLUMNI YYEHUE O LieNONSpPHOM natonorumn. B Ka-
yecTBe MaTepuanbHOro cybctpata 60/1e3HN OblIN BNEPBbIE MPU3Ha-
Hbl KNETKW TKaHeli. Bce nocnepoBaBLuee pasBUTME METOLUYECKMX
MPVEMOB MCCNEA0BaHMA 1 MATONOTUK B LEIOM YIy6s10 U paclim-
pANo NpeAcTaBneHnst 0 60ME3HSAX, HAUYMHAKLUXCA Ha KIETOYHOM
WM CyOKIETOYHOM, B TOM YKC/Ie MOJIEKYNISIPHOM, YPOBHE.

cnonb3ysi pasHOOOpasHblii apceHan MeTOAMK, COBPEMEHHbIN
MaTo/0roaHaToM 06bIYHO MOXET OTBETUTHL Ha BOMPOCHI, YTO 3TO 3a
HapylUeHWe, B KaKOW MOCNeA0BaTe/IbHOCTM pa3BMBAETCA, K 4YeMy
NpuBOANT. Pexe yaaeTcs MOAHO OTBETUTb Ha BOMPOCHI O NMPUYMHAX
1 MexaHu3Max npouecca. CoBpeMeHHas naToformyeckas aHaToMus
06s13aTeNIbHO BKNKOYAET B CEOSA M3yUeHUe MPUUNH (3TUOMOTUIO), Me-
XaHW3MOB Pa3BMTUA (NMaTOreHes), a TakKe OCMOXKHEHWUA N NCXOL0B
60ne3Heli. OHa 3aHMMaETCs TakKXKe WUCCeA0BaHMEM MPUYMH U MeXa-
HU3MOB_CMepPTU (TaHaTOreHe3) Mpu PasHbIX OONE3HAX, M3MEeHUMBOC-
Tbt0 3a60/n1eBaHMI 4YenoBeka (Natomopdo3), a Takke MaTONOrMEN,
BbI3bIBAEMOI1 fleveHMeM (ATPOreHHas MaTonorus, Unn STPOreHus).



ObWNM KYPC

MnaBa 1. METOAbl NCCNEALOBAHNA
B MATOJIOTMYECKOWN AHATOMKNI

OO6beKTbI, M3yYaeMble NaTon0roaHaTOMOM, MOXHO pa3fenuTb Ha
TPW rPynNMbl: TPYMHbIA MaTepuan, cybcTpaTsl, NosyyYeHHble OT 60/b-
HbIX MPU WX XKM3HW (OpraHbl, TKAHW N UX YaCTU, KNETKN U UX YacTu,
MPOAYKTbI CEKPELNN, KMAKOCTM) 1 9KCMEPUMEHTA/IbHBIV MaTepuan.

1 TpynHbin maTepuan. TpaAuLUMOHHO OpraHbl U TKaHWU TPYMoB
YMEpLUMX SBAAKOTCA NPeSMETOM M3Y4YeHUs B XOJe MaTosioroaHato-
MWUYECKMX BCKPbITWIA (ayTOMCWiA, CEKLMIA) nw_é, YMepLUMX OT 60/1es-
Heil. Cnyyan cMepTK, NPOM3OLLEALLEN He OT Bone3Hel, a B pesy/b-
TaTe NPeCTYN/eHN, KaTacTpod, HECHACTHLIX CYYaeB UM HESCHBIX
NPUYMH, UCCNEAYIOT cyaebHble MeanKu.

TpynHbIA MaTepuan uccneaytoT Ha aHaToMmuyeckoMm (Tabn. 1.1) un
rMCTONOMMYECKOM YPOBHAX. PeXe WUCMO/b3YHTCA PEHTreHonornyec-
Kue, MUKpoOMonormyeckme 1 buoxmmmnyeckre Metoasl. B natonoro-
aHaToMMYeckoe OTAefleHMe BMeCTe C MOKOWHWKOM [O0CTaBAAKTCS
ncTopms 60Ne3HN 1 BCA UMEIOLLACH MeAULMHCKas AOKYMEHTaLMS.
Mepen BCKPbITUEM MATONOroaHaTOM 005i3aH BCE 3TO M3Y4uTb, a
iarcM npurnacuTe Ha ayToMCUIO nevalux Bpadeil. KAMHWMUMCTGI
[O/MDKHbI YAOCTOBEPUTLCS B TEX HaxO[Kax, KOTOpble MOATBEPXKAAOT
WM ONpoBepratoT MX NpeicTaBNeHUs O NpoLeccax M U3MEHEHUSX,
npousoLLeALNX B OpraHu3Me Mpu Xu3HW 60/bHOr0. Hepeako BoO
BPeMS BCKPbITUA MeXAy KAUHWLMCTaMU U MaToioroaHaTOMOM BO3-
HMKAIOT NpodeccUoHanbHble Cropbl. Pe3ynbTaTbl ayToncuy naToso-
TMHATOM 3aHOCWT B MPOTOKO/ BCKPbLITUSA, @ NPUUYNHBI CMEPTU 60/1b-
HOrO YKa3blBaeT B CBUAETE/ILCTBE O CMePTH, KOTOPOe 3aTeM BbliaeT
POACTBEHHMKaM MOKOMHOrO.

OcHoBHasi Lefb ayToONCuUM — YCTaHOB/IEHWE OKOHYaTe/IbHOro
(varHosa M MpUYMH cmepTn 60/bHOr0. OUEHMBAIOTCA TaKke npa-
MWHMIOCTb WM OLUMOOYHOCTL KAMHMYECKOIO AnarHosa, spgekTme-
Ho! n, neveHnsi. CyLLIECTBYIOT KPUTEPUM OLIEHKU PacXOXAEHWIA K-
HMYECKOro M NaTosoroaHaTOMUYECKOro AMarHo3oB, a Takke KJac-
| npmkauma npuunH pacxoxgeHuin (cm. rnasy 10). Opyras uenb
X PPbITUA — B3aUMHOE 060rallieHne Hay4YHO-NPaKTUYeckoro onbiTa
| FHAHCTOB 1 naTonoroaHaToMoB. 3HaYyeHne CEKLMOHHO paboThl



Tab6nuuya 11 Macca v MHeAHbIE MapamMeTPbl BHYTPEHHMX OpraHoB
B3POC/IOro Ye/oBEKa B HOpMe

OpraHbl Macca, r  [OnuHa, cm  LupuHa, cm  TonwmHa, cM
ConoBHOI Mo3r 1300 16 14 n
Cepgue: 270-280 9 9 3,5

j —CTeHKa npasoro 0,2
Xenyfgouka

— CTeHKa Nnesoro |
Xenyfouka

MeyeHb 1600 20 28 8

MompxenygouHas >kenesa 105 23 3,5 2

Moukn 160 1 5 3,5

CeneseHka 175 n 7 3,5

MaTo/0roaHaToMa COCTOUT He TOJIbKO B KOHTPOJIE 3a KauecTBOM Jie-
4eOHO-AMarHOCTUYECKON [AeATeNlbHOCTU KAMHULUCTOB (KOHTPO/b
3TOT C/IOXKEH W OCYLLECTBAAETCA HE TO/bKO MaTo/IoroaHaToMamm),
HO U B HAKOMJIEHWN CTAaTUCTUYECKUX U HayYHO-NPaKTUYECKUX AaH-
HbIX 0 60NE3HSAX U NaTONOrMYECKUX MpoLeccax.

Ecnn cekuuoHHas paboTa opraHv3oBaHa BbICOKOMpoOeccuno-
Ha/lbHO M afleKBaTHO OCHalleHa MeTOAMYECKM, TO BbIMO/HEHNE €€ B
NnosHOM 06beMe B HaCTOsILLee BPeMs 06X0AMUTCA OYeHb aoporo. Ha-
npumep, B CLUA cTOMMOCTb OAHON ayTOMNCUU C AOMNOSTHUTENbHLIMU
nccneoBaHUsMU NpesbIWaeT 1TbiC. J0N1apoB. [103TOMY POACTBEH-
HWKU YMEpLLEro, CTPaxoBble KOMNaHWu v gpyrve niua n opraHusa-
UMK, BHOCALLME [eHbIM B TOCMMUTa/IbHYH KacCy, AOBOMLHO PefKo
COrfalaroTes onaTuTb ayTomcuito, OCOBEHHO €CnM KAMHUYECKWIA
[MarHo3 He BbI3blBA€T COMHEHWIA. 3TO M CTal0 OAHON U3 NPUYWH
3HAUNTENBHOTO COKPALLEHNs YnCa FOCNUTaIbHbIX BCKPbITUIA B psige
MPOMBbILLIEHHO Pa3BMTbIX CTPaH. TEHAEHLMS K COKPALLEHNIO KON~
yecTBa BCKPbITU HameTuniacb 1 B Poccuu.

2. MaTepuan, B3aTbIA My >KU3HM 60MbHOr0. Fopa3ao 6onbLUniA
06beM B paboTe MaTO/I0roaHaToOMa 3aHUMMAEeT MUKPOCKOMUYECKOe
M3yyeHne matepuana, NoOAYYEHHOro ¢ AMArHOCTUYECKON Lienbio npu
YKU3HWM 60/MbHOr0. Yalle BCEro Takoi mMaTepuan nocTynaeT OT one-
PUPYIOLLMX KIMHULUMCTOB: XMPYProB, MMHEKO/OroB, Yposaoros, 0To-
PUHONAPUHIO0roB, OhTanbMO/0roB M Ap. MOHATHO, YTO AMarHoc-
TUYecKas pofib NaTonoroaHaToMa 34eCh BE/IMKA U ero 3ak/oueHue
HepeaKko onpegensieT POPMYIMPOBKY KIUHWUYECKOro AuarHosa. Ans
MaTo/ioroaHaToMa CyLecTBYeT npaBuno: «Henb3d cagnTbCsl K MUK-
pockony, He 06/1ajas NMoHOW M afeKBaTHOW K/IMHWUYECKOW WH(Op-
MaLveld 0 nocTynuBlLeM MaTepuane». [MocneaHss A0/MKHa Comnpo-
BOX/ATbCS He TO/IbKO MACMOPTHbIMU JaHHbIMK 6OILHOrO, HO 1 pas-
BEPHYTLIM KAMHUYECKUM AMarHO30M, a Takke CBeAeHWSIMU O fl0Ka-
Nn3aummn, NPOLOMKUTENBHOCTU Y OCOBEHHOCTSAX TeYeHusi npoLecca.
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Mpn HeobXoAMMOCTM A0/MKHbI GbITb NMpPUBEAEHbI U AaHHbIe nabopa-
TOPHbIX aHanM30B. Yallle BCEro 0ObLEKTHI, B3ATbIE ONEpPUpPYHOLLUMM
KAVHULMCTaMK, UCCNeSYIOT rMCTONOrMUYECKN UK LIUTONIOM NYECKM.

IMcTonornyeckoe uccnefjoBaHne. ITOMY UCCIeA0BaHUIO MOABep-
ratoTCs OnepaLyoHHbIA U BUONCUHBIN MaTepuasbl. [py NocTynaeHUn
K MaTos0roaHaToOMy OMepaLvoHHOro Marepuana KAMHUYeCcKnin gua-
rHO3, KakK Npasuno, y)ke ycTaHoB/ieH. TpebyeTca Nnlb rucTonoru-
yeckoe nofTBepxaeHWe (yTouHeHWe) auarHosa. OfiHaKo B Clydyae
6voncun 1 cama onepauus, 1 B3ATUE MaTepuana (bvonTar) Npoms-
BOAATCA C LieNIblo YCTaHOB/EHUS AMarHo3a, B JaHHOM Cnyyae rucTo-
noruyeckoro. B 06enx cuTyaumax 4vpes3BblyaiHO BaXXHA HEMe[/1eH-
Has mKcauusa yaaneHHbIX TKaHeli B popmanmHe (10—15 % BOAHbIA
pacTBop (hopManbaeruga), B KpailHem ciydae — B 70—96 % aTuno-
BOM CMNupTe WM B aueToHe. [axe He O4veHb fonroe npebbiBaHue
yfaneHHbIX KyCOYKOB WM CyGCTPaTOB Ha BO3AyXe, B BOAE WK COfe-
BOM pacTBOpe MOXET MPUBECTU K HE0OPaTUMbIM, UCKYCCTBEHHO Bbl-
3BaHHbIM WM3MEHEHUAM B MaTepuasne, KOTOpble 3aTPYLHAT WM UC-
K/HoYaT MoCTaHOBKY MpPaBWbHOMO [UCTOMOMMYECKOr0 AMarHo3a.
Bosnblumne (hparMeHTbl U YacTL OpPraHoB CrefyeT nepes noMeLleHuem
B (pMKcaTop pas3pesaTb Ha NAACTUHbLI TONWMHONR 0,5 CM, NPONIOXMB
MX 3aTem JIOCKYTamu BaTbl UM Mapnu. Paspesbl XenaTtenbHO fenaTbh
0e3 MepeceyeHnst aHaTOMMYECKMX Marmctpanein (KaHanbl crnegyet
BCKpbIBaTb), 6€3 HapyLleHUs aHaTOMO-TONOrpagMuecknx CBs3ei,
0COBEHHO MeXy MaToNorMyeCKMM 04aroM K OKpYXaloLuMn TkKa-
HAMK. O6beM (puKcaTopa AO/MKEH MNpeBbiaTb 00bEM 00bEKTa He
meHee yem B 10, nyuywe B 15—20 pa3. MNpn KOMHaTHOI TemnepaTtype
Bpemsi (hmkcaumm cocTaesnsetr 1—2 cyT, B 37-rpadyCHOM TepMocTaTte
OHO CcOKpalllaeTca Ao 15—17 u.

W3 rKcmpoBaHHOr0 MaTtepwana ocTpoli 6pUTBOI Bbipe3atoT Ky-
COYKM He 6onee 1cm gMameTpoMm, 3aTeM MX 3aKNafblBatoT B Cneun-
a/lbHble KacceTbl M MOMELLAT B aBTOMaThl A TUCTONOrMYECKON
MPOBOAKW. B HMX OHU NPOXOAAT 4epe3 psaf CMMPTOB BOCXOAALLEN
KPenocTu, Maces, 3aTeM Yepe3 X10podopM 1 XKUAKUA napaduH. Bes
*Ta NpoLesypa 3aHUMaeT HeCKO/IbKO YacoB. 3aTeM 006€3BOXEHHbIV U
06e3)XMPEHHBIA MaTepuan, NPonuTaHHbIA Napa@uHOM, 3an1BalOT B
crneunanbHbIX hopMax ApYyruM XUAKUM napauHoM, OXIKAAIT U
NCCEKaloT B BUfE OTAe/bHbIX NapauHOBbLIX 6/10K0B. ocnesHue 3a-
KpennawT B MWUKPOTOME, MOCNe Yero HapesatoT C HWUX FUCTONOru-
yeckue cpesbl TONWMHON 5—10 MkM. Cpesbl HaknemBaloT Ha npes-
MeTHble CTeKna, AenapaguHUpYOT, OKpalMBaKOT TEM WM UHbIM
*N0Cco60M, 3aTeM 3aK/IH0YalOT B OMTUYECKM Mpo3padHble cpefpl nog,
MOKPOBHOE CTEKJO.

Mpn cpouHbIX Buoncuax, NPOBOAMMbLIX HEpPeLKO BO Bpems 006-
LUMPHBIX BMELLIATE/NbCTB, C Lefbio ObICTPOro NoayyYeHUs rmcTonoru-
YECKOro fMarHosa, 4acto onpefenstoLlero xXo4 1 o6beM ornepawuu,
(DMKCMPYIOT HebonbLUMe Kycouku (6uonTaTtbl) B KMNSLLEM (POpMa-
NMMHe TKaHb, (PUKCMPOBAHHYK TaKMM CMNOCO60M, OXNKAALOT,
MHEM 3aMOPaXMBAIOT W Hape3atoT Ha KpMoCcTaTe UM 3aMOpaXKMBato-
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LeM MUKpPOTOME. 3aMOPOXKEHHbIe CPe3bl 06bIYHO TO/LLE NapadnHO-
BblX, HO OHW MPUIOAHbI [N MpeABapUTENbHON AMAarHOCTUKM.
B sTOM cnydyae Ha NpUroToB/IEHWE FMCTONOMMYECKOro npenapara 3a-
TpaumsaeTca 15—30 MWH, MOC/e Yero naTos0roaHaToM, UCCNefoBaB
npenapaTt, coobLaeT KIUHMLKCTY CBOI AnarHo3. KpuocTtat n 3amo-
PXMBAIOLLMIA MUKPOTOM MPUMEHSIKOT TaKXKe U B ApYTiX CUTYaLusX:
C Lenblo 13bexatb rmcToNornyeckoit NPoBOAKN U COXPaHWUTL CNup-
TOPacTBOPUMbIE U MPOYME KOMMOHEHTbI B TKAHWU, KOTOpble ObIBAIOT
Ba>KHb! ANA AMArHOCTUKWN (Hanpumep, Xup).

[ns 06bIYHON AMArHOCTUKKM LUMPOKO MCNOMbL3YIOT YHUBEpCaslb-
HYH0 TUCTOMOrMYECKYH0 OKpackKy CPe3OB reMarOKCU/IMHOM 1 303W-
HOM. TWHKTOpUa/bHble, T.e. Kpacslive, CBOWCTBA reMaTOKCWUIMHA
peann3ytoTcs B CN1aboLLIEN0YHO Cpefe, U CTPYKTYPbI, OKpaLleHHble
3TUM KpacuTenem B CUHWUIA UM TEMHO-CUHWIA LBET, MPUHATO Ha3bl-
BaTb 6a30(pnbHbIMU. K HUM OTHOCATCS siApa KNeToK, OT/IOKEHUs
coneii M3BECTM W KONIOHMM GakTepuii. Cnabyto 6a30q)|/|nmo MoryT
[laBaTb HEKOTOpble BUAbI CU3WU. 303MH, HanpoTuB, nNpu pH meHee 7
OKpalVBaeT TakK Ha3blBagMble OKCVICbI/IJ'IbeIe KOMMOHEHTbI B PO30-
BO-KpacCHbIA UM KpacHbi LBeT. K HWM OTHOCATCS uMTOMnnasmMa
KNETOK, BO/IOKHA, 3pUTPOLUTBI, 6eNKOBble MAacChl U 6OMbLUMHCTBO
BWAOB C/N3W. OueHb 4acTo NPUMEHAIOT OKPacKy MUKPOGYKCUHOM
no BaH-Tn3oHy (1.Th. van Gieson), aneKTVBHO, T.e. 136MpaTe/bHO,
OKPALLIMBAIOLLYIO B KPACHbIA LiBET KO/I/IAreHOBbIE BOIOKHA COEANHU-
TeNbHOW TKaHW, TOrfa Kak npoume CTPYKTYpPbl CTAHOBATCA YXENTbIMU
WM 3eNeHOBATO-XeNTbiMU. MeToa BaH-I'M3oHa no3ponseT o6Hapy-
XWUTb faXe HeBO/bLLIOE KOMIMYECTBO COEAMHMTENbHON TKaHW, Hepas-
NNYUMOE MNPU OKPacKe remMaToKCUIMHOM U 303UHOM. CyLLI,eCTByeT
MHOXXECTBO TUCTONOrMYECKUX OKPAacOK [/ BbISBAEHUS TeX WAn
WHbIX KOMMOHEHTOB TKaHW WM NaTonornyeckux cyberparos. Baxk-
Helwme U3 HUX Mbl Oy[eM Ha3blBaTb MpY OMMCaHUK COOTBETCTBY!O-
LUMX U3MEHEHWIA.

LimTonormyeckoe mccnefoBaHve MPOBOAAT MO Mas3KaM, ChenaH-
HbIM M3 COZLEPXMMOr0 MOJMbIX UK TPyGYaTbIX OPraHoB, a Takke Mo
npenaparam-oTneyaTkaMm, NyHKTatam W acnuparam (acnupawmoH-
HbIM MYHKTaTaM, OTcacbiBaEMbIM LUMpULEM). Ma3ku HepeaKo U3ro-
TaBNMBAKOT U3 MaTepuana CMbIBOB CO CTEHOK OpraHoB, YTO M0O3BOSSA-
€T 3axXBaTWUTb K/ETKM, Haxo4sLWmecs B NpoLecce eCTECTBEHHOIO Wu
naToNorMyeckoro ciyLmMBaHus (decksamaums, sakcqonmaums), Ha-
npvMep C LWeiikn MaTku. Bonee akTUBHbLIM BMELLATENbCTBOM SAB/S-
eTCs CcOCKOb CO CTEHOK opraHoB. Ecnv matepuan cockoba o6ueH,
TO ero o06pabaTbiBatOT C MOMOLLbID TFUCTONOIMYECKUX METOAMK.
B yacTHOCTK, Tak MOCTYNalT C AUarHOCTUYECKUMU COCKOGaMU 3H-
nometpus. Mpy cKyAHbIX cOCKobax Matepuan UAET B LIUTONOrMYec-
Kyt0 06paboTKy. Hepeako npenapatbl M3roTaBAMBalOT U3 MOKPOTHI,
C/IN3N, TKAHEBbIX BbITSHXKEK 1 0CAAKOB B XMAKOCTsX. OcadKy MOXHO
MnonyY1TL NOC/e LIEHTPUDYrMpPoBaHMs B3BECEHA.

B OHKONMOrMYeckoi MpakTUKe —pacnpocTpaHeHo MonyyeHue
MYHKTATOB C MOMOLLbI0 CNELManbHON AIMHHON 1 TOHKOW Uikl 6e3
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M/IHAPEHA, CHABXXEHHOM BbIPaXXeHHbIM KOCbIM Cpe3oM. B uyacTHoc-
TV, LUMPOKO WCCNEAYyT acrmpaluoHHble MYHKTaTbl, 41 KOTOPbIX
HY)XXHbl YNbTPATOHKME Wbl AcnupaunoHHyto nyHkuuio (FNA,
Fine needle aspiration) rny6oKopacnofioXXeHHbIX TKaHeld 1 OpraHoB
NPOBOASAT MOf KOHTPONEM YNbTPa3BYKOBOIO WCCMefOBaHNUA Wu
KOMMbIOTEPHOW MarHUTHO-PE30HaHCHOW TOMOrpaguu.

LinTonornyecknini  matepuan (UKCUPYIOT 0ObIYHO NPSMO  Ha
NpeAMETHOM CTeK/e, 4acTo BO Bpems OKpacku. Haubonee nonynsp-
Hbl OKPaCKM a3yp-3031HOM (ero TUHKTOpWa/ibHble CBOMCTBA 6/IM3KK
K FeMaTOKCW/IMHY 1 3031HY) U1 6rucmapk-6payHom no ManaHunko-
Hay (C.N.Papanicolaou, 1883—1962, am é)I/IKaHCKVIVI umTonor, oc-
HOBaTeNb KAVHWYECKON LMTONOrMK, No abbpeBnatype MMEeHU KOTO-
POI0 YKOPEHWN0Ch 0603HaYeHNEe LMTONMOrMYECKMX Ma3KoB Kak Pap-
Miicars). Celiuac co3fjaHbl CUCTEMbI MaccoBOro aHan3a (CKPUHWHT)
PapNHT, BbiBOAALLME OAHOMOMEHTHO Mo 20 Monei 3peHus 1 Gonee
I MUTNIOFNYECKNX Ma3KOB Ha 3KpPaH KOMMbOTepa ¥ MO3BOASIOLLME
*MyuuTb A0 1000 nosieit 3peHNA B OAHOM npenapare. lMNprmeHeHve
I"ipNI T noBblIlLaeT pe3y/bTaTUBHOCTb OHKOLIMTONOTMYECKOW aua-
iiioi Inkn Ha 30 % NO cpaBHeHUIO € 0ObIYHOM MWUKPOCKOMMWEN Mas-
KOB

VIMMYHOTMCTOXMMUYECKOoe uccnefoBaHue. Mpy HEKOTOpbIX NaTo-
WM MBECKMX COCTOSIHUAX, OCOBEHHO ONyXonsX, OblBaeT TPYLHO U
LL* C HEBO3MOXXHO C MOMOLLbIO TUCTO- WM LMTOMOTMYECKMX OKpa-
| HK OLLHLLCNTL TUN TKaHU WX ee NPOUCXOXaeHue (TMCTOreHes).
I H/|o()HbIC TPYAHOCTN BO3HWMKAKOT W MPU YCTAaHOBMEHUW BUAA BO3-
HYLUNCN MH(eKUMK. Mexay TeM BepumKauus 34ecb UMeeT Bak-
|U.r MblYCHKWE ANA AMArHOCTUKM M NPOTrHO3MPOBaHWS. Mo3ToMy uc-
Intiii.iyiol  pa3nnyHble AONOMHUTE/bHbIE METOAUYECKME MOAXO0[bI,
MIHUM W) HUX ABASETCA WMMYHOrMCTOXMMWUYECKUn MeTod. [lpu
HEM HA TUCTO- WY LMTONOrMYEeCKue npenapaTsl HAHOCAT PacTBOPbI
* .MHW I0/1aMN K UCKOMbIM aHTUreHaM — OMyXO/eBbIM, BUPYCHbIM,
MUKPOOHbIM, ayTOaHTUreHam 1 Ap. AHTUTEHbI MPY 0ObIYHBIX TUCTO-
HMHYECKMX OKpackax TKaHel He BWAHbl. AHTUTENA B CbIBOPOTKAX
«aiyl Ha cebe MeTKy: nnbo (hyopoxpom, T.e. KpacuTenb, CBETS-
I|nn W 1 TEMHOM MoJie (MHaue roBops, AL (nyopecLeHLnio),

. Kpacawuii (hepMeHT. ECIM MCKOMbIA aHTUTEH €CTb B UCC/ELy-

.miii  1KHH/AX MM KneTkax, TO BO3HUKLLMIA KOMMIEKC aHTUTeH—
JHMITIO nntoc MapKep TOYHO YKaXKyT ero SIoKann3aumio, KonmyecT-
BO MOMOrYT M3Yy4MTb HEKOTOpPbIE CBOWCTBA.

VIMMyHO(|)TlyopcCLeHLMIO Yalle BCEro MCMNofb3yloT Mpu U3yde-
1 | pe oM, NPUTOTOB/IEHHbIX B KPMUOCTATE UM Ha 3aMOPaXXMBato-
- M MUKPOTOME, a TakXke MpWU UCCNeA0BaHWUM LUTONOMMYECKNX
........ MpYMEHAIOT CbIBOPOTKM C aHTUTeNnaMu (Tak HasbiBae-
......... MUX bINOPOTKM), KOHBIOMMPOBaHHbIE Yallle BCEro ¢ TakKUM Ha-
l. «<HUM (hyOPOXPOMOM, KaK (lyopocLienH-n3oToymaHat. Hau-
...... I nonynspeH HenpaMOoi METO/, MO3BOMALWNA BbISBATL aHTU-
I.¥n | NOMOLLBIO ABOVHOW peakLuu ¢ aHTuTenamu. [ins aToro npe-
CbIBOPOTKOM KpOBM 6O/BLHOMO, COfepalLeid
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J 9 MexaHu3mbl ABYX Hanbonee pacnpocTpaHeHHbIX

Cxema NMMYHOTUCTOXNMUYECKNX peakumﬁ

O6o03HaueHunsd:
NAN - nepokcUAa3HO-aHTUNIPOKCULABHbI KOMNNEKC

ABC - aengnMH-6NOTUHOBLI KOMNNEKC

aHTMTena 3arTem Moc/e ee yaaleHUs 1 MPOMbIBKA — aHTUCbIBOPOT-
KO C aHTMTeNnamun, MeyeHHbIMU (yOpOXPOMOM. Tak MnocTynatT
npy NOUCKE TKAHEBbIX aHTUreHOB (6e/IKOB, FTOPMOHOB), MUKPOOpPra-
HM3MOB, & TAK)Ke UMMYHHbIX KOMI/IEKCOB.

Ewge' 6Gonee pacrnpocTpaHeH WMMYHOMEPOKCMAA3HbIA METOA.
AHTUTENA KpacsLLel CbIBOPOTKM HECYT He (hlyOpoXpoM, a hepMeHT —
MepoKcuaasy XpeHa, pexe APYrod 3H3UM, Hanpumep LEenoYHYH
thoctpatasdy. CyLuecTBYeT HECKO/IbKO BapyaHTOB YKa3aHHOIo MeToAa.
Hanbonee 4acto Mcnosb3ytoT fBa U3 HUX — NepoKCUA3HO-aHTK-
nepokcugasHolii (PAP-method, MAIM-meToa) U MeToa aBUANH-6MO-
TUHOBOro Komnnekca (ABC-method, ABC-meTop) (cxema 1.1). Mpu
MATl-meTOAe Uenb NPOMEXYTOUHbLIX aHTUTES, CBA3LIBAKOLLMX 3H3UM
C @HTUIreHOM, HECKOJIbKO AJINHHee, YeM MpU HernpsaMoM UMMYHO-
(h1lyopecLeHTHOM MeTofe. JH3UMHOE, T.e. NepoKCcuAa3Hoe, aHTUTENO
CBA3bIBAETCS C MEPBUYHbLIM aHTUTENIOM, Y)KE HaXOAALMMCSH Ha aHTU-
reHe, MOCPEACTBOM e€lle OfHOro aHTWTena-mocTuka. [locnefgHwii
Kak Obl pa3BepHYT K CBA3bIBAEMbIM 3BEHbAM TaK, YTOObI CBOMMU KO-
POTKAMU MMMYHOT106Y/IMHOBLIMK  LIENsMU CBA3aTb UX JJ/IMHHbIE
uenn. Takum 06pasoM, MMeeTcsa 3 €nos CybCTaHUMIA: aHTWUIEH CO
CBA3aHHbIM aHTUTENIOM B TKaHW, aHTUTeNno-mocT u [MAl-Komnneke,
B KOTOPOM MOJIeKy/ibl MepPOKCUAAa3bl PacrnofiaraloTcs Mexay ABymst
KOPOTKMUMW Lensamu ABYX CBA3aHHbIX aHTUTES, HECYLLMX 3H3UM.
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Mpn aBMAWH-OMOTMHOBOM METOAe MEPBUYHOE aHTWUTeNo, Haxo-
JdLleecsd Ha aHTUreHe U MevyeHHoe BMOTUMHOM, cBA3bIBaeTca ¢ MATI-
KOMM/IEKCOM 4epe3 MPOMEXYTOUHOE aHTWUTEN0, MEYeHHOe aBuau-
HoM (cm. cxemy 1.1). O6a 6enka — aBUAWH M GUOTUH — Pe3Ko No-
BbILLAKOT Ka4ecTBO peakuuu, n notomy ABC-meTof cumtaeTcs 6onee
YyBCTBUTE/IbHBIM.

[ns MMMYHOrMCTOXMMWUYECKMX peakuuid UCNonb3yT 2 Tuna
aHTUTEeN: NOMU- U MOHOK/IOHa/IbHbIE. [lepBble NOMyYaloT U3 aHTU-
CbIBOPOTOK MMMYHU3MPOBAHHbLIX KPOJIMKOB, Y KOTOpbIX, MNpaBja,
MOryT (hOPMMPOBATLCA Pa3NYHbIE AOMNONHWUTESIbHbIE WUMMYHOT/IO0-
6YNUHbI, fatoLime NOMeXn B peakumsax, YTo ABMSETCA HeLOCTaTKOM
meTofa. OfHako ero AOCTOMHCTBAMU ABASIOTCA [elleBU3Ha U YyB-
CTBMTE/IbHOCTb K LUMPOKOMY CMEKTPY aHTUreHoB. MOHOK/IOHa/b-
Hble aHTUTeNa noayyaroT B K6yanype TKaHel 1AM 13 aCLUTUYECKON
YXWUAKOCTU, NONYYEHHON M3 OPIOLLHOA NONOCTUN NabopaTOPHbIX XU-
BOTHbIX. [locnegHVM nepef 3TWM  BBOASAT BHYTPUOPHOLLUMHHO
B3BECb K/IETOK MWENIoOMbl (OMyXo/ib U3 Mna3MaTuyeckmx KNetok —
NPOAYLEHTOB aHTUTEN), KOTOpble 0TOOPaHbl ANs BbIPAOOTKU aHTU-
TeN. ITU CENEKTUBHbIE KNETOUHbIE NUHUW (KOHbI) MpeaBapuTesb-
HO MONYYaroT NyTeM UCKYCCTBEHHOIO C/USHUS KNETOK MWENOMbI C
AMgoLUTaMmn Ccene3eHKU 1abopaTopHbIX MbIlled, UMMYHU3NPO-
BaHHbIX WCKOMbIM aHTUIeHOM. TakKoe CAuSHWE ABNSETCH YacTblo
MeTofa rnépuamsaumm comMaTuyeckux Knetok. MOHOKIOHa/bHbIE
aHTMTena abCosOTHO CreungUYHbl N0 OTHOLUEHUIO K aHTUTEHY U
HC [al0T MEPEKPeCTHON peakTMBHOCTM. OpAHaKo WX He Bcerga
MOXHO MNPUMEHATb Ha TKaHsAX, (DMKCUMPOBAHHBIX, Hanpumep, B
thopMmasimHe.

MonynsapHOCTb MMMYHOMNEPOKCUAA3HOrO MEeToja CBfA3aHa, B OC-
HOBHOM C €ro NpocTOTOW W AOCTYMHOCTLIO. CyLLEeCTBYeT MHOXECTBO
KOMMepyecknx Habopos (Kits) CbIBOPOTOK K pa3/IMYyHbIM aHTUreHam,
CMEeLNMUYHBIM 4715 TKaHER MM onyxoneid 1 NoTyYMBLUMM Ha3BaHue
MapKepoB. TepMWUH «MapKep», KakK Obl MPUPABHEHHBIA K MOHATUIO
«MPU3HAK», YKa3blBaeT Ha AMarHOCTUYECKOE 3HaYeHMe 3TUX aHTure-
HOB MpW BbLISBMIEHUW W TUNMPOBAHUN TKaHeil (Tabn. 1.2) wan naro-
30MMUCCKMX MPOLECCOB B HWUX. BbIrogbl NpUMeHeHUs WMMYHOMep-
OKCMAA3HBIX peakUuil 0OBSACHAKTCS BbICOKOW YyBCTBMTEMbHOCTLIO
(no cpaBHEHMIO € MMMYHOgyopecueHumen MAT-MeToL YyBCTBU-
rcnbHee B 1000 pa3, a ABC-metog —B 10 000 pa3), 0THOCUTENbHOIA
<IOPKOCTbH, BO3MOXHOCTbIO NMPUMEHEHUS HEKOTOPbIX peakuuii Ha
acnapaMHUPOBaHHbIX Cpe3ax, npowegwmx 1 ukcaumo, n npo-
MonKy Yepes CrmpTbl.

MeToabl MonekynspHoii 6uonorun. B XOpOLLO OCHALEeHHbIX MNa-
10a0roaHaTOMUYECKUX OTAENEeHUAX U Hay4HO-UCCef0BaTe/IbCKNX
VDK IV TyTax A1 MPUXXU3HEHHOW ANArHOCTUKU MPUMEHSOT METOAb!
MonekynspHoit 6010rMiAINbOTOYHYIO LUTOMETPUIO Y TEXHUKY TY6-
pW LW-UHKUKW in Situ, T.e, HA MeCTe, Ha rMCTO/IOrMYecKoM cpese. lep-
M METOZ, HEO6XOAMM ANS KOMMYECTBEHHOrO aHan3a CofepXkaHus

I K n KneTkax onyxonei M Apyrux mnatosorMyeckmx cyoCcTpaToB.
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Ta6nuuya 1.2. TKaHeBble W OMyXo/ecneLmnpuuHble MapKepbl, BbisSBNsSEMble
B TKaHsIX 1 OMyXosisiX

Mapkep TKaHU ¥ TUMbI ONyXoreld, BO3HKAOLLME B HUX

LIMTOKepaThHbl  SNUTeNuasibHbIe TKaHWU: KapLMHOMBbI (pak) pasfnyHbIX BULOB

BYMEHTUH MeseHX1MMaslbHbIe, FNaBHbIM 06pPa3oM CTPOMasibHble TKaHW:)
CapKOMbI (3/10KaYeCTBEHHbIE OMYXO0AU U3 HE3ANUTENNANbHbIX|
TKaHe)

JecMuH MblLLUeYHble TKaHW U MUOCAPKOMbI

HciipodunamcHT HelpoHbl, a Takke MHOTME TUMbl HeWPO3HAOKPUHHbBIX KIIC- j
TOK, MMetoLLMecs B pasHbIX OpraHax: onyxonu mo3ra Heipo- j
Ha/IbHOT0 NMPOMCXOXAEHWS; ONYyX0NN U3 HeWPOIHAOKPUHHbIX]
K/eTOK (KapuuHonibl)

I nnanbHbIi [NranbHas TKaHb FOIOBHOrO MO3ra MU BO3HMKaloLme u3 Hee !
nbpuNNSpHbIA  ONYXONN — FIMOMBI
KuCnbIA 6enok

S 100-6enok MenaHounTbl pasfInyHbIX OPraHoB, LWBaHHOBCKME KIETKU
(nemMounTBLlI 060/104EK MUENIMHOBLIX HEPBHbLIX BOMTOKOH),
XOHAPOUUTbI (3penble KIETKM XPsLLEBO TKaHW): MenaHo-
Mbl, LWBaHHOMbI, XOHAPOMbI

O6LMin NeiikoUm- KNeTKM KPOBU UM KPOBETBOPHbLIX TKaHell, KpOMe apuUTPOLU-j
TapHbIl/i @aHTUFEH  TOB M TPOMGOLUTOB — IMMEOMbI

C 37Ol Lenbio uccnefyeMblii Kycouek HetMKCUPOBAHHOM TKaHWU C
MOMOLLBIO (hepMEHTOB MOABEPraloT fesarperauuu, T.e. pasbefuHe-
HUIO 1 Pa3MeNbYeHUI0 A0 OTAENbHbLIX KETOK. 3aTeM B CreLuabHO
yCTaHOBKe (cxemMa 1.2) nNOTOK CyCNeH3UW W30/MPOBaHHbIX KNETOK
TONWMHOW B 1 KNeTKY, OKPYXXeHHbI 06BO/TaKMBAIOLLIEN KNLKOCTbIO,
NPOXOANT Yepe3 CUUTLIBAIOLWMIA NasepHbli MyvyoK. HeaaBHO Hayuu-
NCb M30NIMPOBATh AApa KNETOK 1 NPOBOAUTL UX B 60/1ee Y3KIX Mo-
TOKax, YTO YCOBEPLUEHCTBOBANO M 6€3 TOF0 TOUHbIN aHan3.

CBequl/le MCMyCKaeMoe JIIOMUHECUMPYIOWUMI  KNIETKaMK,
npeaBapuTeNibHO MOMEUYEHHbIMW  (DTlyOpoXpoMamit, Hanpumep, no
HENpAMoii MeToAnKe, nonajaeT Ha (hOTOMHAMKATOPbLI, C KOTOPbIX
CUrHai OMnpefeNieHHON Cu/bl MOAAeTCA Ha KommbioTep. CurHan,
nepemeLLaloLLMiics ¢ KOMMbIOTEPa, 3apsHKaeT >XMAKOCTHbIA MOTOK,
BbI3blBaA €ro OTK/IOHEHMS Ha COOTBETCTBYIOLLYIO BENIMUMHY COrfac-
HO Be/IMYMHaM WCKOMbIX MapameTpoB KEeTOK (Hanpumep, Konude-
ctBa AHK) npu nx NpoxoXxxaeHun mexay 3aps>KeHHbIMI 31eKTpoa-
MUW. Tak OCYLLECTB/SETCA COPTUPOBKA, & OTCOPTUPOBAHHbLIE KIIETKM
HarnpasnsalTCA B pasHble eMKOCTW. Pa3Mepbl KIETOK WM MU30/MpPOo-
BaHHbIX AEp OMNpejensoT B KOMMbIOTEPe Nocne aHanv3a nepefHero
YIN10BOr0 CBETOBOrO paccenBaHWs, KOTOpPOe MNpPsMO NPOMopLuo-
Ha/lbHO 3TUM pasmepam. [nig napanniefisHOro onpeaeneHns cofep-
xaHus B knetkax IHK n PHK kneTouHyto cycneHsuio okpalvsarot
aKpuanH-opaHXeM — (lyopoXpoMoM, KOTOpbIi okpalunsaeT JHK
B 3efeHblil, a PHK — B opaHXeBo-KpacHbIA LBeT.
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Cxema 1.2. MMpoToYHas LUTOMETPUSI C COPTUPOBKOMA KNEeToK

C nomowbto rmépmuamsaymmn in situ gOCTUraeTcs COBMELLEHME
reHeTnyeckoro marepvana (pparmeHtoB [HK, reHos) in vitro Ha
OCHOBE KOMMJIEMEHTAPHOCTW, T.e. B3aMMHOI0 COOTBETCTBMS, Ha-
npuMep, MNYPUHOBBLIX WU MUPUMUAMHOBBLIX OCHOBAHWIA Y HYKNeu-
HOBbIX KMCNOT. JTOT METO[ NPUMEHSETCA B OCHOBHOM B Tpex 06-
NacTax natonoruu: ans MAEHTUMUKaLUM No reHoMy MUKPOOOB WNn
BMPYCOB, HAXOAALLMXCS B TKAHAX WM XULKOCTAX; 48 U3YUEHUs re-
HOMa MpU ero BPOXAEHHbIX HapyLUeHUaX; NPy AWarHoCTUKE OMyXo-
nei, B YaCTHOCTU A1 pacno3HaBaHMS BUPYCHbIX OHKOFeHOB. ECTb
MHOXECTBO MoandmKaumin MeToga.

OueHb MonynspHa MoAUMepasHas LenHas peakuus, KoTopas
OCYLLLeCTBNAETCA NPAMO Ha FMCTONOrMYecKnx cpesax. BHavane npo-
BOAAT AeHaTypauuto uccnegyemoii AHK, T.e. pasbeanHeHne ABYX ee
CAMpaNbHbIX HUTEA U NOMYYEHWe OAHOM M3 HWX B U30/IMPOBAHHOM
COCTOSIHMW. 3aTeM HacnamealoT APYryt, WHOPOAHYI0 HUTbL (Yalle
I'll K), MeyeHHytO hnyopoxpomom unm TMAM-koMmnnekcom. Mone-
KynsipHasi CTPYKTypa 3TON HUTW, T.e. MOCNeL0BaTebHOCTL €e OCHO-
BaHWIA, 3aBeflOMO M3BeCTHa. Ecnu, Hanpumep, UMeeTcs KOMMIeMeH-
iapHOCTb C MCCNeAyeMoil HUTbHO (B3aMMHOE COOTBETCTBME OCHOBA-
HWiA; cM. rnasy 8); TO KpacALas peakLums Ha rMCTONOrMYeCKOM npe-
napaTte MONOXWUTENbHA, a CTPOEHUE 3TOW HUTW CTAHOBWTCS W3BECT-
HbIM.

WccnepgosaHue xpomocoM. Bo MHOrMMX COBpPeMEHHbIX MaTosoro-
aHaTOMUYECKUX OTAENEeHUsX Y HayUYHO-MUCCNeL0BaTeIbCKUX UHCTU-
tyrax NpoBOAAT XPOMOCOMHbIV aHann3, NO3BOMSAOLMIA ONpesensTh
OTK/IOHEHWA B FeHeTUYeckoM arnnapaTe (reHOMe) KeToK, WMeto-
LMe BPOXAEHHbLIA MM NPUOOPeTEHHbIN XapakTep (XPOMOCOMbl —
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npepbIBUCTbIE €AMHULLI reHoma, coctoswme u3s AHK un 6enkos).
3T0T aHann3 npuobpeTaeT 0coboe 3HayeHWe Mpu pacno3HaBaHWK
N U3YyYeHUU OMyXOneld, pasfMuHble BapnaHTbl KOTOPbLIX COMPOBOX-
[al0TCA BMOJIHE CNEeLUUYECKUMI, MapKepHbIMU MepecTpoikamu
nnu abeppaumsaMm XpoMocom. s 3Toro NPUXM3HEHHO B3ATYIO
TKaHb KyNMbTUBMPYIOT, T.e. BbIPalMBalOT HA MCKYCCTBEHHbLIX Cpe-
fax. Takoi MeTof, KyNbTMBMPOBaHWUS NO3BONSET MyTeM MNepeceBOB
1 0TOOpa KMNEeTOK JOOUTLCA MNOMy4YeHUs Ky/bTypbl KNeTOK OAHOro
TKaHeBOro TUMa 1 Jjake OAHOrO KNOHA, T.e. IMHWUW, NPOUCXOASALLEN
OT OJHOW CTBONOBOW KNeTKW. Ceivac Hayuunuchb KyNlbTUBMPOBATb
NpaKTUYecKn Nobble TKaHW, OAHAKO Yalle BCEro Ky/bTUBUPYIOT
KPOBb, KOCTHbI/A MO3r K (MbpobnacTbl (MOCNeAHWE COXPaHAT
YKM3HECNOCOOHOCTL M NPUTOAHOCTL AN UCCNefoBaHWUsA nocne B3s-
™A ¢ acumii Tpyna, Hanpumep fascia lata, B TeueHune 2—3 cyT
nocne cMepTHn).

OCHOBHbIe 3Tarbl XPOMOCOMHOI0 aHa/in3a Ha npumMepe uccnego-
BaHWA NMMGOLMTOB KPOBW COCTOAT B Cliefytowem. B KynbTypy re-
NapuHW3NPOBAHHON KPOBM (renapuH —aHTUKOArynsHT) o6aBnsoT
(hUTOremMarrtoTUHUH, CTUMYMpys T-IMMGOUNTBI K TpaHcgopma-
Lumn B 6nactbl (MeHee 3pesble POPMbI, CNOCOOHbIE K MUTO3Y 1 fefe-
HUI0). Yepe3 2—3 cyT UHKYOaUMn B KyNbTypy BHOCAT KONXULMH ANs
3a[lepXKKM MUTO30B Ha CTaguu meTaasbl Y Aenswmuxcs nMmoolm-
TOB. IMEHHO B MeTapase XPOMOCOMbI KaK Obl pacniacTblBaloTcs,
4TO YA0OHO A8 M3yyeHus. 3aTeM KNeTKU MepeHOCAT Ha npeaMet-
HOe CTeKNo, (MKCMPYHOT M OKpallMBaloT, Yalle BCEro no MeTomy
Mm3bl (G.Giemsa). B pesynbTate B KaXoil nmape XpOMOCOM BblsIB-
NAKTCA CBETNble (HEOKpaLleHHbIe) M TeMHble (OKpalleHHbIE) MoJo-
cbl (bands), nosTomy MeTof HasblBalOT G3HAMHIOM XPOMOCOM. Pac-
MOMOXKeHEe MOSIOC B HOPMa/IbHOM KapuoTune (Habope XpomMOCOM)
BbICOKOCMELMPUYHO [/ KKAOW Mapbl XPOMOCOM, WM AMArpammbl
(KapTbl) 63HAMHIA B HOPME XOPOLUO M3BECTHbI. OCHOBHYO CUMBO-
NMKY, 4YaCTO BCTPEYalOLLYIOCA B MTepaType no natonorum KapuoTu-
na, Mbl pacCMOTPUM B rnase 8. 37ecb Xe OTMETMM, YTO KOPOTKUe
M71eYn XPOMOCOM 00603HayatoT OYKBOW P, ANMHHbIE — OYKBOW (.
B kaXx[10M reye BblAeNEHO MO HECKOJ/IbKY CErMEHTOB U MOJCermMeH-
TOB. Y [/IMHEHUE UM YKOPOUYEHUE Ned 0603Ha4alTCA 3HaAKaMM «+»
NN «—», KOTOpble CTaBAT cpa3y nocne O6yKBbl, OTHOCALLENACA K Ka-
KOMY-nM60o nnedvy. Mpu Natonornm BO3HWKAKOT pPas/iMyHble KayecT-
BEHHble 1 KOMMYeCTBEHHble abeppauun, Kak BHYTPUXPOMOCOMHbIE,
TaK M MEeXXPOMOCOMHble. K HUM oTHocATcs geneums (del), T.e. yT-
paTta reHoB, MOACErMEHTOB W [aXe LeSblX CerMeHTOB XpPOMOCOM;"
(hopMMpoBaHMe KOJbLEBbLIX XPOMOCOM (r), NOSBAAIOLLMXCA MpU CO-
eAVHEHNN 06/OMKOB XpoMOcoM; MHBepcus (i, inv), BO3HMKarOLLas
BC/IEACTBUE [BYX Pa3pbIBOB, NpUYeM Mepes BOCCOEAMHEHUEM YacTeld
XPOMOCOM CErMEHT, HaxOAsALLMIACA MeXy paspbliBaMU, MOBOPaYMBa-
eTcsa Ha 180 rpagycos; TpaHcnokaumsa (t) (peunnpokHas TpaHCIoKa-
UMA XapaKTepusyeTcs 0OMeHOM, T.e. B3aUMHbIM MePeMELLEeHUEM Te-
HETMYeCKOro marepuana ¢ XpOMOCOMbI Ha XPOMOCOMY BHYTPWU FeHO-
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Ma, HepeuunpokHas — Takxe MepeHOCOM MaTepuana, HO B OfHY
CTOPOHY, C OAHON XPOMOCOMbI Ha ApYTYI0).

MpuBeseM npumepbl 0603HAYEHUS HEKOTOpbIX abeppaunii. Tak,
Jeneuus AIMHHOTO NJjieYa XPOMOCOMbI 1-/ Mapbl HUXKe ee CermeHTa
g34 cumBonmsmpyetcs Kak del (1) (g34), a TpaHCnoKaumua 4actu ma-
Tepuvana 4/IMHHOTO nfeYa TOW XXe XPOMOCOMbI Ha [A/IMHHOE M/1evo
XpoMocoMbl 19-n napbl — Kak t (1;19) (g34; qll), wan, npouye,
t (lg— 199+). KonuyecTBeHHble abeppauum XpOMOCOM TOXE MMET
crneyuanbHble 0603HayYeHns. Ha30BeM OCHOBHbIE: YBeNMYeHUe KO-
NNYecTBa XpOMOCOM B HOPMa/bHOM AMNIOMAHOM Habope (Tpunion-
s, TeTpannonams, Noauniaouans), Haauydue HefoCTaTOYHOro Wau
M3BbITOYHOr0 KOJIMYECTBA OTAE/bHLIX XPOMOCOM WM UX (hparMeH-
TOB (MOHOCOMMUS, TPUCOMMUS).

XPOMOCOMHBIV aHannM3 OTHOCUTCA K 3KOHOMWYECKW LOPOrum
METOAaM 1 NMOTOMY MPUMEHSETCA HEeYacTo.

ANeKTpoHHas MUKpocKonus. B xofe AMarHoCTUYeCKUX uccnemo-
BaHWA Ha MaTepuane, B3ATOM MpPW >KU3HW BOMLHOrO, HepeaKo uc-
no/b3yeTcs  9NEKTPOHHAs  MWKPOCKONMWUS — TPaHCMMCCUOHHas
(B Npoxogsliem nyyke, NoA06HO CBETOOMNTMYECKOMN MWUKPOCKOMUN)
1 cKaHupytolas (CHUMatowas penbed) noBepxHocTn). Mepsyto npu-
MEHSIOT uallle, O0COBEHHO [N W3Y4YeHWsi B Y/IbTPATOHKMX Cpe3ax
TKaHW [eTaneil CTPOEHWS KNETOK, BbISBAEHNS MUKPOGOB, BMPYCOB,
OT/IOXXEHWUA WUMMYHHbIX W ApYrUX KOMMIekcoB u ap. OCHOBHble
aTanbl 06paboTKN MaTepuana cnegytoLime.

TO/bKO YTO UCCEYEHHbIN MaNeHbKUIA KyCOYeK TKaHU AMaMeTpoM
1—1,5 MM HemefgneHHO (DUKCUPYIOT B FyTapanbiernge nam gpyrom
thukcarope, 3aTeM B YeTbIPEXOKMUCU ocMus. TMocne NpoBOAKW MaTe-
puan 3auBaloT B CreLuaNbHble 3MOKCUAHbIE CMOMbI UAN APYryto
MI0THYHO Cpedy. YNbTPaTOHKME Cpe3bl, Hape3aHHble B Y/bTpamu-
KpPOTOMax, KOHTpacTUpytoT (OKpallnBaroT), MOMELLAKT Ha cheyu-
a/bHble CETKU W UCCMefyloT B TPaHCMUCCUOHHOM 3/1IEKTPOHHOM
MUKPOCKOe.

YNbTpacTPyKTYpHOe MCCNefoBaHWe CTOUT OYeHb JOPOro, 0fHaKo
HepeaKo MNPUMEHSIETCS B OHKOMOPMOSOrMM C AWMarHOCTUYECKOWA
(Tabn. 1.3) 1 HAay4HOW Lensamm.

3. OkcrepuMeHTa/bHbIA MaTepuan. Mccnegys TKaHM, B3sTble
MpW >XWU3HW WK NOCNe CMepTu BOMBLHOrO YefloBeKa, MaTonoroaHa-
TOM HabNHLaeT U3MEHEHUSA B MOMEHT M3bATUS TKaHW. YTo OblNo 10
roK ¥ MOrno 6bITb NOCNe — OCTAeTCHA HEWU3BECTHLIM. JKCMNEPUMEHT
» [0CTaTOYHbIM KOMYECTBOM /1abOpaTOPHbIX >XMBOTHBIX (6e/bIX
MblLLel, 6enbIX KPbIC, MOPCKUX CBMHOK, KPONMKOB, COOaK, 00e3bsH
n 4p.) NO3BOMSIET MOAENMPOBATL U M3yyaTb 60M1E3HN U NaTonornuyec-
Kvie npoueccbl Ha NHOOOM 3Tane UX pasBuTUs.

JKCNepUMEHTaNbHON MaToNornelii NOAM 3aHMMAOTCA  AABHO.
BHayane 0CO6EHHO YCMeLHO pa3BMBaJIUCh PaboTbl C pasIMyHbIMU
NHDEKLMAMK, BO3OYAUTENN KOTOPbIX NATOreHHbl U AN YeNnoBeka, 1
AN NabopaTopHbIX XKMBOTHBLIX. 3aTeM CTa/in MPUMEHSATL pPeareHThl,
Bbl3blBalOLLMEe BCEBO3MOXHbIE WU3MEHEHWS B Pa3MYHbLIX OpraHax u
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Ta6nuua 1.3. [AMarHocTMHECKV 3HaUMMble YIbTPACTPYKTYPHbIE MPU3HaKM
47151 PA3/IMUHBIX OMyXOJIel

Bug onyxonu

TumMoma (onyxonb Tu-
Myca)

MuctrnoumTos X (ony-
X0/lb M3 0TpoCTYaTbIX
aNuAepManbHbIX Mak-
potharos JlaHrcpraH-
ca) (P.Langcrhans)

MenaHoma (onyxonb
13 MenaHuHobpasyo-
LNX KNEeTOK)

KapuwnHong (onyxonb
N3 HEeNpo3HAOKPWH
HbIX K/eTOK)

Pa6romunocapkoma
(onyxonb nomnepeyHo-
nosiocaTo  Mbliley
HOW TKaHW)

Jlnnocapkoma

Mpu3sHak

Hanuuve pecmocom vy
0MnyXo/eBbIX TUMOLUTOB

paHynbl Brup6eka
(M.S.Birbcck)

Hanwuuwne B untonnasme
npemenaHocom

[paHy/bl ¢ 3M1eKTPOHHO-

NJ0THOW  CepAuUeBUHONA

4acTo OKPYXXeHHOI cBeT-

noi 3oHoi (halo)

Hannuyve B uutonnasme
ONYyXO0/IEBbIX KNETOK Z-

LWCKOB

XapakKTepHble BKNHOYeHUS

(onyxonb 13 XWpPOBOI j(Kannn) >upa B MUTO

3HayeHne npusHaka

OvddepeHUMpoBKa KNETOK B
aNuTeNManbHOM  Hanpa.fe-
HUK (4ecMOCOMbI) UCKNOYAET
Hamume  MeaMacTUHaNbHOM
NMMAOMbI, CXO4HOM MO CTPO-
€HUI0 C TUMOMOWA

YKasaHHble LUuTONMamMaTu-
YeCKune rpaHynbl CBOWCTBEH-
Hbl TO/IbKO 3TOMY nMopaxe-
HUIO rucTuoumToB JlaHrcp-
raHca

3TOT TWMN 31eKTPOHHO-M/OT-
HbIX  TFpaHyn  XapaKTepeH
TOMbKO AN MEeNaHOLUTOB U
He BCTpeYaeTcs Npu pake

ITUX rpaHyn HeT B K/eTKax
He HeMPO3HAOKPUHHOW npu-
pogbl

Takoii npu3HaK CBOWCTBEH
TONbKO KeTkam (BONIOKHaM)

ronepeyHononocaToii
MbILLLbI
MpusHak, cneundunyHbIi

ANA XNPOBbIX K/ETOK

|TKaHu) |nnasme kneTok onyxonu

cucTemMax OpraHoB. Hambonee BaXKHbIMU OblaM OMbITbI C XUMUYEC-
KUMU KaHLIeporeHamMm 1 myTareHamu. B HacToslee Bpems, HeCMOT-
P Ha PacTyLLYO JOPOroBU3HY 3KCMEPUMEHTA/IbHBIX UCCNEef0BaHNN,
MMM LUMPOKO NOJMb3YHTCA W NPOBOAAT in Vivo (B OpraHuM3Me >KUBOro
YKMBOTHOIO0) 1 in vitro (B KynbTypax TKaHel, B3ATbIX OT XXWBOTHbIX,
npobax Kposu 1 T.4.).



MnaBa 2. MOBPEXAEHWE N TVBEJIb KJIETOK
N TKAHEWN

XKuBbIM cucTemMaM CBOMCTBEHHbI TakMe KauecTBa, Kak MeTabo-
nm3m (06MeH BeLLecTB), caMonofgepXXaHue M U3MeHYMBOCTb, CMO-
COOHOCTb K peakLuu Ha pasfpaXeHue U K NepeaBudXeHunto, camo-
BOCNPOM3BEAEHNE U Mepefaya HacMeACTBEHHbIX MPU3HAKOB MOTOM-
ctBy. CTPYKTYpbl XMBbIX CUCTEM HEMOCTOAHHbLI. OHU HenpepbIBHO
paspyLlaloTCs U BOCCTaHaB/MBAtOTCA. X 0OHOBMEHMe NPOTEKaeT C
pasHoin ckopocTbto. K BbICTPO O06GHOBASAKLMMCA CyOCTaHUMAM
MOXHO OTHECTW T/IMKOreH, Torja Kak A0BOJIbHO CTabU/bHbIMU SiB-
nstotea AHK n HekoTopble nonucaxapuisl. Mepoii oueHKn cKopoc-
T OGHOBMIEHWS CMYXMWT Nepuog 61UoN0rMYecKoin NonyXmsHu (nony-
06HOB/IEHNE) —BpeEMS], B TeHEHME KOTOPOro NosioB1Ha JaHHOro Be-
LLecTBa 3aMEHAeTCH HOBbIMU MOfieKynamu. Tak, y 1abopaTopHbIX
KpPbIC MEepMog NMony>XU3HU TIMKOreHa B neveHn gocturaet 20—24 y,
a 06MeHHOro (pesepBHOro) xupa — 16—20 cyT.

Bce >KvBble OpraHu3Mbl NpeAcTaBnslOT CO60A OTKPbIThblE TepMo-
AVWHaMun4yeckne CUCTEMbI, NOCKOJIbKY, C 0,£I.HOI7I CTOpPOHbI, OHM NOCT OAH-
HO MOrnoLWal T HOBble BELWeCTBa, a C APYrod — BbIAENAIOT NPOAYKTHI
cBoero meTabonuama. [AnA BbINONHEHWS MHOTOYUCAEHHbIX (PYHKUWUIA W
caMn OpraHusmbl, W uUx 6onee mMenkume CTPYKTYPHO-(PYHKLUMOHANbHbIE
eAVHULbI, HanpuUMep KNeTKW, CTPYKTYPUPOBaHbl HA KOMMNapTMEHTbI
(oTpaenbl). Ka>kablit Takoil 0TAen BbINONHAET UM PEryIMpyeT TO WK
MHOE 3BEHO KaKOW-1Mb0 (hyHKLUMM NMbBO BCHO (hyHKUMIO. [pouecchl, xa-
paKTepusyloLnecs CUHTE30M COeAVHEHUIA, obnagarwmnx 64nbWwmUmM 3a-
nacom 3Heprun, 4em UCXoAHble COeANHEHUA, HOCAT Ha3BaHUe aHabonm-
4ecKuMx, a mpoueccol gerpagauyuv (paclienneHus) BewecTs — KaTabo-
NNYecKnx. BCeBO3MOXKHbIE TUMbI MOMEKYN, hopMupyroLwmecs B xoge 06-
MeHa, Ha3blBalOT mMeTabonuTamm.

B pa3nnuHbIXx BapuaHTax MeTabonM3ma Befyllee 3HauyeHue
MMEIOT Tpy nonmmepa (NoanMepbl — BbICOKOMOJIEKYNSPHbIE COeau-
HEHWUSA C MOBTOPAIOLMMUCA MOCNE0BATE/IbHOCTAMU WM XUMUYEC-
KUMWU TPYMNUPOBKaMK), CUHTE3NPYIOLLNECH B OpPraHU3Me: MoIMHYK-
NeoTupbl (HYKIEMHOBbIE KVICJ'IOTI:I% nonunenTuabl (LenoykmM ocrar-
KOB aMWHOKWUC/OT, COeAMHEHHbIE aMUAHLIMW CBA3SIMW) U NOAMCaxa-
puabl (yrnesofbl, cofepxative 6onee 10 MOHOocaxapuiHbIX OCTar-
KOB).

JHeprus, ocBoboXaaroLlascs Npu pacnage NULLEBbLIX OpraHuyec-
KVX BeLLeCTB, He UCMOJb3YeTcs B K/ETKaX O4HOMOMEHTHO. BHauane
OHa 3anacaeTcs B (DOPMe MPOMEXYTOUHbIX BbICOKOIHEPreTUYECKUX
COeAMHEHWI —KaK Npaswio, B hopme afeHo3uHTpugochara (ATP).
AT® cocTonT 13 ageHnHa (MypuHOBOE OCHOBAHWE), prb03bl (LLIMPOKO
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pacrnpocTpaHeHHbIn MOHOcaxapug, U3 rpynnbl NeHTO3 — 5-yrnepos-
HbIX CaxapoB) X Tpex MO/eKyn (hoChopHOA KUCNOThbl B Buae tocdar-
HbIX rpynn. locnefHve coeanHeHbl MEeXLy cO60i Tak Ha3biBaeMbIMM
BbICOKO3HEpPreTUyeCKUMmn cBA3AMU. Mpu ruaponmnTrmyeckom pactuen-
NeHun (TMAPONN3 — peakuus pasfoXKeHUs BELLecTBa C YydacTuem
BOZbI) B (MM3MOSIOrMUYECKUX YCNOBUSAX TONbKO OAHA Takas CBA3b Bblfe-
nsieT aHepruto 6onee 25 Kpxk/Monb. B pesynbTate OTWENNEHNS KOHLLe-
BOW (pochaTHOM rpynnbl M3 ATD o6pasyeTca afeHo3nHAudochaT
(ALO®) 1 ocBoGoxgaeTcs okono 30 Kk/Monb. [pu oTLenneHun
BTOPOA (pochaTHOM rpynnbl  NOMyYaeTca afeHO3MHMOHodochat
(AM®), uto fgaet elwe npumepHo 30 kx/Monb. MMApoNUTUYECKOE
OTLLEeNNIeHMe nocneaHelt ochaTHOl rpynmbl 0CBOGOXAAET HECKO/b-
KO MeHbLLIEE KOJIMYECTBO IHEPrum.

B 61onornyeckom npeobpasoBaHUN 3HEPrUn BblAENAIOT ABa OC-
HOBHbIX 3Tana: CMHTe3 nupodiochaTHbIX cBsizen AT® n UCMO/b30-
BaHWE WX Ans CcOoBeplueHUs paboTbl. B aHeprum, ocBo6oXAaemol
npy paciienneHun AT®, HyXaaloTcs MpoLecchl akTUBHOIO TpaHc-
nopTa, KNeTOYHble GUOCMHTETUYECKUE peakLuW, COKpaTUTEeNbHbIE,
KWHETUYECKME W MHOrve fpyruve npoueccbl. OCKONbKY 3anachbl
AT BecbMa OrpaHuyeHbl, UCNOb30BaHHbIE KOJIMYECTBA 3TOMO Bbl-
COKO3HEepPreTU4YecKoro coefiMHeHNs [O/MKHbI 04eHb ObICTPO BOCMO/I-
HATbCA. [elAcTBUTENbHO, Kakaasa Monekyna AT® pacliennseTcs u
BHOBb pereHepupyeT 2400 pa3 B cyTKWU. [103TOMy CpegHss Npofos-
XUTENbHOCTL €8 XXU3HW COCTaBNseT MeHee 1 MuH. BocnosHeHuwe
npomcxoauT 3a cyeT dochopunupoBanHms AP B ATD B uenu TKa-
HEBOro [blxaHus (a3pOOHbIX OKMCNUTENbHO-BOCCTAHOBUTENBbHbIX
peakLuin) 1 apyryux npoLEeccos.

B xofe 3B0NOLUMUN BbIAENUNNCH fiBe 60/bLUVE MMHUN XMBbLIX Opra-
HM3MOB — NPOKAPMOTbI, He 06nafaroLLMe 0hOPMIEHHBLIM KIETOUHbIM
A0POM 1 TUMUYHBIM XPOMOCOMHBIM arnapaToM (BUpYCbl, bakTepun u
4p.), VI 3yKapmoTbl, UMetoLLMe AP0 (PAaCcTeHWS, XXMBOTHbIE, Ye/OBEK).
lpexae YeM neperT! K ONMUCaHMIo 06LLLENaToNorMYecKUX NPOoLLEeccoB
W, B YaCTHOCTW, M3MEHEHWIA MpY MOBPEXAEHWU, HEOOXOLUMO Hamo-
MHWUTb OCHOBHbIE CBEAEHWS 00 3neMeHTax (DYHKUMOHANbHOW KOM-
NapTMEHTM3aLUMN KNETOK MPO- U 3yKapuoT, CKOHLEHTPUPOBaB r/1aB-
HOe BHUMaHWe Ha nocnefHuX. Ho BHauane o NpokapuoTax.

3BeCTHO, 4TO BMPYChbl B €CTECTBEHHON Cpefe NpefcTaBasoT
CO60l/ HeKNeTouHble (OPMbI. POKapPMOTMYECKYIO XXMBYIO (hopMy
OHMW MPUOBPETaIOT, NPOHWKAA B XMUBOTHbIE, PacTUTe/bHbIE UK baK-
TepuasibHble KNETKU. YacTulbl BUPYCOB COCTOST M3 6enka v Hyke-
MHOBOW KMCNoTbl. VX hopma pasHoobpasHa: chepunyeckas, naaou-
KOBMAHas 1 ap. Pasmepbl Takxke BapbupytoT oT 10 1o 450 HM (1 Ha-
HomeTp = 10* m). Bupychbl, MHMLMpylowme 6akTepun, HasblBatoT
ca 6akrepuocharamu, unu qaramu. Hanbonee wmenkue 6akTepuu
MMEOT AnaMeTp 0kono 100 HM, HO ANMHA CaMblX KPYMHbIX LOCTUTa-
eT 60 000 HM. bakTepun NproBpeTatoT BCEBOIMOXHbIE (HOPMbI: Cihe-
puvyeckune, OBabHble, 6060BMAHbLIE, NaNOYKOBUAHbIE, 6OYKOBUA-
Hble, CUpasbHble U ap.
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B umTOonnasme npokapuoT HET LEenoro psiaa opraHens, npucy-
LMX 3ykapuoTam (opraHennbl — 06s3aTe/lbHble A8 BCEX K/ETOK
MUKPOCTPYKTYPbI, BbINOMHAOWME B LMUTOMIa3ME XU3HEHHO BaXK-
Hble (yHKUMKM). OCHOBHbLIMW OpraHenfamm SBAAOTCA PUBOCOMBI
(nnoTHble cepuyeckne vacTuubl, coctoswme n3 PHK 1 6enkoB u
o6nagaroLime BUOCUHTETUUYECKUMI W APYTUMU PYHKLUAMMW) W Nnas-
MUbl (KOMbLIEBbIE BHEXPOMOCOMHbIE HYK/IEMHOBbIE KUCNOTLI, CMO-
COOHble K aBTOHOMHOM penaukaumm). XpoOMOCOMbI MNPOKapuoT
npe K MBNeHbl [ABYHUTEBbIMU, PEXe OLHOHWUTEBLIMU KOJbLEBbIMU
monekynamn AHK, B page cnydyaeB — monekynamm PHK. Hykneu-
HonbIr kKucnoTel XPOMOCOM cocTodAT 13 AAUHHBIX MNOIMMEPHbIX mo-
n 1\ 1 OHM NNOTHO YNakoBaHbl, 1 3TO NO3BO/AET UM Npy 6OMbLLONA
TUHE bIHUMaTb MUHUMa/bHBIA 06beM. MPOKapUOTLI BCerga cylle-
NTYKW TOMbKO B BUAE OAHOK/IETOYHLIX OpPraHu3MoB. PasmHOXatoT-
W3 [MHY NMPOCTbIM JefIeHNEM, HACTynatoLMM nocne penpogyKumm mnx
YPOMOCOM.

/. 1. (CtpoeHvie U ByHKUUN KNETOK

B oT/Mune OT NpoKapuoT KMETKWM 3yKapuoT Hapsagy cC 6onee
C/TIOXHbIM CTPOEHMEM Afpa UMEKT pAL CheluipUuYeckux KomnapT-
MEHTOB B LMTOMNA3Me, TaKMX KakK LMTOCKEeNeT, MembpaHOCBA3aH-
Mble KOMNapTMeHTbI (B YaCTHOCTM, 3HAOMNa3MaTUYecKas ceTb), MU-
TXOHAPUK W ap. Hannume Takux BHYTPUKIETOUHBLIX OTAENOB CrO-
cobCTBYeT nepefadve MHoOpMauMW, HAKOMMEHWUIO PasiNyHbIX Cy6-
(|akyuMi, NOBLILEHWKO peakTMBHOCTU U Ap. CunbHOe pasBuThe
NONMYNPOHULLAEMBIX NIMNUAOCOAEPXKALWMUX MeMOpaH B pasfiIuHbIX
KOMMNapTMeHTax obecrneynBaeT MpoTeKaHWe OKUCAUTENbHOro ¢oc-
(hopUNMPOBaHMA N OPYrUX NPOLECCOB, TPEOYIOLWMX MPOCTPAHCTBEH-
HOro pa3feneHuns NPoOMeXyToUHbIX MeTabonuToB. HekoTopble KOM-
NapTMeHTbl WX MX 4acTU (OpraHensibl) B TeYEHUe XU3HU KETKU
M3MEHSAIOTCA Maio, TOrja Kak Apyrve, Hanpumep 37eMeHTbl LMTOo-
CKencTa, MMeloT Nepuopbl MONYXWU3HW, PaBHbIE NULb HECKObKUM
MUHYTaM WK CeKyHAaM, ¥ 3a 3TO BpeMsi COBEPLUAIOT MHOTOYUC/IEH-
Hble PyHKUMK (Tabn. 2.1). JyKapmnoTbl N1LLIb YaCTUYHO NpeAcTaBne-
Hbl OAHOKNETOYHbIMM (NpocTedwmnmMun) opmamu, TakUMK Kak
amebbl, MHDY30pUN U T.4., a B 60/bLUMHCTBE CBOEM 3TO C/IOXHbIE
MHOIOK/ETOYHbIE OpraHu3Mbl. Tak, B COCTaB Tefla YenoBeka BXOAUT
0K0M0 14 MnpA KNeToK. HanoMHUM rfnaBHble 3/1eMEHTbI CTPOEHUS U
(DYHKUUKN 3TUX KNETOK.

Anpo ABNseTCA KPYNHENWLWMM KOMMNapTMEHTOM KNETKU W LiEHT-
pafibHbIM XPaHUIULWEM WHGOPMaLMK. Pa3nyHble CUCTEMbI KOH-
Tpons 06ecreynBaloTCA Yepes ero B3auMogeiCcTBMe C LMTOMIa3MON.
AApo 3aKNYeHO B 060/104YKY, COCTOSLLYIO M3 ABYX Mem6paH, npo-
HM3aHHbLIX MHOrOYUC/EHHbIMW OTBEPCTUMAMU (ALEPHBIMKU MOpamMm)
(cxema 2.1). Mopbl 06ecrneymBaloT NPOXOXAEHNE MONEKYN O6ENKOB U
HYK/IEMHOBbIX KMCMOT, KOTOPbIMW 0OMEHUBAKOTCA AP0 W LuUTOonNas-
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Ta6nuuya 2.1. MNpofomKUTENLHOCTL GUOMOMMUECKUX NMPOLIECCOB B KNETKax

N TKaHAX IN VIVO

Mpouecc

CTpYKTYpHbIe U3MEHEHUS B KETKax
OTKpbITVE NOHHbIX KaHanoB

MPOAO/HKUTEN BHOCTL

MukpocekyHab! (?)
»

Onddy3nsa pacTBOPUMbIX MOJIEKY CeKyHabl
PasgpaxuTtenb, feicTBytowmii nocne nonumepusauymm 30 ¢
MUKpouIaMmeHTOB

M3meHeHMs (opMbl KNeToK MuHYTbI
Mepurof NonyXunsHn MMKpPoTpyboUeK 5 MUH
Bpemsi 06HOBNEHWS NNa3MOMIEMMbI 10 MUH
MwuTo3 1-2 4
HoBas akcnpeccus reHa 2-4 4y
Pennukauna AHK 4y
KneTouHbli UMK B 6bICTPO NPONNGEPUPYIOLLUX KeTKax 24 4
O6HOBNEHME aNUTeNns 4 aHA
CpefHuii Nepuog XusHu benka 4 nHA
Bpemsi, B Te4eHMe KOTOPOro opMUpPYOTCA NENKOLMTDI 12—14 pHeit
CTUMynsaumMa UMMYHHOrO oTBeTa 8 fHei

BoccTaHoB/1IeHME C MOMOLLbIO COE,CI'I/IHVITEI'II:HOIZ TKaHn
O6HoBEHNe COG,qVIHVITeI'IbHOIZ TKaHU

VIHKY6GaLMOHHbI Nepuof (BpeMsi HAKOMeHUs [0 Haua-
na 3a60oneBaHus) MeA/leHHO Pa3MHOXAKOLLMXCA BUPYCOB

CTapeHue opraHusma

Hepnenn—wmecsaubl
Mecaubl—rogbl
roabl

B TeueHune Bceit

XKU3HU

CTapeHuve KIETOYHOW nonynsumn 60 yaBOEHM
(nenenHnit)

M3MeHeHMe NeHeTPaHTHOCTM HOBOrO ansens XKU3HM HeCKONbKMX
NOKOJIEH N

Ma. CDopma sapa cTabunusmpyeTcs rpynmnoit nonunenTUAoB (namu-

Hbl A, B

, C), IMeloLLX HEKOTOPOE CXOACTBO C (MOPO3HbLIMYU beJlKa-

MM WK MPOMEXYTOUHBIMI (hUNaMeHTamu, o KOTOPbIX pedb noiget
HWKe. JTaMWHbI CBSi3aHbl C Genkamm BHyT(geHHel/l MeMOpaHbl saep-
e

Ho/ 060/104KM 1 Ha ee AAEPHOA CTOPOH

OPMUPYIOT 3/IEKTPOHHO-

NNOTHbINA CNON —AAEPHYIO NaCTUHY, KOTOpas MoALepXMBAET MeM-
OpaHy M KOHTaKTUPYeT C XpomMocomMamu 1 spepHbiMu PHK.
BHYTpU sifiep KNeTok yenoBeka cogepxutcs 46 xpomocom. Kax-

[las 13 HUX COCTOWUT M3 OAHONA monekynbl AHK o6LUein aAnnHoM
OKO/0 5 CM, KOMMAaKTHO YyMaKOBaHHOM B CMOXHOW KOMGMHauum c'
NONIOXKUTENBHO 3apPSXKEHHBIMU CTPYKTYPHbIMU 6enkamu (TMCTOHa-
MU) U (OPMUPYIOLLEA HUTYATbIE CTPYKTYPbl (HYK/e0COMbI). TecHO
yNaKoBaHHble HYK/IEOCOMbI 06Pa3ytoT 3/1EKTPOHHO-NOTHbIA reTe-
POXPOMATUH, KOTOPbI/, NO-BUAMMOMY, He y4acTBYET B TPaHCKpUM-
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Cxema 2.1. CTpoeHwe cerpervpyoLeii anuTennanbHoi KNeTku

umn (cuHTtese PHK Ha matpuuax AHK) 1 yacTo KOHUEHTpUpyeTcs
Ha nepudepumn agpa. TpaHckpunumsa PHK, HanpoTus, npomMcxoaut
1 6onee cBO6GOAHO pacnpefeneHHOM W 3/1eKTPOHHO-CBET/IOM 3yXpo-
MUTMHe. TpaHckpuntbl PHK ynakoBbiBatOTCA B prbBOHYK/IEoMNpoTe-
MMOorble KOMMNJIEKChI, YTO CNOCOBCTBYET WX MOC/NeAYHOLLEMY NpoLec-
CuHry. B Xofe npoueccuHra ornpefefieHHble HYKNeoTuaHbIe nocre-
posatenbHocT PHK ypansioTcs, a ocTaBLUMeCs «CpallMBaroTCca»
(cunaiicupytoTces). Mocne 3aBeplleHMst ChfaiicMHra ynakoBblBato-
Wue Genku ypanatoTces u monekynol PHK nepeHocatca u3 sgpa B
umtonnasmy (MPHK).

Pa3MelLigHe XPOMOCOM BHYTPU Aapa, MO-BMAVMOMY, He SBNS-
eTCa CnydvalHbIM, 6ecnopsfgoyHbIM. B nosb3y 3TOro roBopuT XOTs
<bITOT (PaKT, YTO reHbl MHTEPPA3HbIX XPOMOCOM, HEOBXOANMBIX A/15
06pa3oBaHNA AApbILLKA, COBMpaloTCa BMECTe B ONpeAesieHHON 06-
nactu aapa.
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HecmoTps Ha TO 4TO B ranjoMgHOM Habope XPOMOCOM, Cofep-
Kalllem Mo OAHOM KOMuW KadxKAOi ayTOCOMbI (HENOI0BOW XPOMOCO-
Mbl) 1 LLb MO OAHOW MOMOBOM XPOMOCOME, KaXAO0i KNeTKn cogep-
XNUTCA MHopMaLna 06 yCTPOCTBE BCEro opraHM3ma, 3Ta MHAOop-
MaLMs MOXET MpaBUIbHO MHTEPNPETUPOBATLCS U Peann30BbIBATLCA
TOMbKO MpY B3aVMOLENCTBUM C LMTONNA3MOi. lpy KOHTpone 3a
3KCnpeccueid (BbIPaXeHNeM, peanv3salimeid Nporpammbl) reHoB s/po
M uMTONNasma AeMCcTBYIOT Ha B3aMMO3aBMCUMOW OcHOBe. Heobblu-
HOCTb SiIEPHOI0 KOMMApTMeHTa COCTOWT B TOM, YTO ero CTPyKTypa
BPEMEHHA: MPU KaXAOM [eNeHUN KNeTKU sigepHas 060/104Ka ucde-
3aeT, a 3aTeM CHOBa BOCCTaHaB/nMBaeTcsi. OYEBMAHO, CTPYKTYpbl U
(OYHKUMM 4pa COXPaHAKTCH WM OXPaHSAIOTCAS HawlydlwiuM obpa-
30M C MOMOLLbIO SIAEPHON MeMOpaHbl, MO0 MX W3MEHEHMe WU NO-
BPEeXAEHNe OMacHO [N >KU3HW opraHusMa. C [pyroii CTOPOHbI,
AAEPHbIA KOMNapTMEHT ob6ecneumBaeT 3(W(EKTUBHbLIA CNAANCUHT,
MO3BONAKOLLMA OZHOMY TreHy [eTepMMHUPOBaTb 06pa3oBaHue He-
CKOJ/IbKUX Pas3/INyHbIX GE/KOB.

MnasvonemMma (UMTONNa3MaTUYeCKass MembpaHa) —sBnseTcs
CNOXHOW CTPYKTYPOW, pasrpaHuMuunBalolleli BHYTPU- U BHEKNETOY-
Hble MPOCTpaHCTBa. Yepe3 Maa3mosieMMy OCYLLECTBAISIETCA MPOXOX-
[EHNe — TpaHCcnopT Pas/INYHbIX MOJIEKY/, PErynnpyemoe CTPyKTy-
pamu, BbIMOMHAKOLWMMU PONb HACOCOB U KaHa/oB. 3Ta MeMbpaHa
obecrneyvBaeT B3aVMOLEWCTBME C MPUIEXalLUMMU KNeTKamu, OHa
MOXET BOCMPUHUMATb pa3fpaXkeHWe 37eKTPUYECKUMK 3apsifamu.
MnasmoneMma CoLePXMT MHOXECTBO PeLLenTOpoB, B YAaCTHOCTMW AN
rMAPOPUBLHLIX CUTHIbHBLIX MOMeKyn. Takum 06pa3oM, Kpome
TPAHCMOPTHOM, OHa BLIMOMHAET eLle U APYryt0 BaXKHEWLUYH (YyHK-
LM —peLenTopHYyIo.

Kak 1 BHYTPUK/IETOYHbIE MeMOpaHbI, Na3mMo/ieMMa COCTOUT U3
[BOMHOr0 C€n0A NUMNUAHBLIX MOJSIEKY/, B KOTOPble 3aK/OYeHbl MeM-
bpaHHble Genku (cm. cxemy 2.1). B HeKOTOpbIX y4acTkax 6Genku
BMOHTVPOBaHbI B CTPOrO OMpefeneHHOM MOpsAKe, B APYrMX Mec-
Tax — NPOW3BOJIbHO. [BONHON POChHoNUNUAHBIA CNOW M1asMoneM-
Mbl OT/INYEETCSH TMOKOCTHIO U UMEET XWUAKOe COCTOsHUe. OH COoO0T-
BETCTBYET Nt06OI (hopme, KOTOPYH NMPUHUMAET ABUraloLLascs KeT-
Ka, 1 CMOCOOCTBYET NepepacnpefeneHnto 1 pasiiHbIM B3aMMOogei-
CTBMAM BGefiKOB B COCTaBe MeM6OpaHbl. ITOT CNOMN COCTOUT U3 HapyX-
HbIX MMAPOMUILHBIX MOAAPHBLIX rpynn (cMm. cxemy 2.1) U LeHTpasb-
HbIX TMAPOOGHBIX (XBOCTOBLIX) YacTel, NOCTPOEHHbLIX U3 A/IMHHBLIX
Lenen yrnesofos. M'MapogobHble YacTu HENMPOHWLAEMbI ANs TUAPO-
(hunbHbIX Monekyn. CBOMCTBa 6eNKOB NasMoneMMbl B 3HaUYUTeNb-
HOW Mepe onpeaensoT CBOCTBA 3TOM MeMbpaHbl 1 B 00X YepTax
Kak 6bl MapKupyoT Cﬂegl/ICbVILIHOCTb (heHOTMNA UK TUN AUPPepeH-
LMPOBKUN KNeTKU. MembpaHHble Ge/K/ pa3nyakoTes no nokanmsa-
LMW, CTPOEHMIO U (YHKLMW. BHYTpeHHWe 6enKu BCTPOEHbI B B0
HOW NMNUAHLIA CcNoW, NM60 MPOHU3bLIBAA €ro MOMHOCTbK (TpaHC-
MeMOpaHHble MPOTEUHBI), MO0 BbLICTYNast U3 HEFO Ha ero Hapy>HOM
WM BHYTPEHHel noBepxHoOCTW. [lepuepuyeckne MembpaHHbIe
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6enKn cBA3aHbl 601ee CBOOOAHO M YAEPXKMBAKOTCA Ha CBOMX MecTax
C NMOMOLLbK B3aMMO[ECTBUSA C BHYTPEHHUMMW OefKamy UM KOoBa-
NEeHTHOW CBA3M C rMApPOOGHLIMY rpynnaMu MOMEKy/, TaKUMU Kak
ravkonunuabl (KOBaNeHTHas CBA3b OCYLUECTBASETCS Mapon 3nek-
TPOHOB, Haxopsllelica B 06LLEM BnaeHUM ABYX aTOMOB, 00pa3yto-
WX cBA3b). MHOrme memobpaHHble 6efku T[MKO3MMPOBaHbI, B
YaCTHOCTW, Ha CBOMX BHEKNETOUHbIX (Hapy>kKHbIX) AoMeHax (y4acT-
Kax aMWHOKWCNOTHOM nocnefoBatenibHOCTK). Mpu 3TOM Y pasHbIX
KNETOK Yr/eBOAHbIE Tpynnbl (Lenu) pas3inyaroTcs Nno coctaBy (CM.
cxemy 2.1), HO UX (DYHKLUMW OCTAOTCA NOKa HESICHbIMM.

BHYTPEHHUA 1 BHELLUHWIA AIMCTKU NAa3MOMEMMbl Pa3/iMyatoTes
Mo COCTaBy BXOAAWMX Tyda (hochonunuaos. BHYTPEHHWIA NMCTOK
npeacTaBneH rnaBHbIM 00pa3oM (hochaTUANANHO3UTOM, (octaTn-
AUNaTaHoNaMUHOM U ocdaTuanICEPUHOM, a BHeLWHWUIA — hocda-
TUAUNXONNHOM, CHPUHTOMUENIMHOM UK ravkKonunuaamun.  Kpowme
CBOEW CTPYKTYPHOI ponwu, (octonunuigbl, B 4aCTHOCTM octaTn-
AUNIMHO3NT, YYacTBYIOT TakKe B CUrHa/IbHON TpaHCAYKLMM (MepeHo-
Ce FeHeTMYECKOro mMaTepuana), O KOTOpOli pedb NONAET fasbLue.

CsolicTBa XnAKOCTU (HOCHONMNULHOTO ABOMHOIO C/I0s MnasmMo-
NEeMMbl BAWUSIIOT Ha MOABWXHOCTb M MHOTAA Ha HOPMaslbHble (YHK-
LMW1 MHTErpasbHbIX (HEOTbEMEMbIX) MEMOPaHHbLIX 6eNKOB, Hanpu-
Mep, C NMOMOLLLIO OrpaHNYeHUs CTPYKTYPHbIX U3MEHEHWA. Tak, W3-
MeHeHVe aKTMBHOCTM WMOHHOI0 Hacoca MOXeT MoBneyb 3a CO60M
CMeLLeHMe TPaHCMEMOPAHHOr0 MOHHOTO pacnpeaeneHns, Cnob3y-
eMOro Ans nepefayn HepBHbIX WMMY/bCOB. MHOrMe aHecTeTUKM
[eCTBYIOT MyTeM BO3MOXHOrO BUAOWU3MEHEHUS IMMULHOTO OKpY-
XKEHWSI  Kaknx-1mbo onpefeneHHbIX 6enkoB. XKWAKOe COCTOsHME
M1a3MoNIeMMbl PEryNPYeTCA XOMeCTEPUHOM, KOTOpbIA, B YacTHOC-
TW, feNnaeT KNeTKU MeHee YyBCTBUTENbHbIMU K TeMMNepaTypHbIM KO-
nebaHusam. MoaToMy niasmonemma NoLAepXMBaeT CBOe XUAKOe Co-
CTOSIHME [20Ke MPW HU3KUX Temnepatypax.

3HauuTeNbHbIA AeteKT CTPYKTYpbl NAa3MofeMMbl HECOBMECTUM
C BbDKMBAHWEM K/ETKM, U NOTOMY €€ MOBPEeXJeHWe 4acTo NpUBOANUT
K rnbenu knetku. ospexaeHve ABOWHOIO MMNUAHOrO cnos 6akTe-
praibHbIMK (hepMeHTammn (HarnpumMep, NeLuTrHa30M, BbipabaTbiBae-
moin Clostridium perfringens — B030yanTeNnieM aHa3po6HO raHrpe-
Hbl), paclennaowmnm AeACTBUEM aKTUBUPOBAHHbLIX KOMMJEMEHTOB
CM. rnasy 4) Unn BO3AENCTBMEM LMTOTOKCUYECKMX T-1MMGOLMUTOB
CM. rnaBy 5) crnoco6CTBYET BbIMbIBAHUIO MENKMX MOSIEKY/ W Npo-
HI/I6KHOBEHI/IPO uepes Na3MoneMmMy Bofpbl. B utore knetka HabyxaeT u
rMGHeT.

VI3BECTHbI TaKKe FeHETMYECKME MOBPEXAEHUA LuUTOonIasmaTu-
yeckoli MembpaHbl. HapylueHne upeamemMbpaHHOrO TpaHcrnopTa
CBAA3aHO C OTCYTCTBMEM CMELU(PUYECKMX MENKUX MOMEKYn TpaHc-
MOpTHbIX 6enkoB. [lpu  HacneACTBEHHON 60ne3HM  XapTHymna
(E.Hartnup) pa3BuBaeTCA Ae(eKT TpaHCNOpTa aMMHOKMUCAOT Yepes
3MUTENMIA KALLIKN M MOYEYHbIX KaHasbLeB, YTO MPUBOAUT K YMEHb-
LUEHWNIO BCACbIBAHWS, B YaCTHOCTW TpUNTO(aHa, U HEHOPMaSTbHOMY
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BbIJENEHNIO aMUHOKWUCIOT C MOYONA. Y 60/bHBIX MbILLEYHOW AMC-
Tpodmen  (nceBgorMnepTpouyeckoin  Muonatmeid)  [iolleHHa
(G.B.A.Duchenne), sBnstoLeics CNOXHbIM peLeccuBHbIM 3aboe-
BaHMEM, CBS3aHHbLIM C X-XpOMOCOMOW (CM. rnasy 24), TOXe BO3HM-
KaeT fetheKT MeMbpaHHOro 6enka, B JaHHOM Cryvae — aucrpodu-
Ha. ManbuMKi C TaKOl MaToNMOrMein HepeaKo YMMPAlOT B HOHOLLIEC-
KOM BO3pacTe OT MpPOrpecCUpYHOLLEr0 MbILLEYHOTO WUCTOLLEHMS ©
[bIXaTelbHOW He0CTaTOYHOCTM.

LinTockneneT. BaxHyl0 ponb B 06eCMeYeHMM MeXaHWUYEeCKOi
MPOYHOCTU KNETKW BbINOMHAET Habop MUKPO(PUIaMEHTOB, MUKPO-
TPY6OUEK U NPOMEXYTOUHbLIX (PUNAMEHTOB, COCTaBNAKOLIMUX LMTOC-
KeneT (unaMeHTbl — HUTYATbIE UM HUTYATO-BOMIOKHUCTbIE CTPYK-
Typbl). MuKpothmnameHTbl U MUKPOTPYOOUKM y4acTBYHOT B ABWra-
Te/IbHOW (DYHKLMWN 1 BMECTE C TeM SBAKOTCA CTPYKTYPHbIMU 3fie-
MeHTamu. [1pOMEXYTOUHbIE (PUNAMEHTbI NOAJEPXKUBAIOT CTPYKTYPY
KNETKN 1 NPOTUBOCTOAT €€ PacTsSHXKeHU0. Befiku uMTocKeneTa CBs-
3aHbl C MHTErpaibHbIMU MeMOpPaHHbIMW MPOTENHAMMW C MOMOLLbHO
pa3nnyHbIX cybnnasmoneMmanbHbIX (nogMembpaHHbIX) 6enkoB, Ta-
KUX KaK BUHKYMIMH, aHKUPWUH W cnekTpuH. CTPoeHWe LMTOCKeneTa
BHaYa/1e M3y4ain Ha NpUMMepe 3pUTPOLUTOB, NMPETEPNEBAIOLLMX 3HA-
yuTeNbHble AedhopMaLnn NpU NPOXOXAEHUN Yepe3 MUKPOLMPKYS-
TOpHOE pycno. V3MeHeHWs LMTOCKeNneTa aTUX KNeTOK BCTPeyatoTcs
npy TakMX HapyLUeHWUsaX, KakK HacnefCTBeHHbIW ciepoumTos (rna-
Ba 12), Korga (hopma 3puUTPOLUTOB M3MEHEHa W3-3a OTCYTCTBUA
CMEeKTPMHA. Takne HeHOpPMasbHble 3PUTPOLMTLI HE MOTYT MepeHec-
T gechopmaunio B ceneseHke. OHU 3acTamMBalOTCA B TsHKaxX KpPacHOWA
My/bMbl CENE3EHKN, NEPUOA WX XKU3HU YMEHBLLEH, 1 3TO MPUBOAUT
K aHemuu. Benku, nogobHble MeMBpaHHbIM CTPYKTYPHbLIM MpOTeu-
Ham, BCTPEYaloTCsA He TO/IbKO B 3pUTPOLMTAX, HO U B APYruX TUMax
KNETOK, BKKOYas 3HA0TENNIA.

MunkpodhumunameHTbl B KIETKe NpeacTaBneHbl HUTE0O-
pasHbIM aKTUHOM, ABASAIOWUMCS NIMHENHBIM MOIMMEPOM T106YNsp-
HOro akTWHa, U MUO3NHOM. MuKpodMNaMeHTbl HUTeobpasHOro ak-
TUHA CXOAHbI C (hMTaMeHTaMU aKTMHa MONepPeyYHONoN0CaThbIX MbILLL,
O4HAKO He CBAi3aHbl C TPOMOHUHOM U fIMLUb MHOFAA CBA3aHbI C TPO-
MOMWO3MHOM. MMO3MH €CTb NOYTM BO BCEX K/IETKAX MO3BOHOYHLIX U
BCerfa HaxoAmTca B COKpATUTeNbHbLIX Ny4ykax, 06pasyembIX B LUTO-
nnasme akrMHOBbIMU (PUNAMEHTAMU CKEMETHbIX MbILLL,; OH CBA3bI-
BaeTCs C MUKpogunamMmeHTamMu B JOPMe HAKOHEYHWMKa KOMbs Wu
cTpenbl, 0603HaYas BHYTPEHHIOK MOMSIPHOCTb MOMMMEPA, CYLUEeCT-
BEHHYHO /11 ABMDKEHNS.

MuKpogunaMeHTbl pasfenieHbl Ha ABe rpynMbl: B BUAE CETUATbIX
CTPYKTYP, CKPenaeHHbIX C N1a3mMoNeMMO C MOMOLLLKO CMEKTPUHA U
aHKUpUHa 1 06ecneyMBaloLLIMX MHOTME MeXaHW4YecKne CBOWCTBA
K/IETOYHOI MOBEPXHOCTW; B BMAE MYYKOB, (HOPMUPYHOLLMXCA aKTUH-
CBA3bIBAIOLMMMN OefiKamMu, B HaCTHOCTU (PUMOPUHOM K (haCLMHOM.
MpukpenneHne K MnasmaTtuyeckorr MembpaHe MO3BOJMISET My4vKam
MUKPO(MIaMEHTOB MNepefaBaTb TAHYLLEe ycwuave Ha cybcTpar —

0



KNETKY WM BHEK/ETOUHbIA MAaTPUKC. AKTUHOBbIE HATU CTIOCOGHbBI K
NNHENHOMY COKpaLLleHWIO MOCPEACTBOM CKOJMIbYXEHUS (hWU1aMeHTOB,
NeXxallyx pagoM 1 napanniefibHo apyr apyry. MNyyky napannenbHbIX
(bMNaMeHTOB aKTMHA MOALEPXMBAIOT MUKPOBOPCUHBI  KULLEYHOTO
aNuUTeNns, (UKCUPYsACb C MOMOLLBIO MOJEKY/ CMeKTpUHA B anu-
Ka/lbHOW 4aCTW KNeTOK WU MOSIEKYNT MMHU-MUO3MHA Ha nia3matuyec-
KO Mem6paHe. AKTUH — OfMH W3 Hambosee pPacnpoCcTpaHeHHbIX
KETOUHbIX 6enKoB (Ha ero fonto npuxoantces 8—14 % macchl Bcero
6enka opraHunsma). OH 04YeHb XOPOLLO COXPaHsAeTCs, NOCKO/bKY B3a-
MMOZENCTBYET C MHOTOUYUC/IEHHBIMW NpOoTENHaMK. [letheKTbl aKTUHa
noKa He M3yyeHbl.

MunkpoTpy60U KN —BTOpast U3 TPEX rMaBHbIX rPynn HU-
TEBUAHbIX 3/IEMEHTOB LMTOCKeneTa. OHWM MpeACcTaBnsoT co6oi -
HelHble NOMMEpPLI, MOCTPOEHHbIE U3 reTepOAMMEPOB TyOyuHa, 06-
pa3oBaHHbIX [BYMSI MPOYHO CBA3AHHLIMU TN0BYNAPHLIMUA CyObeau-
Huuamm (a- 1 p-TybynuHbl). O6LWas ANMHA aKTUHOBbIX (UNAMEHTOB
HO MeHblLuei mepe B 30 pa3 60/blUe 06LEl ANNHBI MUKPOTPYOOUEK.
>T0 OTpaXaeT (DyHAAMEHTa/IbHYIO PasHULY B CTPYKTYPHOIW OpraHu-
«am 1 QYHKUMUAX 3TUX [BYX LMTOCKENETHbIX Monvmepos. Eciu
aKTUHOBblE HWUTU 06pasyloT COeAMHEHHbIE CLUMBKAMWU CETU U He-
6onblUMe MyYKU Ha Nepudepun LUTONNA3Mbl, TO MUKPOTPYOOUKM,
Kak npaBwfio, NpefcTasfieHbl OTAENbHBIMU HUTAMM, PacXoAALLMMu-
CA B pa3/IMyHble CTOPOHbI Yepe3 UMTOMIasMy M3 06nactv BOMU3M
Anpa. PasnuualoT Tpy Knacca MUKpPOTPYBOoUeK —LuTonIa3mMaTuyec-
Kvie, BEPETEHOBUAHbIE U OCEBbIE.

LinTonnasmaTunyeckvie MUKPOTPYOOUKA NPOUCXOAAT M3 LieHTpPa,
OpraHN3yIoLLEro MKPOTPY60UKI — LIEHTPUONM, KOTOpas HaxoauT-
cA B MEPULEHTPMONAPHON 30HE LuTonasmbl (cM. cxemy 2.1). IMo-
JOGHO MUKpOhMNameHTaM, 3TU MUKPOTPYBOUKM WMEKT Monsp-
HOCTb. HefaBHO OblNM OTKPbLITHI ABUraTe/lbHble CUCTEMbl, CBA3aH-
Hble C MUKPOTPy6OYKaMu, W MokasaHa WX pofib B CTabuamsauuu
(hopMMPOBaHUA K/ETOUHbIX opraHenn. OKas3anocb, YTO B 3TOM MNpo-
LIecce Y4acTBYIOT BE Pa3/IMUHbIE «MOTOPHbIE» MOMEKY/bl — KUHe-
1H, TPaHCMOPTMPYIOLLMIA OpraHenibl K nepufeprnyecknm KoHLam
MWKPOTPYOOUEK, U LIUTONIa3MaTUYECKNIA UHENH, HECYLIWA nX 06-
paTHO K LEHTPY, OpraHusylolemy MWKPOTPYBOUKM. PaspyLueHue
CUCTEMbI MUKPOTPYOOUEK KOMXMLMHOM MPUBOAUT K paccpefoToue-
Huto annapata Fonbmkn (C.Golgi), paspyLueHnto 3HAoNa3MaTu-
UECKON CEeTW, aKTUBHOMY MepepacrnpefeieHnt0 MpPOMEXYTOUHbIX
(hMNaMeHTOB B HanpaBfeHWW K MepUHyYKeapHOl 30He, B KOTOPOM
y4acTBYeT aKTUH. CXOfHble MeXaHW3Mbl Y4YacTBYIOT B TpaHCMopTe
maTepuaia OT rnaBHOro Tefna HelipoHa BAO/b aKCOHOB (akcornna3ma-
TUYECKUIA NOTOK) 1 06paTHO. Taknum 06pa3om, HOpMasibHas opraHu-
CTUMA LUTONNAa3Mbl KIETOK 3aBUCUT OT aKTUBHOCTU YKa3aHHbIX MO-
TOPHbIX CUCTEM.

BepeTeHOBMAHbIE MUKPOTPYOOUKA UMEIOT CYLLLECTBEHHOE 3Hauye-
HVe ONa MUTO3a (eneHue KNeTKM) U Melio3a (geneHue ramet, T.e.
MoNoBbIX KMETOK). Pa3pyLleHue 3TuX TpyboueK, Kak MHOrga roso-
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PAT, BEpeTEHa, C MOMOLLIO KONXMLUMHA NPUBOAUT K OCTAHOBKE K/le-
TOYHOIO AeNeHns Ha CTaaumn MeTagasbl.

OceBble MUKPOTPYOOUKN MPMOOPETAOT YCTONYMBOCTL NPU B3au-
MOZENCTBUMN C ApYTMMM GelkamMn U SBISKOTCA HEOOXOAMMO YaCTbiO
PECHMTYATOW MOTOPHOI cucTeMbl. MOBPEXAEHNE OCEBOr0 ANHEMHA
COMPOBOX/AeTCA CUHAPOMOM HEMOABUKHBLIX PECHUTHATLIX CTPYKTYP
(cuHppomom KaprareHepa, M.Kartagener). OHO NPUBOAWT K MYX-
CKOMY Gecrnofnio 13-3a HenoABMXXHOCTU CNepMaTo30MA0B, a Takxke
K MH(eKUMsM OpraHoBAbIXaHWs U3-3a HEMOABUXHOCTU PECHUYEK B
anvKasbHbIX OTAenax MpuM3MaTUYeCKMX KNeTOK pecnupaTopHOro
anuTenus.

MpoMeXyYTOUHbIle (uaaMeHThb NpeacTaBnAloT
co60iA rpyrnny BOMOKHUCTbIX GE/IKOB, BbIMOMHAOLWMNX CTPYKTYPHYIO
pO/ib UK PO/b 6eNKOB, NPENATCTBYIOLLNX PACTHKEHNIO KNEeTKU. He-
CMOTPSA Ha TO YTO UMEETCH HECKOJIbKO Pas/IMyHbIX rPynmn TKaHecne-
LM(UYHBIX_MPOMEXYTOUHBIX (n1aMeHTOB (Tabn. 2.2) C pa3Hoii Mo-
NeKynsipHOA Macco WM amMHOKMUC/IOTHOW MOC/ef0BaTeNlbHOCTbHO,
BCE OHM VMEKT FOMOMOMMYHbIA (MAEHTUYHBIA MO COCTaBy) AOMEH,
KOTOpbIA Npy Aumepmsaumm 6enka 06pasyeT XECTKYHO CTPYKTYpy U3
06BMBalOWMX ApYr Apyra cnupaieil. Takue cnvpanv CKnafblBaroTCs
B 60/blve Myykn KU hopMUPYIOT (DMNaMeHTbl AMaMeTpoM B 8—
10 HM, MPOME>KYTOYHbIE MO pasMepy MeXay MUKpoguiameHTamMu u
TONCTBIMW (PUNaMEHTaMU (MVIOSI/IH?. OpraHu3zaums NpoMeXyTOoUHbIX
MUKPO(UIAMEHTOB 3aBMCUT OT B3aMMOAENCTBUA C MUKPOTPY6OUKa-
MM 1 TakKe MOXET ONPeaeNsTbCs UX B3aMOAENCTBMEM C LiNTOM/A3-
MaTuyeckol MembpaHon. Tak, B aNUTENNaIbHbIX KNETKaxX LMTOKe-
paTvHOBbIE (hUNAaMEHTbI MPUCOEAUHSAIOTCA K NAa3sMofieMMe B 30HE
Hax0oX/eHNsl 1eCMOCOM, O KOTOPbIX OyAeT CKasaHo Aanblue. Knetku
TKaHell pas/IMyHbIX TUMOB COAEPXKaT pasHble MPOMEXYTOUHbIE (K-
NaMeHTbl, KOTOPble YacTO BbISABAAIOT C MOMOLLLI UMMYHOrUCTOXU-
.MUYecknx peakuuii (cm. rnasy 1). Hepeako MMMYHOrMCTOXUMUYEC-
Kne Mapkepbl (cMm. Tabn. 1.2 B rnaee 15) MomorarT naTon0roaHaToMy
YCTaHOBWTb TWM (HanpaB/ieHne) TKaHeBOW ANGKEPEHLMPOBKM 3/10-
Ka4yeCTBEHHOW OMyxonu (CM. FnaBy 7). 3710KaYeCTBEHHbIE 3NUTENU-
a/ibHble 0NyXonu (KapLuHOMbI) 0ObIYHO COLePXaT MOSIEKY/Ibl LMTO-
KepaTMHOB, a 3/10KaYeCTBEHHbIE HEANUTeNnaibHble HOBOOOpa3oBa-
HUA (CapKoMbl) — BUMEHTUH (cM. Tabn. 1.2 n 2.2). N Bce xe foba-
BOYHas aKcnpeccusi (KO3KCMPCCeus) NPOMEXYTOUHbIX (PUNaMEHTOB,
He COOTBETCTBYHOLUMX [aHHOMY TWUMY KNETOK, MOXET BCTpeyatbes U
B TeX, 1 B Apyrux HoBOOGpa3oBaHUAX, HaNpuUMep LMTOKepaTuHa —B
HEKOTOPbIX CapKOMax Y BUMEHTUHA — B KapLUHOMaX.

MaTonorMyecknin NPOLLECC MOXET MOBPEXAaTb NPOMEXYTOUHbIE
thunameHTbl. py ankorobHbIX MOPaXXEHUAX MeyveHU CnefcTBUEM
Takoro rnopaxxeHua ABNseTcsa (POPMUPOBaHME B LMTONIa3Me Habyx-
LUMX TrenaToLUTOB W30/MPOBAHHBLIX 303MHOMUIBbHBIX BKIKOYEHWA,
M3BECTHbIX Kak Tefbua (rmannHoBsble Tenbla) Mannopu (F.B.Mal-
lory, cm. rnasy 17). lMoBpexaeHne LMTOCKeNeTa MOXET Bbi3blBaTb
HabyxaHve wnu GannoHu3auunio Knetok. Mpu cuHgpome KylumHra
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Tabnuua 2.2. benkv NPOMEXYTOUHBIX PUIAMEHTOB U 6ENKN C rOMOJIO-
MMYHBIMA MOCTIEA0BATEIbHOCTAMM

Benkn

LiuTokepaTuHbl

BuMeEHTUH

JecMuH

CnuanbHbIn UG-
PUNASIPHBIA KUCABIIA
6enok
MonunenTuabl Heii-
BodmnameHTos

AncpHble NamuHbl

pynna romosnorum

MonekynspHas

(cTpyKTYypHOrO KneTkn
COOTBETCTBUSA) macca, kDa
| (kncnble) 50—60 nuTenuanbHble
Il (HeliTpanbHble 50—70
1N OCHOBHbIE)
11 53 MpenMyLLIECTBEHHO ]
Me3eHXMMasibHble
1] 52 MblLLeYHble
1] 51 NnanbHble KNeTKw,
acTpoumThI
I\ 57-150 HelpoHbl
\Y% 60-70 KneTkn Bcex ayka- [
puoTtoBs

(H.W.Cushing; cuHapoM runepdyHKUUN KOpbl Hagno4vevyHMKOB) B
umTonsiasmMe KOPTUKOTPOMOLUMTOB afieHornnodmsa noseasoTes ru-
anuHoBble BKNtoYeHUs Kpyka (A.C.Crooke, cm. rnasy 23). MosBne-
HWEe NYYKOB WK CNETEHUI Helpouopuan npu 60ne3HN AnbLrei-
mepa (A.Alzheimer; pasHOBUAHOCTb MPECEHM/ILHOIO Cnaboymus) u
cuHgpome OayHa (J.Down; cuHApOM BpOXAEHHOW TpucomMumn 21-i
napbl XpOMOCOM, CM. I/1aBy 26) TPaKTYIOT KakK MocneACTBUS MOBPeX-

[EHUs LMTOCKeneTa.

MepeaBUXKEHWE KIETOK.
yac M3MeHeHMe ee HOpMbI (ﬂ'
LLEHUN KaKUX-M60 4acTumL), 3aBUCUT OT (PYHKLUWM aKTUHOBbLIX
MUKPO(hMIaMEHTOB 1 B HEKOTOPLIX Clyvasx — Muo3nHa. lNepeasu-
YKEHWE K/ETOK IEXXMT B OCHOBE MHOMMX MPOLLECCOB MPU 3aKniafke u
(hOpMMPOBaHUM TKaHER 1 OpraHoB, BOCMANEHWUU, 3KMB/IEHWUU, UM-
MYHHOW 3alluTe, pPacnpoCTpPaHEHWN 3/10KaYECTBEHHBLIX OMyXofnel U
poCcTe HOBOOGPa30BaHHbLIX KanuansapoB (aHruoreHes). CyluecTByeT
[iBa 3Tana B nepeMeLLeHnn Tena KNeTkn. BHayane NpoucxoauT Bbl-
Ns4YMBaHMe YacTW KNEeTKWU B TOM HanpasB/ieHUn, Kyaa oHa 6yaeT ABu-
raTbCs, a 3aTeM COKpalleHMe W MOATArMBaHWe OCTaBLUECcs YacTu K
nepBoil M3 HUX. [lepBblid 3Tan, MO-BUAMMOMY, MOYTM MOSHOCTHIO
peasm3yeTcs 3a cyeT (YHKUMM (DMNAMEHTOB aKTWHA, MonepevyHo
CBA3aHHbIX C aKTWMHCBA3bIBAKOLWMMMK GeflKaMy — Ta/IMHOM, BUHKY-
HWHOM, a-aKTUHOM. YUT06bl NPOM30LLIO ABMXKEHUE, TpebyeTcs Bpe-
MEHHOe MPUKPEN/eHne KNETKN K Ccy6CTpaTy, B KOTOPOM OHa Haxo-
antes. Tpu 3TOM BaXKEH MMEHHO KpPaTKOBPEMEHHbIV XapakTep npu-
KpensieHns, Tak Kak HeobpaTumas agresus (npuaunaHve, npukpen-
NeHue) ByneT (hMKcupoBaTb KNETKY Ha mecTe. OfHako ecnu npu-

2 Munkuewn. T. 1.

BMXKEHWE KIETKW, BbI3bIBAKOLLEE MOA-
anpumMep, NpyY MUrpaLuyM Wiy norno-
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KpenneHue He SBNSETCA afleKBaTHbIM, ABWKEHWE K/IEeTKU He COCTO-
nTCA.

Tak, nbpobnactbl 06pasytoT AMCKPETHbIe (cocTosiLLmMe U3 pas-
HbIX peakLii N 4acTeil) KOHTaKTbl C CY6CTPAaTOM CBOEr0 OKPY>KEHWS
1 MOTYT 0Ka3blBaTb Ha HEro BeCbMa CU/IbHOE MeCTHOEe BO3feNCTBYE.
Mpn 3a2KMBNEHUM paH MUOPMOPOBNACTbI AENCTBYHOT MOAOGHO ne-
befkam, CTArMBas BOEAMHO Cy6CTpaT, C KOTOPbIM MPOM3O0LLAN KOH-
TakTbl, U BbI3blBasA KOHTPaKUMIO (CyXeHue, CXaTue) paHbl (CM.
rnasy 4) A 0T 3T0 yMeHbLUAET N/oLiajib PaHEBOrO edeKTa, 1me-
IOTCH NOTEHLUMaNbHO BpefHble BO3AENCTBUSA, TakMe KaK KOHTPaKTy-
Pbl MOC/IE OXXOFOB MM KOHTPaKLMS CTEK/TOBUAHOTO Tena rnasa, Bbl-
3blBatoLLasA OTCMOMKY ceTyaTku (CM. rnasy 26). KneTtku, 60nee nHBa-
31BHble, YeM (hMbpobnacThbl, T.e. 06nagatoLime ewe 60NbWNMMN BO3-
MOXXHOCTAMU [i15i MPOHUKHOBEHUS yepe3 Cy6CTpaT, He OKasblBaroT
Ha HEero CU/bHOr0 MECTHOTO AaB/IEHNSt N MMEKOT CBOWCTBA K afre3vu
cKopee AU (Y3HOro, Yem MeCTHOro xapakTtepa. CnocoGHOCTb K
ANQKY3HOWA (pacnpoCcTpaHeHHO) ajresvun rnossonseT KieTke npo-
[BUraTbCa 4epe3 CybCTpaTbl Cnaboi »KEeCTKOCTW, Hanpumep uepes
MOBEPXHOCTU APYruX KNeTok. Ecnn knetka He cnoco6Ha npoasu-
ratbCsi CKBO3b OKpY>KatoLLue ee K/eTKWU, TO OHa NpebblBaeT B COCTO-
SHUN KOHTAKTHOrO TOPMOXXEHUS. YTpaTa KOHTaKTHOMO TOPMOXe-
HMA npouecca NepeaBUKEHNA AaeT BOSMOXHOCTb K/IETKE 0CBOGO-
AUTbCS OT MO3NLIMOHHOTO KOHTPO/S U CTaTb MHBA3MBHOIA, T.€. CMo-
COOHOWM K MepedBVKEHMIO B CyOCTpaTe M MaTPMKCE MUKPOOKPYMKe-
HMsl. KOHEYHO e, [JafieKO He BCE MHBA3MBHbIE KNETKN AB/ISAKOTCS
OrMyX0/IeBbIMY, 3/10Ka4ECTBEHHbIMU. BOT ABa Npumepa 04eHb HacToil
HEOMNyX0/IeBOM KNETOUHOW WMHBA3UU: MOJIMMOP(HO-AAEPHbIE Heii-
TPO(UNbHbIE IEAKOLMTLI CMOCOGHbI K OBLIMPHOW 1 AWCTaHTHOM
MHBA3WUM pasHbIX TKaHel Mpy BocnaneHun (CM. rnasy 4), a anuTenu-
OUMTbl MOTYT MPOXOAWUTL Yepe3 TeppUTopuULo, 3aHATYo hrbpobnac-
TaMu, B XOA€ 3KUB/IEHNSA paH.

Mpo medeKTbl OCHOBHbIX ABUXYLLMX CUCTEM K/ETKW W3BECTHO
HeMHoro. [NlaBHble MPo6/iEMbl CBA3aHbI C CUCTEMaMU KOHTPOSS, pe-
ry/MpPYOLWLMMK NOBELEHNE, B YaCTHOCTU, B3aMMOOTHOLLEHUS C apy-
UMW KNeTkamy. 3TW BaXKHbIe CUCTEMbI LIMTOCKEeTa HACTOMLKO He-
06X04MMbI AN MHOFOYUCAEHHbIX (DYHKUWIA KNETKU, BK/OYas MUTO3
N NepefBuKeHne, 4To NI060e UX CEPbE3HOE HapyLUeHUe MOXET ObITb
HECOBMECTUMbIM C XXWU3HbIO U PasBUTUEM K/ETKW, TKaHW, OpraHus-
ma. VTak, ecnu cyLecTBYOT Kakune-nmbo gedekTbl, TO OHU, O4eBUS-
HO, TPYAHOYNOBWMbI U CKOpPEe KacarTCsi CUCTEM KOHTPO/S, a He
CTPYKTYp umTOCKeneTa. MprMepoM CnyxuT usmeHeHue ubpobnac-
TOB B Ky/lbType TKaHW, TPaHC(HOPMMUPOBAHHBIX UYBCTBUTE/bHBIM
K TemnepaType Bupycom capkombl Payca (F.P.A.Rous)." B TeueHue
20 MUH MOCMe NepeMeLLeHNs 3TUX KIETOK B TeMNepaTypHble YCo-
BWSI, paspeLLatoLLivie BUPYCHYH TpaHC(opMaLmio, opraHm3aums cuc-
TeMbl MWKPO(UIaMEHTOB (%,m6po6naCTOB MOSIHOCTbIO U3MEHSEeTCA.
MapannenbHo KNeTKN ManurHU3UpYHTCs, T.e. 03/10KAYeCTBASIOTCS.
Takum 06pa3oM, M3MEHeHMs B ABUraTe/lbHOM MOBELEHUN 3/10Kade-
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CTBEHHbIX K/IETOK COCTaBNAIOT BaXKHOE 3BEHO B 0OECMEeYeHUn UX UH-
Ba3uM M MeTacTa3nmpoBaHus.

B oT/nMuMe OT KNETOYHOM WMHBa3MK, NpPeACTaBNsoLLE CO6Oi
NVWb NPOHWMKHOBEHMWE K/ETOK B CYO6CTpaT M MAaTpUKC MUKPOOKPY-
XeHUA, a Takke UX nepeaBuKeHne, UHBa3NS 3/10KaYEeCTBEHHBIX OMny-
XONEBbLIX KETOK — 3TO 60Mee CAOXKHbIA U MHOFOKOMMOHEHTHbIN
MaToNOrMyeckuiA NpoLecc, NPOTeKarLWwuii ¢ 60/bLLIMM MOBPEXAEHU-
€M 3/1eMEHTOB MUKPOOKPYXXeHUsA (CM. rnasy 7).

4. Mem6paHOCBA3aHHble  BHYTPUKIETOYHbIE  KOMHapTMEHTbI.
Liutonnasma KNeTK1 COAEPXMT psif MEMOPaHOCBS3aHHBIX KOMMAapT-
MEHTOB, 0 KOTOPbIX B HACTOSILLEe BPEMSI M3BECTHO, YTO OHU SBASOT-
CA YaCTbtO eAMHON CBSI3aHHON CUCTEMbI, BK/HOUAKOLLEN B cebst 3HAO-
na1a3mMaTNYecKyto ceTb, annapat [obmpkn U NM30CoMbl. BHyTpeHHMe
YaCTU KaXKOOW M3 3TMX opraHenn opMUpYOT OTAEe/MbHbIE KOMMapT-
MCHTbI, He CBSi3aHHble C LMTO30/1eM (BENKOBLIA pacTBOp, Hamos-
HSAKOLWWIA LUMTONNa3My, B KOTOPOM pa3MeLLEeHbl OpraHensbl), 1 Tono-
MOTMYECKM PaBHO3HAYHbIE HAPYXXHbIM YacTAM opraHens (Tonoaoru-
YecKune CBOWCTBA (hUryp He M3MEHAKTCA NpK N06bIX Aethopmauusx,
KPOME paspbiBOB U CKNeuBaHMi) (cxema 2.2). 3T MeMbpaHHbIie
KOMHapTMEHTbI SIBAAIOTCA aKTUBHO AENCTBYHOLLMMU eAMHMLAMK C
MOCTOSIHHBIM  B3aMMHbIM 0OMEHOM Mem6paHamu. Takoii 06MeH
MPVBOAMT K BOCCTAHOB/IEHWIO MeMOpaHHbIX GEKOB Yepe3 BHYTPEH-
Hue Be3uKynbl. [pu 3TOM MaTepuan MOXET NOCTynaTb CHapyXu B
LUMTOMMa3MaTUYecKme Be3UKy/bl (3HAOLWTO3) WN XXe COAEPXKMMOe
VI LUKY/ST MOXET OCBOOOXAATbCA B HAPYXKHbIE YacTW KMETKU (3K30-
HVITO'g Hannune KOHKpeTHOro Habopa MembpaHHbIX 6e/IKOB 006Y-
evioBNBaeT (DYHKLMOHabHYH CMOCOOHOCTb MEMOPAHbI.

benku, npegHasHauyeHHble A4S 3KCMOPTa, B BOMBLUMHCTBE CAy-
YaeB CUHTE3MPYIOTCA Ha pMbOCOMaX, CBSA3aHHBIX C LLEPOXOBATON 3H-
LLMa3mMaTUYeCKol CeTbio (C60pKa aMUHOKMCAOT B MOAUMNENTUAHYHO
uens no aHanory MPHK —3T0 TpaHcnauma, OHa BbINOHAETCA pu-
(rocomamyn — cneymanbHbIMU OpraHeniami B Bae MeKnX 4actul,
coctoawmmn 13 PHK un 6Genka). YacTb 6GefikOB CUHTE3MpyeTca B
CBOOOAHO nexalmx pmbocomax. JloctaBka 6eNKOB B NMPOCTPaHCTBO
LMCTEPH LLEPOXOBATON 3HAOMIA3MaTUYECKO CETWM HaUuMHAeTCs eLle
/») TOro, Kak rnofiMnenTuaHas Lenb NOAHOCTLIO CPOPMUPOBaHa, T.e.
OH MNPOUCXOAWUT OLHOBPEMEHHO C TpaHcnauueld. Creuuduyeckoe
CBSI3blBaHME C LUEPOXOBATON 3HA0MNa3MaTUYECKON CETbHO 06YCNOB-
TH MEXaHW3MOM pacno3HaBaHWs, OCHOBAHHbIM Ha HaIMUYMW CUT-
Ha/slbHOro nenTuaa. YacTuuHbIA (HEMONHLIA) nepeBo 6enka B npo-
»[PaHCTBO LMCTEPH 3HAOMIA3MaTUYeCKO CeT NMPUBOAUT €ro B CO-
CTOSIHME WHTerpanbHoro (UenbHoro) MemO6paHHOro  MpoTenHa.
Mocne nepemeLleHns B YKa3aHHOE MPOCTPAHCTBO OEfIOK YaCcTUYHO
rMUKO3WUNPYETCA M YNAKOBbIBAETCS B TPAHCMOPTHbIE MYy3bIPbKY,
CMBatOLIMECS C GnvdKailleid UMCTepHOW anmapaTta [onbmku, rae
| MMKO3W/IMPOBaHME 3aBEpLLIAETCS.

3TOT NpoLecc Ha MOMEKYNIIPHOM YPOBHE W3BECTEH TOJBKO AJiS
MM30COMasTbHbIX T1aponas. OHW cofepxkaT MaHHO3Y-6-thocdart, Ko-
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Cxema 2.2. lyTu ABMXEHNSS MEMOPAHOCBSA3aHHbIX BE3UNKYN

O603HauYeHns: ® - 6e/ku, CBSA3aHHbIE C MaHHO30-6-chocchaTom, O - Benku,
JIMLWEeHHbIE MaHno3c-6-dpoccpara, ¢ - rarocombl, cofepxallie NornoLWEeHHbIA MaTepuan

TOPbIA CBS3bIBAETCA C peLenTopamu, rpynnupyoLMMUCS Ha MeM-
6paHax annapata onbmpxu. OTAeNeHHbIE OT OCTaNbHbIX GENKOB Nn-
30COMasibHble TApPOoNasbl BMECTE C peLenTopammn cobupatoTes B no-
KPbITbIX KNaTPMHOM OKaliMJIEHHbIX TPAHCMOPTHBIX My3blpbKax, KO-
TOpble ObICTPO TEPSIOT CBOK KaiiMy W C/MBAKOTCA C 3HA0MM30COMa-
MUW. JIM30COMasibHble (hepMEHTbl B 3HLONU30COME OTAENATCH OT
6enka-peuenTopa MaHHO030-6-thocthata. OCBOOOXAEHHDBIA peLenTop
BOCCTaHaB/IMBAET CBO CTPYKTYPY M BO3BPALLAETCS B MEMOpaHbI ar-
napata [oMbMpKn, BO3MOXHO, B COCTaBe OKaWMJIEHHbLIX My3bIPbKOB,
41 MOBTOPHOrO (Y€/THOYHOI0) MCMO/b30BaHUSA. [MpOTEWHBI, Nn-
LIeHHble CBS3M C MaHHO30M-6-(hocaTom, HanpasnslTCA B Apyrue
BE3WKY/Ibl MO0 A1 COXpaHeHUA, NMBO AN HEMeLIeHHOW CeKpeL i
N3 KNeTkn (CM. cxemy 2.2).

HapyLeHne 3TOro mexaHm3ma MPUMBOAMT K PefKOMy MeTabonu-
Yyeckomy 3aboneBaHU0 — Mykonunuaosy Il ¢ ubpunnsapHeiMmn u
rpaHynspHbIMKU  BK/IIOYEHUAMU B MeMOpPaHOCBA3aHHbIX BaKyossx
(hmbpo61acToB M APYrMX Me3eHXMMasibHbIX KNeToK (CM. rnasy 9).
Y 60MbHbIX, TOMO3UTIOTHbIX [/18 3TOr0 PeLeccUBHOro 3aboseBaHus,
06HapYXXMBAKOT BbLICOKWI YPOBEHb /IM30COMASIbHLIX (DEPMEHTOB B
Pa3INYHbIX BHEKNETOUHBIX XUAKOCTAX. [pu 3TOM OTMevatoT getm-
UMT WK OTCYTCTBUE (hepMEHTOB B CamMmMX SM3ocomax. Bce aTo 06y-
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C/TIOBNIEHO OTCYTCTBMEM (PepPMEHTa, KOTOPbIA MPUCOeAMHSET MapKep
pacno3HaBaHWs MaHHO3bl-6-hocthaTa K rmaponasam. Moatomy no-
CNefjH1e OCTaloTCA He YNakoBaHHbLIMW B /IN30COMbI W HarpaBsoTes
B CEKPeTOPHbIe Be3nKYy/bl. BO3MOXHO, CXOfHbIe COCO6bI coenHe-
HWS OeliCTBYIOT U B ApPYrX KOMMapTMeHTax. B rpynny atux 6ones-
He BXOAWUT AeMUUMT a,-aHTUTPUNCUHA, NPU KOTOPOM 3aMmellieHue
€[MHCTBEHHOW aMWHOKWCNOTHOW rpynmnbl CONPOBOXAAETCA HaKoM-
NeHVeM CU-aHTUTPUNCUHA B LUEPOXOBATOW 3HAOMNA3MaTUYECKOM
CeTW renaroumToB. Takoe HaKomMaeHWe 6enka B BUAE MENKUX Luapu-
KOB B LMTOMMNa3Me MeYEHOUHbIX KNETOK MOXHO YBUAETL MpY OKpac-
Ke MMCTONOrMYecKMX CPpe3oB B MaIMHOBO-KpacHbIi LgeT npu LLINK-
>eakLUuK, a Takke cneumpruyeckuMn aHTuTenaMm (MMMyHOrMCTOXU-
MUYeCKas peakuus, cm. rnasy 1).

Mem6paHOCBA3aHHbIE Be3WKY/bl U30MpaTeNbHO HaleneHbl Ha
KOHKpPETHbIe 30Hbl NIa3MO/IEMMbl. B anuTeNnanbHbIX KIeTKax Cek-
PETOPHbIE MPOAYKTbI, TakMe Kak MyuuH (CAu3b) Wi nuLleBapu-
Te/lbHble (PEPMEHTHI, OCBOOOXAAKOTCA C anuKaabHOW MOBEPXHOCTY
K/IETKW, B TO BPEMS KaK KOMMOHEHTbI 6a3asbHOW MembpaHbl — na-
MUHWH 1 KonnareH 1V Tuna oTKNaAbIBaloTCs Ha 6a3anbHON MoBepx-
HocTW. Takum 06pa3oM, CyLLecTBYeT Ba OTYET/IMBbIX MeMOPaHHbIX
JIOMeHa — anuKabHbld U 6a3onatepanbHblid, KaXiblil C pasHbIMU
(DYHKUMAMU U Pa3fIMYHbIMU UHTErpasibHbIMU NpoTeMHaMu. Auddy-
M MeMOpaHHbIX GeNKOB MeXay 3TUMu flowleHaMM orpaHuyeHa
NAOTHLIMU KOHTaKTamMy KNneTok (CM. cxemy 2.1).

Ha cnyyain sKCTpeHHOro 3amnpoca BHYyTpY K/IETKW HaKanjvMBaeT-
CA HEMaNO CeKPeTOpHbIX NPOAYKTOB. Hanpumep, no nosnyyeHuun
COOTBETCTBYIOLLEr0 FOPMOHA/IbHOIO CUrHasa auuHapHble KNeTKu
NOZKENY[OUHOM >Kene3bl 0CBOOOXAAIOT MuLLEeBapuUTeNbHbIE (ep-
MEHTbI, KOTOpble COXPaHSATCA B (DOPME HEeaKTUBHbIX MpefLlecT-
BEHHVKOB (npoepMeHTbI) B BE3MKYNax HakonieHms (rpaHysbl 3u-
moreHa). Mpu cAnaHUKM MembpaHbl Be3WKY/bl C anuKaibHOW uac-
M0 N1a3MoNeEMMbI COAEPXKUMOe Be3UKY/lbl 0CBOOOXAAeTCA B Mpo-
| rpaHCTBO  aUMHYCOB, rAe nyTeM (HepMEHTHOrO pacLLiensieHuns
NnpefLecTBEHHUKN MPeBpaLlatoTcs B akTUBHbIe (opMbl. epesof
feLWKyYN B anuKa/bHY0 30HY K/ETKU ABNSETCA aKTUBHbLIM MNpo-
LIeCCOM U1 CBfA3aH C perynsumeil cofepXaHus BHYTPUKIETOUYHOIO
KanbLms.

OTgensHO crefyeTt ckasaTb 06 3HOOLMTO3e, OrocpesoBaHHOM pe-
uenTopamu. ITO NPOLECC, MPU KOTOPOM crieymdmyeckume cybcraH-
UMM CBA3LIBAIOTCA C PeLenTopaMu KIEeTOYHOM MOBEPXHOCTM, a
ii I<M nepemewyatoTcs B LMTOMNA3My, UYTO MO3BOMSET 3HEKTUBHO
1CMNONb30BaTh Creuuduyeckme Makpomonekysnbl. Monekynbl, KoTo-
pble CBA3bLIBAKOTCA C peLenTopamu, Ha3bIBAKOTCA AUraHAaMu.
Il toHax nepeHoca MakpoMOSeKyn B LWUTONIa3My OOHapyXeHbl yr-
NyoneHus, UM AMKW, UMEIOLLME 31EKTPOHHO-MN/IOTHbIE MOKPLITUA
MA BHYTPEHHEM CJI0e M/1a3MOoNeMMbl, 6oraTble pasfiMyUHbIMK Gefika-
mu. BK/KOYasA KNaTtpuH. Korga npoucxoguT cBA3biBaHWE COOTBETCT-
BYIOLLWX NIMTAHAOB C peLentopamu, MKW B Nia3mosneMme, MoKpbl-
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Puc. 2.1 A. daroumTo3 MMKpPOOPraHn3moB Makpodaramm (Ma3ok-oTneyaTok.
MpenapaT B.J1.bensiHnHa).

Tble W3HYTPWU KNATPUHOM, ObICTPO BTATMBAKOTCA B LUTOMNMA3My U
MpeBpaLLaoTCs B MOKPbITblE BE3VKY/IbI.

XapaKTepHbIM MPYMEPOM 3HAOLMTO3a ABNSeTCA paboTa peLen-
TOPHOWN CMCTEMbI NMNONPOTenHa HU3KoM nNnoTHocT (JIFTHTI). [eH
3TON CUCTeMbl HaxoauTca B xpomocoMe 19. MornoueHune SMHI,
6oratoro XonecTepuMHOM, OCYLLECTB/SETCA MyTeM CBA3bIBAHWUA CO
cneunmryeckum peLenTopoM. PeuenTOpHO-UraHAHble KOMMek-
Cbl BTATMBAIOTCA B BE3WKY/bl, KOTOPbIe CAMBAKOTCA APYr C APYrom
1 (hopMUPYIOT Gosiee KPYMHbIe Be3WKYNbl — 3HA0COMbI. locnesfHue
B CBOIO 0Yepefb C/IMBAIOTCSA C MEPBUYHBLIMU M30COMamMu, HopMuU-
pys BTOPUYHbIE NIN30COMbI, B KOTOPbLIX OCYLLECTBMAETCA TMAPON3
a(mpoB xonectepuHa. B pe3ynbTate XofecTepuH CTaHOBUTCA Mpu-
roAHbIM A1 CMHTEe3a HOBbIX MeM6paH, B TO BpeMs KaK peLenTopbl
NMHIM BOCCTaHaBNMBAKOTCS Ha KETOYHOM NOBepXHOCTW. [1pu Ha-
CNeACTBEHHON runepxosiectepuHeMun (CM. rnasy 8) MMeeTcs Hefo-
CTaTOYHOCTb CUCTEMbI MOTr/OWEHNA, NMO3TOMY YPOBEHb XO/ecTepu-
Ha KPOBM MOBbLILIAETCA M aTepoCK/1epo3 pPasBMBAETCA B paHHeM
Bo3pacTe (CM. rnasy 11). ¥ Takmx 60/bHbIX O6HapY>XeHbl pas3nmnu-
Hble fe()eKTbl FTEHeTNYECKO NPUPOLbl: YaCTUYHOE MM MOJHOE OT-
cytcTBve peuenTtopos JIMHTI1, HeaoCTaTOYHOCTL CBA3LIBAHUA NU-
raHioB WM BTATMBAHWA B LUTONIA3My PeLEenTOPHO-IUTaHAHOro
KOMI/IeKca.
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|’'mc. 2.1 B. BTtopnyHaa nusocoma (harocoma) B LmuTonnasme makpodara, co-
fLepxalasa 6akTepun. neKTpoHorpamma (Heratus B J1.BensiHuHa)

JIn3ocombl orpaHuMyeHbl OAHOCNOMHON MeMbpaHoW W cofepxat
pAg, TMAPONMTUYECKNX (DEPMEHTOB, KOTOpble, Kak y>Ke roBOpWIOCS,
HanpaBNAKTCS B 3TOT KOMMAPTMEHT MyTeM MPUKPENeHUs K MaH-
HO3C-6-thocthaTy. TpaHCnopT maTepuana B SIM30COMbI MOXET OCY-
LLLECTBATLCA C MOMOLLbH Y)KE OMUCAHHOT0 SHAOLUTO3a, ayTodarum
W ¢paroumTo3a. AyToarus — npoLecc 3axBata 0TPabOTaHHbIX yac-
Tel caMOI KNeTKW, B pe3ynbTaTe 4ero obpasyerca ayToarocoma, a
nocfie CAWSHUA C JIM30COMOW — ayTodaronmsocoma. daroymtos
OCYLLIECTBNAETCA TOMbKO Creumann3npoBaHHbIMKU 418 3axBata 60/b-
LUMX YaCTWL, U MUKPOOPraHM3MOB K/eTKamu — HelTpodunamm wu
Makpotharamm (cm. rnasy 4), B UMTOMNa3Me KOTOPbIX 0bpasytoTcs
thnrocombl. Parocoma npespaiLaeTca B haronn3ocoMy nocsne ciams-
HUSA C TM30COMONA. BONLLUMHCTBO M30COMa/IbHLIX hepMeHTOB 06na-
MaeT MakCUMa/lbHOl aKTUBHOCTbIO npu Kuciom pH. OHKM He akTuB-
Hbl, MOKa JIN30COMbI HE HabyxatoT WU He CIMBAKOTCA C MepBUYHbI-
mMn harocomamu (puc. 2.1, A n b). B pesynbtate CiUsaHUA NU30CO-
Mbl 1 (harocoMbl MPOMCXOAMT aKTMBALMS KUCbIX TMAponas (cwm.
cxemy 2.2).

lNoBpexaeHve NM30COM CBA3aHO C HECKONIbKUMMW MpUYMHaMU.
1lanpumep, 1X NPOHULAEMOCTb MOXET 6bITh HapyLLleHa bakTepuasib-
HbIMW, B YaCTHOCTM CTPENTOKOKKOBLIMU, TOKCUHaMW, Uan cypdak-
TaHTamn (NOBEPXHOCTHO-aKTWBHbIE BELLecTBa) NpU runepBUTaMu-
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Ho3e A. Tak, BAbIXaemMble YaCTWLbl KBapLa NnornowarTcs Makpoda-
raMvm 1 YaCTUYHO MPeBPaLLAlOTCA B KPEMHUEBYHO KUCNOTY, KOTOPas
nospexgaet ochonmnuasl M30CoOManbHOW MeMbpaHbl. 3TO Npu-
BOAUT K (HMOPO3Yy NEroYHOW TKaHW W pasBUTUIO 3a00MeBaHWs U3
rpynnbl Npog)eccMoHabHbIX 601e3HeR, KOTOpoe HasbIBAeTCAa CUNU-
Ko30M (CcM. rnasy 9). YacTuubl, CIULWIKOM KpyMnHble Ans NOHOMo UxX
MOr/OLWEHNS, MOTYT TEM HE MeHee BblI3blBaTb OCBOOOXAEHWE NN30-
COM&/IbHbIX (PEPMEHTOB HEMOCPEACTBEHHO BO BHEK/IETOUHOE MpO-
CTpaHCTBO. Tak, Mpu nofarpe B CUHOBWASIbHON XUAKOCTU HAXOLAT-
A [/IMHHbIE UMNTOBUAHbIE KPUCTa/bI ypaTa HaTpus. OHKU nornowa-
I0TCS  NOMMOPHO-AAEPHBIMU  HEATPODUILHBIMI  NIEAKOLUTAMM.
MocnegHne 0CBOGOXAAOT NTM30COMaJIbHbIE (DEPMEHTbI, CrMOCO6CT-
BYIOLLME Pa3BUTUIO TSXKENOro BocnaneHus B cyctasax. Mpu nopdu-
pumn (HacneAcTBEHHOE HapylleHWe 06MeHa MUIMeHTOB NOP(UPUHOB
M CUHTE3a remMa — AOMUIMEHTHOM YacTu MOJEeKy bl FeMOr06uHa)
MOrNoWeHHble MOPMUPUHLI BbI3bIBAIOT XMMUYECKOE MNOBPEXAEHUE
NN30COMasibHbIX Mem6paH. O4eBMAHO, OCBOGOXAEHME pacLLensio-
WX (hepMEHTOB B LMTOMNNA3My B pe3ynbTaTe NOBPEXAeHUs SIM30COM
ABNSAETCA NOBPEXAAIOLLNM (HAaKTOPOM.

Ecnmn KNeTKn He Cnoco6Hbl K pacLUensieHno Kakoro-nmbo mare-
puaia, TO OH MOXET HaKaniuMBaTbCs BO BTOPWUYHBLIX /IM30COMAX C
MOCTeneHHbIM (OPMUPOBAHNEM OCTATOYHbLIX Tenel. Mpumepbl 3a-
60neBaHN NM30COMAILHOrO HaKOMIEHWS, NPY KOTOPbIX OTMEYaeT-
CA HefoCTaTOK CNeunguyYecknx Nn3ocoManbHbIX (HepMeHTOB, 06-
cyXaeHbl B rnase 9. COBMeCTHOe KynbTMBUPOBaHWe in vitro qub-
po61acToB, MOMYYEHHbIX OT GO0MbHLIX C 6OME3HSAMMN HaKOMMIEeHUs, C
HOpMa/bHbIMK (hMbpo61acTammn NPUBOAUT K NMOSTHOMY BOCCTaHOB/E-
HUIO (PYHKLMWIA NU30COM B NOPaXKeHHbIX KieTkax. Kpome Toro,
nepecajka TKaHeli morna 6bl cnocobCcTBOBaTL MOABMEHWNIO B TKAHAX
peuunreHTa HefoCTaloWmMX creumpuyeckmx epmeHToB. Tak, ne-
pecafiky neyeHW MPOBOLAT AN MCMNpaBfeHUs (epMeHTaTUBHbIX
[eeKToB, B KOTOpble BOBMEYeHbl renaTtouuTbl (Harnpumep, npu
60M1e3HsAX HakonneHusa ravkoreHa | n IV TMNoOB v rMnepannuaeMmmn
IV T1na).

5. MUTOXOHAPUM SIBNAKOTCA [NaBHLIMW OpraHennaMu ans npo-
AyKumn AT®. depmeHTbl, 06ecneymBatoLimMe pacLLensieHne Xup-
HbIX KUCNOT W NupyBata (CONM MUPOBUHOrPAAHOM KUCNOTbI) M y4a-
CTBYIOLLME B LUMK/IE SIMMOHHOW KUCMOTbI, HAaXOAATCA B MaTpuKce
MUTOXOHAPWIA (CyBCTaHLMA, 3ano/HAIWAs opraHenny), B TO Bpems
KakK (hepMeHTHbIE CUCTEMbI, Y4YacTBYHOLLME B OKUC/IUTENIbHOM (hOC-
(hopunmMpoBaHumM, pacnpefeneHol B CTPOrOM MNOPsAKe Ha BHYTPEH-
Hel MembpaHe MUTOXOHApPWiA. O6paszoBaHue AT® TpebyeT co3fa-
HMS MPOTOHOBOIO rPafMeHTa, AeCTBYIOLWEro Yepe3 MembpaHy Mu-
TOXOHAPWIA, MO3TOMY WX CYLLECTBOBaHME B BUAE 3aKPLITOTO KOM-
nmapTMeHTa BeCbMa CYLLECTBEHHO A1 peanunsauuu Ux yHKLUWA.
PacwienneHne AT® cnyXut «asuratenem» akTUBHOIO TpaHCcnopTa.
Uepes nnasMoneMmy nepeHocAaTcs NPOTOHbI (3NeMeHTapHble YacTu-
Lbl, 06pasytoLme BMeCTe C HEMTPOHaMK sapa aTOMOB) U HEOpraHu-
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Meckue MoHbl. C NOMOLLbIO NMPOTOHHOINO M MOHHOIO HAacoCOB CO3-
[lal0TC  3NeKTPOXMMUYECKME  MOTEHUMANbl, UCMOMb3yeMble [/1S
napasnenbHOr0 WM aHTMnapaniesbHoro (NPOTMB rpagveHTa KOoH-
LeHTpaumn) TpaHcnopTa. HecmoTps Ha WX OObIYHbIA LUAMHAPU-
yeckuii B4 1 anHy B 0,5—1 MKM, MUTOXOHAPWU 3HAYUTENbHO Ba-
PEUPYIOT MO (hopMe 1 MOryT 06pa30BbIBaTh CETb C PA3BUTLIMU B3au-
MOCBS3AMU.

MWTOXOHAPUM OTHOCATCA K MOyaBTOHOMHbLIM — OpraHesiiam.
OHU pa3BmBatOTCA MyTeEM PoCTa U AeNeHNs NPeLCcyLecTBYOWMX MU-
IOXOHAPWIA, UMetoT cobcTBeHHYO [ HK 1 prbocomel. MHorve 6uo-
7lorTv MPUAEPKMBAIOTCS KOHLEMLMU CUMOMO03a, NpearnonararoLlen,
4TO Ha paHHMX 3Tanax 3BO/MOLMM KNEeTKU 3YKapuoT 3acensinchb
GakTepusasMnU W MeXay HUMW YCTaHaBNMBA/ICH PEXMM CUMOMO3a
(B3aMMOOTHOLLEHMS, MPU KOTOPbIX 06a BMAA COBMECTHO perynupy-
0T OTHOLLUEHMS C BHELLUHel cpefjol, M3B/eKas 000KAHYHO BbIrody).
lakum o6pa3om, GakTepuanbHble MUTOXOHAPWW  Y[OBMETBOPAIOT
*riepreTyeckre TpeboBaHUs KNETOK-X039€B, B TO BPEMS KaK MHO-
rvie MUTOXOHApPUaIbHbIE 6enKn Koaupyrotea agepHorn AHK v cuH-
TeaupytoTcs B umTOonnasme. CTOUT TONbKO 3TUM Genkam nofjsepr-
HYTbCA U36MpaTesIbHOMY TPaHCMOPTY 4epe3 MUTOXOHAPUAIbHYHO
MeMOpaHy, KakK OHW NpeTepreBatoT CTPYKTYPHbIE U3MEHEHUS, Npej-
<>|BpalLatoLine Mx 06paTHbIA Mepexof yepe3 mMembpaHy. HecmoTtps
Ha TO YTO peniMKaums MUTOXOHAPWUIA He 3aBUCKT OT Ae/eHNs Kre-
IOK, OHa He ABASETCA MOMHOCTbIO HeynpasnsieMoil. Obluee Konmue-
WrHO MUTOXOHAPWIA B KNIETKE — 3TO MoKasaTe/lb ee SHepreTnyeckux
ONpOoCOB, a UX NOKaM3auus — MHAMKATOP FNaBHON 30HbLI NOTPEod-
neHnss AT®. OO6bIMHO aKTMBHbIE MWUTOXOHAPUWM WUMEOT 6onbLue
KpucT (rpe6Heit), obecrneumBaronx 6GOMbLUYH MOBEPXHOCTbL A
pacnpefeneHus [AplxaTe/lbHbIX KOMMIEKCOB (Lenb AbIXaHWUs Wm
Lienb TpaHCnopTa 3MEeKTPOHOB COCTOWUT W3 OKCWA0peayKTas, KoTo-
pble, 6yayun MHTErpaibHbIMN GeflKaMyu BHYTPEHHen MeM6paHbl Mu-
FOXOHAPWIA, 06Pa3yoT My/IbTUPEPMEHTHbIE KOMMEKCHI).

®PYHKLUMOHa/bHbIE PaCCTPONCTBA MUTOXOHAPUIA Y MAeKonuTako-
LMX KpaiiHe pegku. Tak, NPU HacneACTBEHHbIX MUTOXOHAPUASbHBIX
mMuonatuax (cM. rnaey 26), npoTekarowmx ¢ odTanbmonnerven (na-
paauy MbIWL r1a3) Uam 0e3 Hee, BOHWKAIOT fe(heKTbl B [blXaTeslb-
HOM uenu. 3TW geeKTbl NPUBOAAT NM60 K NPOAYKUUA TOKCUHOB,
HOPMO3ALLNX (DYHKLUM MUTOXOHAPWIA, MO0 K HEXBATKE KUCI0POAa,
Heo6X0AUMOro AN OKUC/UTENbHOro thocgopunmpoBaHns. Takum
06pa3oM, KNeTouYHbIi 3anac AT® 6bICTPO UCTOLLAETCS M 3Heprosa-
BMCMMbIE CMCTEMbI MPEKPaLLatoT AeiicTBOBaTb. OCHOBHOE 3HAa4YeHue
LLICCb MMEKT WOHHbIe HAcoCbl, TakuWe KaK HaTpueBO-Kaaneso-AT-
®.mnbliA, B Nnasmonemme, 0b6ecneymBaroLLMe OCMOTMYECKOE paBHO-
Becue B KneTke. OcMoc — Anddy3na Bofdbl Yepe3 MonynpoHuLiae-
Myt0 MN1a3MofeMMy, KOTOpas XOpPOLUO MpOorycKaeT BoAy, HO Masno-
HPOHWLaemMa A1 PacTBOPEHHbIX B Held BeluecTB. [oaTomy Habyxa-
HUe KNETKU SABASETCA OOLMM W 4acTbiM MPU3HAKOM ee MoBpex[e-
HUW.
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6. LiuTosonb (rvanonnasma, MaTpuKC upTonaasmbl). Mol onu-
cany BaKHelLIMe KOMMNapTMEHTbI U OpraHensbl KIeTku, 0 PyHKLK-
AX U MOPGOPYHKUMOHANBHBIX HApYLUEHUAX KOTOPbIX MOWAET peyb
MpW PacCMOTPEHMU NaTOMOMMYECKNX NpoLeccoB. OCTanocb KOPOTKO
cKa3aTb O LMTO30/1e, COCTaBMSIOLLEM OKOJIO MOSIOBUHLI 06beMa 3y-
KapuoTUYeCKOW KMETKW, 3a BbIYETOM OpraHenn. B cocTas LMTO30/5
BXOZUT MHOXECTBO (DEPMEHTOB MPOMEXYTOYHOro o6MeHa 1 cBo60A-
HO NeXaLne pubocoMbl, cuHTesupytowwme 6enku. OKOMO MO0BUHBI
BceX 6enkoB, 006pasytoLmMxcs Ha CBOBOAHO Nexalimx pumbocomax,
OCTaeTCs B LUTO30/1€ B Ka4ecTBe MOCTOAHHbLIX KOMMOHEHTOB. MHO-
rvie 3 HUX NPeTepneBaldT KOBa/IEHTHbIE MOAUGMKALUN.

2.2. MeXKNeTouHble 1 KNeTOYHO-MaTPUKCHbIE
B3aMMOAeCTBUSA

B MHOrOK/eTOYHOM OpraHu3Me B3alMOAENCTBUS MeXaY KeTka-
MU MMEIOT OFPOMHOE 3HaueHue. KNeTkn JO/MKHbI MOCTOSHHO Haxo-
OUTLCS B KOHTaKTe APYr C APYTOM WU C BHEKETOUYHbIM MaTPUKCOM.
VmeeTcsa B BAY He TONbKO MexaHMyecKast CBS3b, HO U KOMMYHUKa-
LUMOHHas (mepepada M 06MeH MH(opMmauueir). HeBO3MOXHO pac-
CMOTPETb BUAbl KOMMYHMKALMA BO BCEX YETbIPEX FNaBHbIX TWMax
TKaHeil —anuTennanbHON, Me3eHXManbHOM, CKENeTHO-MbILLEYHO
N HepBHOW. PaccMOTpMM MPUHLMNbI B3aUMO/EACTBUIA Ha NpUMepe
3MMTENNA U COEAUHUTENLHON TKaHW.

1 3nuTenvasbHble TKaHW COCTOSAT M3 MJAcTOB TECHO CLIEN/EH-
HbIX K/ETOK. OTW MAacTbl NPOYHO NPUKPENeHbl K 6a3aibHOR MeM-
6paHe. SNUTEIMOLNTEI CBA3aHbI APYT C APYrOM C MOMOLLLIO CrieLuu-
a/TbHbIX MEXK/IETOUYHbIX COEAMHEHWI, KOTOPbIE MOXHO pasfeuThb
Ha TpW PYHKLMOHa/bHbIE TPYNMbl: 3anvpatoLiMe COeAMHEHMs, npu-
KpenuTe/ibHble KOHTaKTbl U KOMMYHWUKALMOHHbIE KOHTaKTbl (EM.
cxemy 2.1).

MnoTHble coefMHEeHMNS (3anMpalline KOHTa K-
T bl) NPEACTaBNAOT COOOM HECKOMbKO CAWSIHWIA Y4acTKOB MNia3Mo-
NEMM [BYX COCEAHMX K/ETOK W BbIMOHSAKOT HE TOMIbKO POSib MEXaHu-
UECKOro COeMHEHNSI KNIETOK, HO U Gapbepa, MPEensTCTBYHOLEro npo-
XOXAEHUIO [aXe MEMKUX MOMEKYN Mexay K/eTKamu, Harnpumep w3
MpOCBeTa OpraHa K 6asanbHoii MembpaHe. OHU AEACTBYHOT TakkKe Kak
6apbepbl Ans andgy3nm 6en1K0B BHYTPM NNa3MO/IeMMbI, MOALEPKNBas
B COXPaHHOCTM anuKa/bHbIA 1 6a30naTepasibHbIA JOMEHbI.

OdecmocoMbl M agrepeHTHbIe COEANHEHUS
(30HbI cuenneHWs) nNpPeACTaBAAOT COOOV OCHOBHOW TWN
MPVKPENUTENbHbLIX KOHTAKTOB. MeXKNETOUHble aArepeHTHble CO-
eNVUHEHMS BecbMa pPa3HO006pasHbl. Bo MHOMMX HeanuTenmabHbIX
TKaHAX OHM MMEKT (DOPMY TOUEYUHBIX WM JIMHEAHbIX KOHTaKTOB,
CBA3bIBAIOLLMX aKTUHOBbIE MWUKPOPUIAMEHTbI B KOPTUKAMLHON Lu-
TOMNa3Me CMeXHbIX KMEeTOK. B anuTenmanbHbIX Naactax OHW 4acTo
06pasytoT HenpepbIBHbIA aArepeHTHLIA MOAC OKOMO anuKasbHOro
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KOHLA KaXAO0W W3 KOHTaKTUPYHOLWMX KIETOK. AUFepeHTHbIA Mosic
4acTO Ha3blBalOT OMOSCbIBAIOLLE [ECMOCOMOI, 0AHAaKO MO XUMWU-
YECKOMY COCTaBY OH OT/IMYAETCH OT HACTOALMX AeCMOCOM. [lecmo-
COMM MNpeACTaBNAT CO60iM HebonbluMe NAOWAAKA NPOTSXKEHHOC-
Ibto g0 0,5 MKM, B KOTOpPbIX MeXay nna3smoseMMamMu cocefHUX Kre-
TOK MMEETCS 30Ha C BbICOKOIW 3MEKTPOHHON MNOTHOCTbIO. B 3Toi
tone K 06erM niasmMosieMMaM CO CTOPOHbI LMTOMIa3Mbl 06enx Kne-
HXX NpUneratT YYacTKW 3M1EKTPOHHO-MOTHOMO BeELLECTBa, TakK yTo
BHYTPEHHWI CMOA M1a3MOMEMM KaXKETCA YTOMWEHHbIM. K Takum
YTO/ILLEHUAM B [leCMOCOMax MpPUKPeneHbl NPOMeXyTouHble (una-
MCHTbI (LLMUTOKepaTWHbI B AMUTENUAX), a B 30HaX CLeMIeHnss —MUK-
pohMnameHThbl akTMHa. Bnarofaps Takoi cBA3WM MeXLy Mia3mosiem-
MO W LIMTOCKENETOM K/IETOK MexaHu4yeckas posib 060MX BMAOB
MEXK/IETOUHbIX COEAMHEHWIA CYLLECTBEHHO MOBbIWEHA. TpY nowo-
miv JECMOCOM MPOMEXYTOUHbIE (IU/IAMEHTbI COCEAHMX KNEeTOK 06b-
eMHSAIOTCAS B HEMPEPLIBHYK CETb, MPOHWU3bLIBAIOLLYIO BCHO TKaHb.
«»[IHaKo 06a 3TMX BUAA MOTYT HapyLIaTLCA MPW NaToNorMyYecKmx co-
cTosHuAX. Tak, npu ny3blpyaTke (4epmaTo3 C BbICbINAHMEM My3bl-
peil Ha KOXe, CM. rnaBy 25) B CbIBOPOTKE KPOBM GOJbHbIX MOXHO
LL>HapyxuTb ayTOaHTUTENa, HanpaB/eHHble MPOTUB AeCMOCOMab-
WHX T/IMKOMPOTENHOB. 3TU aHTUTENA CBA3LIBAKOTCH C JECMOCOMaMU
1 pa (pyLwatoT KX, Bbi3blBas pa3befUHEHWE 3NUTEIMOLMTOB U 0bpa-
tfomanve 60/bLUMX UHTpasnuaepManbHbIX My3bipei. [ Toygecmoco-
Mbl MOP(ONOrnyYecKM CXOAHbI C AECMOCOMaMU, HO OTAMYaloTCs OT
HUX (DYHKLUUOHANbHBIMA Y XUMWYECKMMU 0COBEHHOCTAMU. OHM
BKLENSIAOT He NnasmaTtuyeckue MembpaHbl COCeLHUX KNeToK, a 6a-
TW,HYIO TOBEPXHOCTb 3TUX K/ETOK CO Cheuuain3vpoBaHHoOM
e QYK Cypoii BHEKNMETOYHOro MaTpukca — 6asanbHOW MeMOpaHoi
(eM Hwxe).

lWencBuaHble coeguHeHna (HeKkcycCbl) npea-
miBUNAOT cO60M 30HbI MPOTSHXKEHHOCTbO 0,5—3 MKM, B KOTOPbIX
nas WosieMmbl pasfeneHbl MPOMEXYTKOM B 2—3 HM. 3[eCb BO3MOX-
HO MPOXOXAEHWEe MeNKUX MOMEKYN OT KMETKM K KneTke. [loaTtomy
cocefHue KNETKM MOryT nocbliatb Apyr APYry XWUMUYECKWE Wn
*VCK ()UYCCKNE KOMMYHUKALMOHHbIE CUTHATbI.

MHoroumncneHHole 1 pa3HoobpasHble PYHKUUM 3NUTENNANbHBIX
N OHE/ OTpaKatoTCA B MX Pas3NIMYHOM CTPOEHUW. INUTENNIA CeKpe-
IMpHOIO TWNa, HanpuMep BbICTU/IKA MaHKPeaTUYeCcKoro aumHyca,
MMEET KNETKU KyOMYECKON (hopMbl, COAEPKMUT XOPOLIO pasBUTYIO
LLIlepoXoBaTyt0 3HA0NMA3MATUUECKYIO CETb WM pacronaraeTcs Beepo-
OHpALWoO, 06pa3ys CeKpeTOpHble KOHLEBbIE OTAeNbl BCTABOUYHbLIX
HPOIOKOMN. B r1CTONOrMYecknx cpesax CeKpeTopHble OTAeNbl UMEKOT
"ni 00bIYHbIX XXENe3UCTbIX Tpyoouek. VHOe [eno MHOroCNOMHbIA
M hi KW anuTenuid. Takas BbICTUAKA, KaK anuaepmuc, Lo/mkHa no-
mlomlino BbldepXMBaTb MeXaHWYeckue BO3AeNCTBMA. [103ToOMYy,
EpOMe BbIPaXXEHHON MHOFOCMONHOCTW, eMy MpUCYLLM OBWbHLIN
Pp,l‘lop MPOMEXYTOUHBIX (DUN1AMEHTOB M MHOrOYMUC/IEHHbIE [eCMO-
OMbl.
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basanbHas mem6paHa. SnuTennasibHble KNeTKW BblpabaTbiBaloT
KOMMOHEHTbI BHEK/IETOYHOr0 MaTpuKca, KOTOpble OPraHv3yoTcs B
CMOXHYI MPOCTPAHCTBEHHYH CTPYKTYpPY — 6asa/ibHyt0 MembpaHy,
COCTOSILLYIO 13 CeTu KonnareHa IV Tuna, rAMKonpoTeUHOB NaMUHNU-
Ha, (PUOPOHEKTMHA U SHTAKTMHA, a TakXKe MPOTeOrMKaHoOB, r/aB-
HbIM 06pa3oM renapaH-cy/nbMara (Has3blBaeMOro TakXe renapuiH-
cynbaTom). SnUTeNnabHble KNETKU MPUKPENAIOTCA K 6asaibHOW
mMeMmbpaHe NocpescTBOM NOYLECMOCOM, KOTOpble, Kak U AecMOoCo-
Mbl, CNy)aT MecTaMu (PUKcauuu LUTOMIa3MaTUHECKMX MPOMEXY-
TOUHbIX (huiameHTOB. [puKpenneHne KIEeTKA K KOJareHoBOM
CETW, BO3MOXKHO, OCYLLECTBASETCA NAMUHUHOM U (PUOPOHEKTUHOM,
KOTOpble CBA3LIBAIOTCA M C TpAHCMEMOpPaHHbLIMU peLenTopaMmn Kie-
TOYHOW NOBEPXHOCTM — WHTErpUHAMK U ¢ KonnareHoMm. Mpu 6yn-
nesHoM nemguronge (cM. rnaBy 25) ayToaHTUTENa, pearmpytowme
0asafbHON MembpaHO/i MHOrOC/OHOr0 MAOCKOro 3nuUTeNus, UMme-
l0TCA B CbIBOPOTKE KPOBU W, BEPOATHO, YYacTBYIOT B MpoLiecce BO3-
HWKHOBEHUA cy6anuaepManbHbIX My3bIpeii.

KoHTaKT ¢ 6as3anbHoit MemMbpaHO/W Heo6XoAuM 3nUTennanbHbIM
TKaHAM 415 NoAAep>KaHusi BCeX XapaKTepucTuK U cneynuyHocTy
CBOero eHoTwna, uanM AnA Noafep>kaHus anddepeHumposku. Kpome
TOrOo, 6aszanbHas MeM6paHa BCerga Cny>xkuT B KayeCTBe CBon6pa3HbIX
CTPONTENbHbIX NECOB NPU BOCCTAHOBNEHNN NOBPEXXAEHHOIO 3ANNTENUA.
Mo Heit KNeTKu MOTyT nepemMellaTbCA B X04€e HE TONbKO nNaTonornyec-
KOW, HO W (PU3MONOrMYECKOii pereHepaynmn. ManmrimsmpoBaHHble (0310-
KayecTBNEHHbIE) anMTennounThl (CM. rnaey 7) CNOCOGHbI K paspylue-
HUIO 6a3anbHol MeMﬁpaHbl N MPOHNKHOBEHWIO 3a €€ npepfenbl, NOC/ne Yero
OCYLLECTBNAETCA UX NHBA3NA B OKpPy>XKakuine TKaHu U B KPOBOTOK.
Mocne UMPKYNALMW B KPOBOTOKE TakWMe pPakoBble K/ETKM CHOBa
AOMKHbI NpeofoneBatb 6asa/ibHy0 MeMOpaHy KpPOBEHOCHbIX COCY-
[0B. B fanbHenlem mbl yBUAMM, Y4TO NPOAYKUMS KonnareHas u apy-
rMx MpOTeo/IMTUYECKUX (DEPMEHTOB /MWL OTYaCTM CNOCOBCTBYET
3TOMY MpoLieccy.

2. CoeguHUTeNbHAsA TKaHb. B oTvume OT aNUTENNOLMTOB KIeT-
KW COeAMHUTENTbHON TKaHW paccesiHbl. B 607bLUei cTeneHn 3To Ka-
CaeTca BOJIOKHWUCTLIX COEAMHUTENbHLIX (CTPOMa/bHbIX) TKaHel, B
MeHbLUEN — TKaHel ¢ 6onee cneuunanbHbIMKW CBOMCTBaMU (rNagKo-
MbILLEYHOW, PETUKYNAPHON, >XMPOBOMA, MUIMEHTHON U ,qu. Haw-
60/bllee 3HaYeHME MMeT prnbpobnacTbl (CMHTE3NPYIOT GeNKu U
rMNKO3aMUHOT IMKaHbI), FagKoMbIWeYHble KNeTku (061a4atoT co-
KPaTUTENbHbIMA M UHBIMW YHKUUAMKU) U Makpodgarn (ructmoum-
Tbl, 6yXJatoLLMe KNeTKW, CNOCOBHbIE K MOT/OLEHUIO U NepeBapu-
BaHWIO MOr/IOWEHHOro MaTepuana, CUHTE3UPYIOLLME MHOXeCTBO
GMONOrNYeCKN aKTUBHBIX BELLECTB). 3TW W ApYyrue KNeTku pacnona-
raloTcs BO BHEK/ETOYHOM MaTpPMKCE, KOTOPbI MOXET 6bITb NA0T-
HbIM (KOCTb) WM 3nacTUYHbIM (hnbpo3Hast TKaHb). KOHe4yHo, ©
KPOBb MOXHO OTHECTW K COEAUHMWTENIbHOM TKaHW, B KOTOPOI BHe-
KMETOYHbLIA MATPUKC UMEET XMAKWUIA BUf (nnasma KpoBK), a KNeTKu
Heobbl4aliHO NOABMXHbLI. Ml eLle BepHeMcs K 6o/ee NOHOMY pac-
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CMOTPEHMIO KOMMOHEHTOB BHEKNETOYHOro Martpukca B rnase 6, a
1acc KOCHEMCS €ro NINLLb B CBA3M C 06WMM 0630pOM NO COEAUHMU-
TeNbHOM TKaHW. byfyun B 3HAUMTE/ILHON CTEMeHW WM30/IMPOBAHHbI-
MW, KNETKU COeAUHUTENbHOM TKaHW, BMECTe C TeM, CMOCOGHbI K
MEXK/IETOUHbIM B3aUMOAENCTBMAM. MexXay TakKMMU KneTKamu He-
pesKo BO3HWMKAOT pasfinuHble COeAUHEHUS, KpoMe fAecMocoM. [lo-
CTOSIHHblE COKPALLEHUS TNafAKOMBILLEYHbIX U CEepAEYHbIX BOSIOKOH
(hoBYyOT MPOYHOro MPUKPENIEHNS COCefHUX BOMOKOH (rnaakas
MyCKynaTypa U MuoKapZ OTHOCATCA K Me3eHXVMMasibHbIM TKaHsM B
OT/INYKE OT CKENETHbIX MbILLILL).

PasnnyHoble BMAbI Coe,qI/IHI/ITe}'IbHOVI TKaHW 3aBUCAT OT Ha/lnyunAa B
Heli TeX WM UHbIX TUMOB KNeTOK ~ nbpobnacTos, 0cTe061aCcTOB,
-VMHOPOUMTOB U Ap., a TakK>Ke 0T XMMUYECKOTro COCTaBa BHEKNETOYHO-
s) MaTpuKca, BbipabaThiBAEMOro 3TUMMU KNeTKamMu, n 0T CTPYKTYp-
HYiA opraHusauun KOMNOHEHTOB MaTpPUKCa. 3TN KOMMOHEHTbI LENAT-
CA Ha TPV KaTeropvu: 3/1IeMeHTbl, NPOTUBOCTOALLNE NINHEAHOMY Ha-
iti TeHWIO (HanpuMmep, KonnareH); MOJEKy/bl, HAMOMHAOLWME MpPo-
t rPAIHCTBO M NPOTMBOCTOSILLME CXKATUIO TKAHW (Hanpumep, NpPoTeo-
| TKaHbl); cBA3yloWmMe 6enku (Hanpumep, (MOPOHEKTUH) (Tabn.
* ") lakne oTAenbHble KOMMNOHEHTbI MOTYT UMETb COBEPLUEHHO pas-
HOe CTpoeHMe. Tak, Ko/nareHoBble BO/IOKHa GblBalOT cOOpaHbl B Na-
pAnnenbHblE NyYkn (B CYXOXUNWUAX), B MNPAMOYrofibHble MOSOCHI
(» poroBuue) 1AM NETANCTYHO CeTb (B CTEKNOBMAHOM Tefe nasa).

| »@anmna 2.3. BaxHenLve yHKLUMM FaBHbIX COCTaBHbIX YacTei eocap-
HHM | KA TKaHW

"naBHble CTPYKTYpPbI PyHKLUMA
cwnw s 1 1 wnV--XII Tvnos YCTOAUMBOCTb K PacTsXXeHUO
Inui'THH
. uumy|mIHoBasi KucnoTa. FNMKO3aMUHOMIM- HanosHeHve NpPocTPaHCTBa,
» w1l KonnareH IV tuna (»). MAPOKCU- YCTOMYMBOCTb K CXaTUHO
(i (MpoAYKT ocTeobnacToB). Boga
.......... (n n3zoopmbl). JTaMUHWH CassytoLyme 6enku, obpasytoLme

nonepeyHble CBA3N

IMcmoTpss Ha TO 4YTO OGHOB/IEHWE BHEK/ETOYHOIO MaTpuKca
iipiHH XoguT Mef/ieHHee, YeM KNeTOK, M3BECTHO HECKONbKO 3abone-
....... Mp1 KOTOPbIX HECMOCOOHOCTb K PacLUeneHnto KOMMOHEH-
"'|. BHEKNETOYHOIO MaTpMKCa BeyeT 3a coboi psag npobnem. Ha-
'W'TIMIP, NpY 0cTeoneTpose (YTOMLLEHNN KOCTU 3a CHET YBeNUYeHUs
....... KOMMNAaKTHOrO BELLECTBA) OCTEOKNACTh! He CNOCOBHbI K pe3op6-
..... XpSLLEBOro LabnoHa passuBaroLlelica Koctu. [py 3TOM He
....... VM.....TEeN NPOCTPaHCTBAa 15 KOCTHOro MOo3ra, Y4To B UTOre npu-

mye K TKenoi aHemun. CyluecTBYeT TakKe HECKONbKO BapuaH-
ol 0,(pyLeHHoOro 61ocMHTe3a KosnareHa, UMELMX KIMHUYECKoe
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BbipaXKeHue. Tpy HeCOBEPLUEHHOM OCTEOreHe3e HapylueHue (yHK-
Lyn reHa KosiareHa | Tuna conpoBOXKAAeTCs NaTo/10ryeckoi 10M-
KOCTbIO KOCTE C MOBTOPHLIMW WM MHOXECTBEHHbIMU MepesioMamMu
(cm. rnasy 24). Mpu unHre oTcyTcTBMe BUTaMmHa C npensTcTByeT
TMAPOKCUIMPOBAHWIO OCTAaTKOB MPOSIMHA B KOJMareHe, a BCieq 3a
3TUM YTpayMBaeTCsi CMOCOOGHOCTbL KONMAareHOBbIX BOMOKOH K nepe-
KPeCTHOMY CBA3blBaHUIO. KpoMe TOro, CHWXXeHWe CMocoBHOCTU K
TakOMY CBSI3bIBaHMIO Y KO/IIareHa 1 371acTuHa IeXXUT B OCHOBE MHO-
rMX BO3PACTHbLIX U3MEHEHUI KOXMW, TOUHee ee AepMbl. HapylueHus,
Kacarolmecs CTPOEHUS W COAepXKaHWs NpPOTEeOr/IMKaHoB, 06Hapy-
XKEeHbI B XpsiLle MPU 4ereHepaTUBHbLIX MOPaXEHWSX CyCTaBOB U Mpu
0CTeOapTpuTE.

3. Moriekysibl KNeTOYHOI agresun. B 6uonorun 1 natobuonorum
TKaHeil B@KHYI0 PO/ib MrparT He TONMbKO CreLuaim3MpoBaHHble
BUbl COEAVHEHMWI KNETOK, 0 KOTOPbIX LA PeYb, HO U HEMOCTOSH-
Hble, NOAYac CKOPOTeYHble B3aUMOLENCTBMA MeXay KieTkamu, a
TaKKe MeXay KNeTkamu u MaTpykcom. lepeqncnum psij BaHeid-
LUMX U3 HUX: B3aNMOAENCTBIUS /IENKOLMTOB 11 TDOMOOLIMTOB C 3HA0-
TeNnem Mpy BOCNaneHum, B3auMOLECTBUS MeXIY PasNUyHbIMU TU-
namy KNeTok npyv UMMYHHOM OTBeTe, afresus (NpuKpeneHune) nei-
KOLUMTOB K MUKpoGaM Ans MmocnefytoLlero mx garoumntosa (rnorno-
LeHns), BPeMEHHOe MPUKPENeHNe KIETOK K MaTpuKcy And ux
nepeaBUKeHUs, NS BOCCTAHOBMTE/bHbBIX MPOLIECCOB UK ANS UHBA-
3MN. YMOMAHEM Takke O B3auMOAENCTBMW MEXy OfVNHAKOBbIMM
KeTKaMn B TakUX CMeuuasiM3MpoBaHHbIX TKaHAX, Kak 3anuTenuii,
HepBHast TKaHb ¥ Ap.

CyluecTByeT ABe [NaBHble KOHLeMuMKU, 06bACHAIOLWME KETOY-
HY0 afresnio. ®PU3NKO-XMMMHECKas KOHLIENLWA Npeanosaraet, HTo
CWMbl 3M1EKTPOCTATUYECKOrO OTTa/IKMBaHUSA, AEACTBYIOLLME MEXIy
OTpULATENIBHO 3apSHKEHHBIMU KNETKaMK, YPaBHOBELLMBAKOTCSA 3/1eK-
TPOAMHAMWUYECKMMUN CUNAMU NPUTHKEHWSA, AEACTBYIOLMMU MeXLY
(hocponmnuaamy nnasmosnemMmbl. Bce KNETKM HECyT Ha cBoeil Mo-
BEPXHOCTM OTPULLATE/bHbIV 3MEKTPUYECKUA 3apsf, 06YCOBNEHHbIN
KapbOKCU/IbHOW TFpynmnoi TePMUHAMbHLIX OCTaTKOB CMaN0OBOA KuC-
NOTbl Ha FIMKONPOTEMHaX nasmonemMmsbl. [axe npu Hecneunpu-
YeCcKO Mpupofe 3TOro MexaHu3ma 06ecneynBaloTCs KOMYeCTBEH-
Hble pasnuma B agresun. Ecnu npuikpenneHue CXOAHbIX KIETOK
JPYT K Apyry CU/bHEe, YeM Y HECXOAHBIX, TO CMELLaHHas K/IeTO4Hast
nonynAunsa NOCTeNeHHO PacCopTUPYeTCs MO TEPPUTOPUAM, MEPBO
Haya/IbHO 3aHATLIM CXOAHbIMWN KNETKaMU.

[pyraa KOHUENUWA roBopuT 0 TOM, YTO B MPOLIECC_K/IETOYHOIA
afre3vy BOB/EYEHb! TUTAHAHO-PELENTOPHbIE B3aMMOAENCTBUS, OM-
pegensowme ux crneymtnyHoCcTb U MHOroobpasne yHKUWA. Mo-
NeKynbl, Y4acTBYIOLLME B TaKOM MpoLiecce, Ha3bIBAOT MOMeKynamu
kneTouHoii agresun (cellular adhesion molecules —CAMs). OpfHako
3TO Has3BaHWe HETOYHOE, TaK KaK 3TV MOMEKy/bl MOryT COAEMCTBO
BaTb U jpYrvm opyHKu,mM HanpumMep TpaHCMeMOPaHHON CUTHasb-
HOW nepefave. 13BeCTHO Heckonbko rpynn CAMs (Tabn. 2.4). Mpu
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............ . Wwbnmua, pasymeetcs, He MoJfiHa, MOCKOJ/IbKY BCe Bpems
.......... nittoresi HOBbIe MOJIEKY/IbI 11 ONONHUTENbHbIE (yHKLMN. Ce-
. (M1bl agresnBHble MONEKY/bl, NEKTUHONOAO6HLIV AOMEH KO-
| |" 1> n(k*cnounBaeT aare3anto NEMKOUMUTOB K 3HAOTENNA/IbHBIM
* UH 1Y OHM WrpatoT BaXHYHO pOSib B OCTPbIX BOCMA/IMTENBHBIX pe-
Huwm un Il Koarynsumm, COLEACTBYA afre3dn NemkouuToB Wim
Yoo e K aHpoTenuio (cMm. rnasbl 3 U 4). NHTerpuHbl — ce-
w/ M NYepOANMEPHBLIX TPAHCMEMOPAHHBLIX [IMKOMPOTENHOB,
* mi Wy lii KOTOpbIX COCTOST M3 KOBA@IEHTHO CBA3aHHbLIX a- W (3
b popmupytowmx TpaHcMeMbpaHHble peuenTopsl. CyllecTByeT
....... OCHOBAHHbIX Ha pa3inumax B ux (3-Lensx noaceMeicTs
.......... punon DYHKUMA KaXKAOr0 WHTErpvHA ONpefensercs ero
........... m MHON B CBOEM pofe a-Lenbto. PeuenTopbl cemeiictBa p(
| \) lii.iiiii BNnepBble onucaHbl Kak aHTUreHbl, MOSIBNAOLLMECS Ha
............ IPALUMHHBIX IMMQoLMTaxX Yepe3 HECKO/bKO Hefenb (very late
M.OJ.in) OHW pearmpytoT C GeflkaMu BHEK/IETOYHOr0 MaTpuKca K
.......... arfesvto KNetok, BbINO/HAA BaXHYH posib B nepe-
M. MHA KWUCTOK BO BpeMsi 3MOPUOreHe3a WAM Npu 3aKuBIEHUU
0 ' . urlA o p2nHTerpuHoB (NelikoLMTapHble MHTErPUHbI) yya-
*'Mo | 1 NpUKpenneHnn NeiKoLUTOB K SHAOTENMANbHbIM K/IETKaM
*H/IMMYHHbIX npoteccax (CM. rnasy 4). Kcrnpeccus 0fHOro n3 ux
...... M MONeKynbl MexknetouHoi agream-1 (ICAM-1, inter-
7/ - nlllesion molecule) — nepecTtaeT 6bITb yNpaBAseMOl Npu
.......... I'i.ik BMZax OCTPOro 1 XpOHWUYeCKOro BocnajaeHus, passusato-
N 1, VW pPUMEp, NPU BUPYCHLIX MHEKLMAX, OTTOPXKEHWUMN NOYey-
W hi MEYEHOYHOro anoTpaHcniaHTaTa (FOMOTPaHCMNIaHTaTa,
, 1. |Ka Ikunn nn6o uenoro opraHa oT 0cobu TOro >ke BWAA,
............ lin nepecagkun). CemeiicTBa MHTErpnHOB p3 (UMTOAAre3n-
P, - YUHHbI C TpyNMoi (3 1 BKAHOYAIOT peLenTopbl K (hMOpUHo-
LUNPOHCKTUHY, TpOM600I‘IO§VIHy W psgy Opyrvx NnuraHgos.
| . |.ubl. BKIOYaKOWMe B CeBA MHOrO CEMEMCTB, ABNAOTCA
............. . MMbIMU MOJIEKY/TaMK, BaXKHLIMU /151 B3aMMOLENCTBUIA
« . YMHHbIMM KNIETKaMW B OYEHb MHOIMX TKaHAX W OpraHusa-
....... . uunlockeneta. CynepceMeincTso WMMYHOrN06yIMHOBOIO
B/ WINHC| peuenTopbl, KOTOPbIE pearnpyroT ¢ aHTureHammn (Ha-
n. ¢ 1K IcTouHblin peuentop numdountoB — TCR), 1 nurax-
I- nupytowme ¢ numgountapHbeimn  (ICAM-1, 1CAM-2,
. \M | oM Inasy 5) unn romogpuibHBIMA (MMEIOLLMMIU TaKYHO XKe
. I5iy»peuentopammn cocefHNX KNeTOK.
n .. | nl pasHoo6pasHbIe CTUMY/bl MOMEKY/bI aaresun npe-
............. I"NnyecTBeHHbIE N Ka4yeCTBEHHble KM3MeHeHud. bonee
W M' >INeHHbIA CMHTE3 CXOAHBIX MOMEKYN WM MCMONb30Ba-
NH(UYECKUX MOHOK/IOHANbHBIX aHTUTEN K 3TUM MOJeKyam
»  WiN11B K IMHNYECKOE 3HAYeHWe NpY BO3MOXHOCTU BAWUSHUA
H,| iHieiii.lioe v wMMMyHooMoCcpeAoOBaHHOE MOBPEXAeHNE
IMI11(*¥ .
.......... M afire3aum B3auMO/ECTBYHOT TONLKO C MOBEPXHOCTbIO,
....... HC COOTBETCTBYHOLLMIA NuraHg. Mepef aroynuToM, B3au-
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Ta6nuya 2.4. Monekynbl KneTodHoi agresun (CAMs)

CemeiicTBO

1]
CeneKTuHbI

INHTerpuHbl

KaarepuHbl

Cynepce-

MelicTBO re-
Ha UMMYHO-
rnobynvHoB

48

Broxumunyeckas
npvpoza

TpaHcMeM6GpaHHble
rNIMKOMNPOTCUHbI,
YrNeBoAHbIE NNTraHbl

[cTepoagumcpbl  alp;
pasHble nuraugpl,
BK/IlOYaloLne nocre-
posatenbHocTM RGD
(apruHuH-acnapTart-

rnnuumH), LDV (neit-
LUMH-acnapTaT-BasauH)
KanbuuiizaBucumas

afresuns

TpaHcMem6bpaHHble
rIMKONPOTENHBbI;
KasbLunii3aBUCUMas
ajresns; 06bIYHO 04-
HoHanpas/eHHoe
CBsi3blBaHue

[ IMKONPOTENHbI

C UMMYHOT06Y/IMHO-
nofjo6HbIMK  JOMeHa-
MW;  KanbuuiiHe3aBu-
cuMmasi ajresus; rau-
KOMPOTEUH C OfHOHa-
npaB/feHHbIM U pas-
HOHanpaBeHHbIM
CBsi3blBaHMEM

Bubl mMonekyn

Monekyna  agresuu
aHpoTenus (ELAM-1)

Monekyna  agresun
nelikounToB (LAM-1)
Benkn Hapy>HbIX
MembpaH rpaHyn, 3a-
BMCVMble OT aKTuBa-
uum Tpom6oumnToB
(PADGEM), nnu
6enok-140 memb6paH
rpaHyn (GMP-140)

CeMmeiicTBO pL, Mone-
KyNbl OYeHb MO3fHeN
akTuBauum (VLA1-6)

CemeiictBo P2 mone-
Kyna-1, cBsizaHHas c
thyHKLUMel nelikonn-
T0B (LFA-1)

MAC-1

p150, 95

CemeiictBo P3; VNR;
rIMKONPOTENH TPOM-
6oumTOB

CemeiicTBo P4
E-kagrepuH

N -KagrepuH
P-kagrepuH

JecmoKoNAnH

N-CAM
1CAM-1

VCAM-1

DYHKUMNA

MpukpennexHne

K 3HA0TeNnto

HE ATPOM U/bHBIX
neiKouMTOB
PacceneHve num- |
touunTtoB
MpukpenneHne
NeiKoLNTOB K 3H-
foTenviec

LLlecTb monekyn,
NUraHabl KOTopbIxX
BK/IIOYAlOT Kona-
reH, QubpoHek-
TAH W NaMUHWH
Pearupyet ¢ mone-
Kynamu  Mexkre-
TOYHO  aaresvm
ICAM-1 un -2
PeuenTopbl Komn-
NeMeHTa

C3bl

Peuentap BuUTpO-
HeKTUHa; akTop
NpuUKpeneHnsa
TpoM60oLMTOB
KoMmMoHeHT Kne-
TOYHOW afre3uun n
remufee Moco Max

Agresusa anuTtenu-
aNbHbIX, HeBpalb-
HbIX U nnaueHTap-
NbIX KNeToK
KoMnoHeHT pec-
MOCOM

Monekyna agresuun
HEPBHbIX KNeTOK
NeikounTapHo-
3HAOTENNaNbHOE
B3auUMogencTBue
¢ LFA-1
NelikoynTapHo-
3HAO0TeNnanbLHoe
B3aMMogeincTeme j
¢ P|-uHTerpuHom
(VLA-4)



MOZENCTBYIOLLMM C YY>KEPOAHBLIMU MOBEPXHOCTAMMU, A0 CUX NOP He
BCTPEYaBLUMMUCSA, CTOUT 3afadva NPEeofoNeTb 3TU  NOBEPXHOCTU
MyTeM WX MOKPbITUSA aHTUTEIOM UMM KOMMOHEHTaMW KOMIJIEMEHTa,
OMNcoHU3aLum éOI'ICOHI/IHbI —MnasMeHHble GefikK, KOTOopble, MOKPbI-
Bas KaKyl-11bo uvacTuuy, obnervatoT ee aroymTos). Kpome Toro,
BaXKHbIM SBNISIETCSH Pacno3HaBaHWe HEKOTOPbIX OOLLMX KAYeCcTB Y yy-
YKepOoAHbIX NoBepxHocTeld. CyLecTBYET COOTBETCTBUE MeXay rMapo-
(hoBHOCTLIO MOBEPXHOCTM (HECMOCOGHOCTb CMauMBaTbCA MM pac-
TBOPATLCSA B BOE) KaKOW-IMBO YacTuLbl U TOW NIErKOCTbIO, C KOTO-
poil aTa yacTuua arounTupyetcs. B cBA3M C 3TUM OTMETUM, YTO
GakTepun, naTtoreHHble ANs YefioBeka, MMEKT 06bIYHO BeCbMa rmg-
[tothmnbHbIE NOBEPXHOCTU (CBA3LIBAIOLLME BOAY).

4 HhopMaLMOHHBIA npoLecc. MeXKNeTouHble B3auMOAEeNcTBuUs
||>ebytoT XopoLlero MHHopMaLMoHHOro o6ecneveHuns, NP KOTOPOM
[O/DKEH NPoMCXo4nTb 06MeH pa3HOO6pa3HbIMU U MHOTOUUC/IEHHBI-
MW CUTHaNaMu, a MHGopMaLms JoMmKHa NPOXOAUTL Yepes nnasmo-
neMmbl. CyLIeCTBYIOT pas3fiMiHble MeXaHM3Mbl Nepejadv XuMuyec-
KWX CUrHaioB. lMpy Knaccu4eckom 3HLOKPUHHOM AeACTBUM Belle-
CLUO CEeKpeTUpyeTcs B KPOBOTOK M BO3AENCTBYET Ha KNETKU-MuLLIe-
HW, ydaneHHble or MecTa cekpeuuu. [Mpy nNapakpUHHOM CUrHasb-
Hom MpoLecce 0CBOOOXAAOTCA MecCeHKepbl (MONeKy bl-nepesat-
UMKK), KOTOpble AEACTBYIOT TO/bKO B HEMOCPEACTBEHHOM OKpYXe-
HUM MPOAYLMPYIOLLE KNETKU Ha cocefjHue, G/IM3KO PacrofiOXKEeH-
Hble KNeTKW. Takoi cnocob AeicTBMS BECbMa XapaKTepeH ansa and-
(hy3HON 3HOOKPUHHOW cucTembl (CM. rnasy 6). HakoHel, KneTku
MOTYT BblfeNATb BELLECTBa, KOTOPble CBA3LIBAOTCA C peLenTopamu
VB TMOBEPXHOCTY CamoOil MNPOAYLMPYIOLLEA KNETKM W U3MEHSIOT
(OYHKUMIO KNETKU — ayTOKPUHHAA CTUMYNAaUMs. MHorme cuctembl
(WAOKPUHHAS, UMMYHHAs W LeHTpanbHas HepBHas) WUCNOSb3yHoT
He TO/IbKO CXOAHbIE MeXaHW3Mbl AN Nepefaqn CUrHanos, HO Y O4HU
H K- %€ MecCceH[Kepbl. M03TOMY OAHA W Ta e MOSIEKyNa MOXeT
BC» FHOBaTb Kak rOPMOH, HEMPOTPaHCMUTTEP WU LIUTOKUH B 3aBU-
* IMOEe TV OT TOrO, rZe OHa MOLBEePrnach 0CBOOOXKAEHWNIO U NS KaKnX
»BETOK MULLEHEN npejHasHayeHa.

MexaHU3Mbl CUTHaNlbHOW TpaHcaykuuu (ne-
peHoC MHpopMaywmmn). T[MOCKONbKY YaCTb BeCbMa BaXKHbIX
<uw Minion HanpaBfeHa Ha POCT K/IETOK (1M60 npu O6HOBNEHUMW,
WOO MpU NaToNOrMYECKNX COCTOSHUAX), TO MeXaHU3Mbl CUTHaSIb-
m/A UHCAYKUMKM Mbl NOApOoOHee paccmaTpuBaeM B rnase 6. OfHa-
M MHOXECTBO CUTHAJNIOB CMYXXWT U APYrUM LieNisiM, a NoToMY 3acny-
« fiiiiici kpaB KOro o6¢cy>aeHnsi. BOMbLIMHCTBO CUTHA/IbHBIX MONEKYN
....NIP.M TOPUMO, 1 HEMHOTUE M3 HUX BECNPENATCTBEHHO Mepeceka-
M IMMIPOIOBHBI LeHTP niasMosieMMbl. [103TOMY OHW pearnpyroT ¢
............. Ha K/1ETOYHOIM NOBEPXHOCTMW. PeLienTopaMu s Takmx
*hi inoihiiMX mMonekyn SIBAAKTCA UHTerpasibHble (BCTPOEHHbIE) MeM-
OpaHHble MpoTeuHbl. Takum 06pa3oMm, cama CUrHalbHas MoJekyna
m........ MPOHUKAET B LUTOMMA3MY, OHAKO OHA BbI3bIBAET (OPMMU-
.......... N BTOPUYHBLIX MECCEHKEPOB (MOJIEKYNbI-MEpefaTimKn cur-
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Hafa BHYTpU uUuTOnNasMbl). Mpu peanusaumm CUrHabLHOW TpaHc-
OYKUMN [O/MKHBI YYUTBLIBATLCS CEeLytoLme YCioBus: HeobXxoamnmo,
YTOObI CUCTEMA OOHAPYXXEHUA Oblna JOCTATOYHO YYBCTBUTENbHOW ©
ynaenuBana Obl CUrHa/IbHbIE MOMEKY/bl; MOCKO/bKY KOHLEHTpaLms
NUraHgHbIX MOMeKyn ObIBAaeT HeBe/MKa, TO TpebyeTcs ee yBenuuye-
Hue; OblBaeT HEOOXOAMMO 00bEAMHATL (PYHKLMOHaIbHbIE BO3MOXX-
HOCTW HECKOJIbKMX PeLLenTopoB, a A1 akTMBaLuuUK pasHbiX addek-
TOpoB (MONEKy”n, 06ecneunBatoLLIUX KOHTPONb Haf U3MEHEHWEM U
CUHTe30M 6efika, B 4aCTHOCTU Ha MaTpuyHoit PHK, T.e. MPHK) uc-
N0/Mb30BaTh 00 bEANHEHHBIV CUTHAM; ecin CUTHAN UCMOb3yeTCs Mo-
BTOPHO, OH AO/DKEH HOCWTb BPEMEHHLIA XapaKTep; YT0Obl cucTeMa
npoBoAmMia Bce pazHoobpasvie MHOTMOYUCNEHHbIX CUTHAN0B, HyXHa
ee afianTaunsa K HUM.

CurHanbHble MONeKy/bl NepecekaroT MaasMoneMMy Mo OfHOMY
13 CNegyroLwymX nyTeid: NyTeM NPAMOro nepeMeLleHns vepes Hee (Tak
NPOXOAAT CTEPOUAHbIE U TUPEOUHbIE TOPMOHBI); C MOMOLLbIO 13Me-
HEHUA NOHHBIX KaHaoB (Hanpumep, B 30He HEPBHO-MbILLEYHbIX CO-
eMHEHNIA); MyTeM CBA3bIBAHWUS CUTHAIbHON MOJEKyNbl CO Creum-
(DMUECKUMU peLenTopamu, YTO BbI3bIBAET CTPYKTYPHbIE U3MEHEHUS
M 3anycK Lenoro psfa BHYTPUALEPHbLIX MPOLECCOB MO aKTUBaLUu
CUHTE3a BHYTPUKNETOUHbIX GE/IKOB (CM. rnasy 6).

Mepepavya CUTHANOB Yepe3 BHYTPUKNETOM-
Hble peuenTopbl (cxema 2.3, kBagpaT 1). YKasaHHble peLen-
TOpbl BXOAAT B CYNepCeMeincTBO peLenTopoB K/IETOYHOro sigpa v
BK/IHOHAIOT PEeLenTopbl CTEPOUAHBIX U TUPEOUIHbIX TOPMOHOB, BUTa-
MWHa D v peTnHON0BOM KMCNOTbl. OHW NPeACTaBnstoT coboli nonm-
nenTuabl, cocrtosdwme npumMepHo nM3 800 aMMHOKUCIOT, U UMEKOT
TPU (OYHKLMOHA/IbHbIX JOMEHA: Kapb6OKCUIbHO-TEPMUHA/LHBIA rop-
MOHOCBSA3YIOLMIA AOMEH; BHYTPEHHUA [OMEH, CBSA3bIBAOWMIACA C
AHK; aMnHO-TepMUHaNbHLIA AOMEH, aKTUBUPYIOLWMUA WA TOPMO-
3ALMIA TPAHCKPUMLUMIO TeHOB. HekoTopble peLenTopbl B HEaKTWB-
HOM COCTOSIHUW HaxofdTCs B LUTO30/1€, B TO BPEMA Kak Apyrve —B
anpe (cm. cxemy 2.3). MpegnonaraeTcs, 4To, Oydyyun B HEAaKTUBHOM
COCTOSIHUM, JOMEH, cBA3biBatowmiica ¢ AHK, obpasyeT Kommnnekc ¢
WNHIMOUTOPHLIM 6enkoM. CBA3blBaHWE C TOPMOHOM BbI3bIBAeT OT/e-
NeHuWe peLenTopa OT UHIMBUTOPHOIO NpoTenHa. B pesynbTaTe 3TOr0
peLenTop nNpuobpeTaeT MOBbILEHHOE CPOACTBO K OMNpefeseHHbIM
nocnepoBatensHocTaM [HK, KoTopble HauMHalOT paboTaTb KakK 3H-
XaHcepbl, T.e. CTUMY/IMPOBaTb TPAHCKPUMLUIO HECKONbKUX cocef-
HWX reHoB. [MpoAyKTbl 3TUX TFEHOB MOrYT aKTMBMPOBaTb Apyrue
reHbl, YCUMBas Takum 06pa3om feiicTBre ropmMoHa. OfuH 1 TOT e
PeLenTop B PasHblX KNeTKax-MULLEHSAX aKTUBUPYET pasfinyHble Ha-
60pbl reHOB, MOCKO/MbKY ANS TPAHCKPUMNLUKUW CNEeLUpUYECKUX reHOB
HY>XHbI 1 gpyrue ceasbiBatowmecs ¢ AHK 6enku, Kotopble B pasHbIX
KNETKax pasnyHbl.

PeLienTopbl, CBAi3aHHble C KaHanamu. NS ynpasfieHWs perynu-
PYEMbIMW MeAMaTOPaMM WMOHHBLIMW KaHanaMu, Y4acTBYHOLMMK B
OCHOBHOM B ObICTPO/ CUHANTUYECKON nepefjaye CUrHAIOB MeXay
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Cxema 2.3. YeTblpe pacnpocTpaHeHHbIX MEXaHN3Ma CUTHANbHOW TpaHCcAyKLUMM

O603HauveHunn: J1- nuraHa. Peu - peuentop, G- G- 6enok, 3- 3hhEKTOPHbIN hepmMeHT

LEKTPUYECKN BO30OYAUMbIMU KNETKaMu, WUCMONb3YHOTCA Helpome-
TATOPbl. CBA3bIBaHWE C NIMraHLOM MPUBOAUT K OTKPLITUIO WUKN 3a-
KPbITUKO 0COB0r0 MOHHOFO KaHana (CM. cxemy 2.3, KBagpar 2), W3-
MEHSHOLLEro MPOHNL,AEMOCTb NAa3MONIeEMMbI A8 KaKoro-1mbo MoHa,
Hanpumep Hatpus.

Katanutnyeckue peuentopbl (KaTanim3 — YCKOpPeHWe B6UOXnmun-
YECKOW peakuuy B NPUCYTCTBMAM KaTanm3aTopa, 00bl4HO (PEPMEHTA)
HPU aKTWBaLWMW NNFaHLOM HauMHalOT paboTaTb Kak (PEepMEHTHI.
1 [LINMHCTBO WM3BECTHbLIX KaTa/IMTUYECKUX PeLenTopoB — TpaHC-
MrM(>paHHble Ge/Ku, LIMTONNa3MaTUYecKuil JOMEH KOTOpbIX 06/a-
/bIl1 LIPO3NHKMHA3HOM aKTUBHOCTLIO. AKTMBaLUA TUPO3MHKUHA3bI
11MPOIMH —aMUHOKUCNOTa, YYacTBYHOLLAsA B CUHTE3e O4YeHb MHOMMUX
|« 1kI> KMHa3bl — (PepMeHTbI, KaTann3vpyroLye NepeHoc KoHLie-
..... thocthatHoit rpynnbl ¢ AT n apyrux HykneosnatTpudochaTos
M3 |M LWMHHbIE TPYNMbl Apyrmx BewecTs). OBbIYHLIM MEXaHW3MOM,
H>MEeHSIOWMM aKTUBHOCTb 0Oenka, ABNseTca (ochopuanpoBaHue,

npucoeamnHeHne 0CTaTKOB (hOCHOPHbIX KWCAOT B MNpouecce
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OKMUCNeHWs nnn cuHTesa. CyllecTBYeT fBa Tvna TUPO3UHKMHA3.
OauH 13 HMX hocopmampyeT ocTaTKM TUPO3NHA, APYroil — ocTar-
KW CepuHa Ny TpeoHUHa (aMUHOKMCNOT, BXOASALLMX B COCTaB MHO-
rmx 6enKoB). MHOXECTBO KaTa/IMTUYECKMX PELEenTOpOoB ABMAIOTCA
TUPO3UHKMHA3aMWN, aKTUBUPOBAHHLIMU C MOMOLLLIO JIMFaHJO0B.
K HUM OTHOCATCA peLenTopbl AN1s anuAepMasbHOro gakropa pocra
(9®PP) n TpombounTapHoro taktopa pocta (TudP). Moatomy cTy-
MeHb, KOHTPONMPYeMas TMPO3MHKMHA30/, OYeHb BaXKHa B MpoLecce
KNeTo4Hoi nponudepaum. Kpome Toro, HeCKO/IbKO MPOU3BOAHbIX
OHKOreHoB, Hanpumep erbB, sis (aKTUBHbIE KIETOUHbIE TeHbl, 06ec-
neyvBatoLLye OMyXoneBytd TPaHCHOPMALMIO KNETKM), Takke AB/fA-
0TCA TUPO3UHKMHA3aMK. AMNangukaumns (obpasoBaHue JOMOSHM-
Te/lbHbIX KOMWIA, YBEAWYEHWE KONYECTBA) CUrHANbHbIX MOMEKYN
00YyC/I0B/IeHa aKTMBaLMeld TMPO3NHKUHA3LI (CM. cxemy 2.3, KBagpaTt
3), KOoTOpas MOXeT (POCHOpPUINPOBaTbL MHOXECTBO Pa3/IMYHbIX 6en-
KOB, 00pasys (epMeHTHbIA Kackad. docdarasbl, OTLIENAAOLLNE
thocaTHble rpynnbl OT 6e/1ka U TeM CaMbIM YMEHbLLAIOLLME €ro aK-
TUBHOCTb, 0OECMeYNBa0T BPEMEHHLIN XapakTep CUrHana. BapuaHTbl
JeicTBUA hochaTas Maoxo U3y4yeHbl, HO MX OOMbLUOE 3HAYEHME HE
NofBepraeTcsi COMHEHMIO.

PevenTopbl, cBA3aHHble ¢ G-6enKoM, OMOCPeL0BaHHO aKTUBMPY-
tOT WK MHTUOMPYIOT ONpeaeneHHble HEPMEHTbLI UM MOHHbIE KaHa-
Nbl, CBfA3aHHble C LMTOMIa3MaTUYeCcKol MemOpaHOoi MOoCpesCcTBOM
ryaHo3MHTpUQochaTcBaA3yloLLero perynstopHoro G-6enka  (cM.
cxemy 2.3, kBagpat 4). [yaHosuHTpudochar (FTP) — 6oratoe
3Heprveil coefjuHeHNe, y4yacTByloWwee B GUocnHTe3e Oenka B KeT-
Kax. PeuenTopsbl, cBsizaHHble ¢ G-6e/IKOM, 3anycKatoT Lenb npoLec-
COB, W3MEHANLMX KOHLEHTPaLu0 OLHOW WM HECKONbKUX CUT-
Ha/IbHbIX MOJIEKY/T — MECCEH/KEPOB — LIMK/INYECKOT O afleHO3MHMO-
Hothochata (LAM®P) n Ca2+ isMeHeHMe KOHLEHTPaUnUn 3Tux Mec-
CEHXEPOB BefeT K M3MEHEHWI0 aKTUBHOCTU W ApYruxX KNeTOYHbIX
6enkoB. 3BeCTHO [Ba rNaBHbIX MyTW Mepefayn CUrHanoB, CBSA3aH-
HbIX ¢ G-6enkomM: nyTb LAM® un nyTb Ca2+u dochaTngnanHosnTo-
na (cxema 2.4).

MyTb LAM®. Linknnyecknii ageHo3nHMoHodochaTt obpasyeTcs
n3 AT® ¢ nomoLlbto hepMeHTa afeHunaTuMKnasbl, N0Kann30BaH-
HOro B nnasmonemme. [1oBbllWeHHbIE YpOBHU LAM® npuBOoAAT K
aKkTuBaumn LAM®D-3aBUCMMOI NPOTEMHKMHA3bI, KOTOpas 3anycka-
eT Uenblii pag peakumin hocthopunmpoBaHus. [ns aktmBaumu age-
HUNaTUMKNa3bl HeobxoauM MemOpaHHbIA  G-6enoK. TMoCKObKY
3TOT 610K y4acTBYeT B aKTUBaLUWUW (PEPMEHTa, OH MOAYy4Mn Ha3Ba-
Hue cTumynsTopHoro G-6enka (Gs). Mogo6HO BCeM reTepoTpuMep-
HbIM G-6en1Kam OH BK/OYaeT B ce6s TpU CyObeAuHULbI: a, p 1 Y.
CybbveamHuua a cogepxut I'Tdasy, KoTopas Ha CTafum MHaKTWBa-
un rugponusyet I'T® fo ryaHosuHamngocpara (I, %d)). Cybbeaun-
HULBI P 1Y QOPMUPYIOT KOMIJIEKC, 3aKPENNAIOLLMIA OeOK Ha BHYT-
PEHHel CTOPOHE MiasmoneMMbl. AKTVBaLMS peLenTopa NpuBOAUT K
3ameHe cBA3uM ¢ AP Ha cBa3b ¢ TP, 4TO BbI3bIBAET OTAENEHUE
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Cxema 2.4. [Ba OCHOBHbIX MyTV 06pa30BaHNsi BHYTPUKIETOUHBIX NOCPESHUKOB
¢ nomoLLbio G-6esKoB

O603HauvyeHunsn: IMC- aHgonnasmaTuyeckas ceTb; ULAM® - LUKNMYECKWIA afleHO3NHMOHOhOoChaT

cyobeamHuMLbl a oT Komnnekca Gs OTgeneHHas oT cy6beamHuL, Bu
y a-cyobeanHuLa CBA3bIBAETCA C afeHWUNaTUMKNa30M, TeM caMblM
aKT1BUpPYA qJepmeHT B pe3y/ibTare Yero CUHTEe3NPYeTCs MHOXECTBO
monekyn LAM®

YT0o6bI 6bICTp0 pearnpoBaTb Ha COOTBETCTBYIOLLME TKAHEBbLIE 3a-
Npocbl, ypoBeHb aKTUBHOIO LAM® fo/mkeH 0becneynBaTh BbICTpble
M3MEHEHMNs, YTO LOCTUraeTcsd C NMOMOLLLI0 Tpex MexaHu3mMoB. Bo-
NrpHbIX, BblpaboTka LAM® MOXET MpOA0/MKaTbCAa TOMbKO A0 Tex
rop, MokKa KOMMJIEKCbl PeLenToOpoB C MECCEHpKepamy COXPaHAOTCA
M1 MOBEPXHOCTM KNETOK. BMeCTe ¢ Tem Takue KOMM/IEKChbl BbICTPO
YAANSOTCA NPU 9HAOLMTO3E WM HapyLIeHWUAX B3aMmocessein. Bo-
LIOPbIX, aKTUBMPOBaHHbIN Gs-6e/10K NHAKTMBUPYETCS Mpy Npespa-
UK HUM TP B I'AD ¢ NOMOLLbIO 3HAOrEHHON aKTUBHOCTU 'Tdasbl
a cyoveauHuue a. 3aTeM 3Ta cybbeauHMLA CHOBA 06beAUHAETCA CO

. MOVIMI aHanoramn p vy s (POpMMpPOBaHNS HEAKTUBHOIO reTepo-
qwlmepa B-TpeTbux, LAM® ObICTPO rMaponM3yeTcs Noj BO3AenCT-
HHIM (hochogmacTepas.

Hanpumep, npu xonepe sHTEPOTOKCUH B0O36yAuTens Vibrio cho-
iiiac, npepoTBpallas rugponus T, obecrneymBaeT YCTONUMBYHO
xunaumo 6enka Gs B aNUTENMaNbHBIX KNeTkax KuleyHuka. Bbl-
omil1 ypoBeHb LAM® CcTaHOBUTCA MPUYMHON U3OLITOYHOIO Bbife-
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NeHWs BOLbl U 3N1eKTPONIUTOB B NPOCBET KULLKK, 0OBACHAIOLLErO Ha-
NNYMe HEKYNUPYeMON Auapen.

HekoTopble peLenTopHO-NUraHaHbIe B3aMMOAENCTBUS TOPMO3AT
aKTUBHOCTb  afieHuNnaTuMKNasbl  NOCPeACTBOM — MHIMOGUTOPHOIO
G-6enka (G;), y koToporo oTauMyaetcs cybbveamHuua a (a,), HO
CyObeaMHULLLI P U Y UMEIOT TO XKe CTPOeHMe, 4To 1Yy 6enka Gs OauH
13 TOKCUHOB BO30yauTens Koknowa Bordetella pertussis, Bbi3biBato-
WA NPUCTYNbI CYAOPOXKHOTO Kawwinis, MOAU(UUMpYeT a-cy6beau-
HuLy Gj-6enka, NpensaTCcTBYs ero B3auMOLEWCTBUIO C peLenTopamu.
B pesynbTate npy akTMBaLMW peLenTopa akTUBHOCTb ero He UHru-
oupyetcs. [MoBbllleHWe ypoBHA UAM® nopaBnseT MMMYHHBIA
OTBET, CNOCO6GCTBYA TEM CaMblM BbDKMBAEMOCTM BO3BYAMTENS.
Kpome TOro, 0fHOBpeMeHHO CO34alTcs BO3MOXHOCTW A1 pa3Bu-
TUS BTOPUYHBLIX MH(EKLMIA, BbI3bIBAIOLMX CEPbe3HbIE OCM0XHEHUS
y 60NbHbIX AETEiA.

MoMMMO afeHUNaTuMKIasbl, HekoTopble G-6enKy MOryT akTu-
BMpoBaTh poconmnasy C U CBA3bIBATb aKTUBALMIO peLenTopa ¢ 13-
MeHeHVeM KOHLeHTpauumn Caz+

MyTb Kanbumsa n ocgatugnnmHosmTona. KoHLUeHTpaumsa CBO-
60fHbIX MOHOB BHYTPUKNETOYUHOro CaZ+ o4eHb HW3Ka, TOrja Kak
KoHUeHTpauuy Ca B0 BHEK/IETOUHOM NPOCTPAHCTBE U B CreLmalb-
HOM BHYTPUK/IETOYHOM HaKOMUTE/IbHOM KOMMapTMEHTE JOCTAaTOYHO
BblCOKa. bosbllas 4acTb BHYTPUKNETOUHOIO KasbLus HaxoAuTCs B
HEMOHHOI (hopMe M M30/IMPOBaHa B Pas/IMYHLIX OpraHennax wim
obbeMHEHa B (DOCHAT KaNbLMs WK XKe CBsi3aHa Ka/lbLACBA3YIO-
Wymmn 6enkamun. B cBA3M € 3TUM 06pasyroLmiics BbICOKUA TpagueHT
Ca2+ cTpeMnTCH «NpPOTa/IKUBaTLb» WX B LMUTO30/1b Yepe3 nniasmaTu-
YecKyto MembpaHy M Mem6paHbl HakONWUTeNbHbIX opraHenn. Ypes-
BblualiHO BbICOKasl KOHLUeHTpaumsa Ca2+ BO BCeld TO/LLe Nia3mosiem-
Mbl MOAJEPKMBAETCS SHEPTUEN, NOMyYaemoii B pe3ynbTare rMaponm-
3a AT®, 4yT06bl HarHeTaTb 3TU MOHbI NPOTUB FPaAMEHTA KaK M3 Ke-
TOK, Tak 1 B opraHenbl. OTKpbITMe Ca2+KaHanoB Mnof Ae/CTBUEM
Kakoro-nmbo curHana npueBoguT K notoky Ca2+ B LUTO30/b, 0-
Ka/IbHOMY MOBbILLIEHWIO X KOHLEHTpaUMW W aKTUBaLMW 4yBCTBU-
TeNbHbIX K HAM MexaHW3MoB. Mof06HbIN MexaHU3M XapakTepeH A/is
3NEKTPUYECKN YYBCTBUTENbHLIX HEPBHbLIX KNEeTOK. [enonspusauns
nnasmaTuyeckon membpaHbl B MOMEHT NpUXoAa NoTeHUMana gencr-
BMS BbI3blBAET OTKPbITUE NOTeHUMan3aBnucuMbIX Ca2+KaHanos, no-
rnoweHne Ca+ HepBHbIM OKOHYAHWEM W WHWULMWPYET CeKpeuuto
HeiipomegpaTopa.

Jpyron mexaHusM nepefayn curHasioB Ca2+ xapakTepeH ans
BCEX 3YKapUOTMYECKUX K/ETOK. CBA3bIBAHWE CUTHa/IbHOW MOJeEKy-
Nbl C K/ETOYHbIM peLenTopom BefeT K 0cBoboxaeHuto Ca2+ u3
BHYTPUK/IETOUHbIX XpaHUiuL,. OTKpbIiTMe CaZ+KaHa/ioB BO BHYTPU-
KNETOYHbIX MeM6C§)aHax CBS3aHO C AelCTBUEM I/IH03VITOI'I—1,4,5—Tg -
thoctata (1P3. OH obpasyeTcs B Nna3mMoneMme B pesy/ibTate Obl-
CTPOro ruaponusa uHosmTondochonunuaos. Hambonee BakHyO
po/b B Nepefdaye cUrHana urpatoT Asa PoctopuanpoBaHHbIX NPon3-
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Cxema 2.5. [lBa HanpaBfeHUsi UHO3UTONDOCHONUNULAHOTO NYTH

CurHansHas mosekyna

docchonHo3ua-cneyndmnyeckas
¢pocconunnasza C

AKTUBMPOBaHHbI

peuentop
OcBoboxaeHne Ca2+ docopunnpoBaHne
LMTO30Mb 13 BHYTPUK/IETOUHBIX KNEeTOUHbIX
neno 6enkos

O603HavYeHnna: ITd- ryaHnaHosuHTpudocdar, 1P3- nHosutonTpudocdar,
[AT -gnaunnrnnuyepon, P1P2- docchatugunéudocdar

HoaMbIX ochaTuannuHosmTona (Pl) — Pl-thocat (PIP) n P1-6u-
(IH>cipar (P1P2.

MpucoeanHeHne CUTHAIbHOM MOMEKY bl K MIa3MO/IeMMe aKTu-

HUpycT G-6enok (Gp), KOTOpbI/ B CBOKO QYepefb aKTUBMPYET (hoc-
onunasy C, a nocnegHas npespawtaet P1P2eaBa BTOPUYHBIX MeC-
cumxkepa — 1P3 n graumnrauuepon (OAI). 3gecs nyTu nepefaqu
.MTana pasfensaoTcs Ha ABa HanpasneHus (cxema 2.5).

IP, MOBbILLAET YPOBEHb BHYTPUKIETOUHOTO Caz+ nyTem CTUMY/S-
LMK ero 0CBOBOX/EHMA 13 pe3epBOB SHAOMNa3MaTNYecKol cetw. To-
[06HO LAM® ypoBeHb LMTO30/1bHOMO KanbLMs MOXET BbICTPO M3Me-
HAIMW. BbICTpOe NOCTynfieHne BHeKIeTOUHOro Caz+unm ocBoboxze-
HVE ero 13 BHYTPUK/IETOUHbIX Pe3ePBOB YPaBHOBELLNBAKOTCA NPOAYK-
,MHbIM HarHeTaHveM (HakauvMBaHVeM) KaslbLus U3 LMTO30/19 B Opra-
He Wbl U/ BO BHEKETOUHYIO XUAKOCTb. Ca2+aKTMBMPYET MHOMOYHnC-
NeHHble BHYTPUKNETOUHbIE (DEPMEHTLI NMyTeM MPAMOro WK HenpsmMo-
H1eBM/IbIBaHNS U aKTUBaLUM KasbLMACBA3YIOLWEro 6e/ka KaibMomy-
mu1 OfHON W3 BaXKHENLLMX PYHKLMIA KanbMOAYNNHA SBNSIETCA aK-
, MU.LLMM KasTbMOAYMH3aBUCUMON NMPOTENHKMHA3bI.

JAIT MoXeT pacnagatbCsi ganblle ¢ 06pasoBaHWEM apaxugoHo-
..... KMCNOTbI, HEOBXOAMMON NS CUHTe3a nNpocTarnaHAvHOB W Apy-
.M4 MeaMaTopoB NUNUAHOW NpUpoAbl (CM. rnasy 4), WK aKTUBUPO-
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BaTb K&YUbLMii3aBMCUMMYIO MpoTenHKMHa3y C, koTopas 3arem ¢hoc-
thopunmpyeT ocobble 6enKM Ha OCTaTKax CepuHa U TPEOHMHA, KOH-
TPONMpYIOLIME BHYTPUKNETOUHbIA pH. [loBbilieHWe pH B KneTke
cnocobeTByeT ee nponugepaunn. O4eBMAHO NO3TOMY (hopb6onoBble
adupsbl (hopbonacTepsbl), AeACTBYIOWME KaK aHanoru OAI, Bbi3biBa-
tOT NOCTOSAHHYIO aKTMBALMIO NPOTEUHKMHA3bI C, CTUMYUPYS Khe-
TOYHBIA POCT, YeM M OOBACHSAETCA UX MOLLHOE COAE/CTBME B Pa3Bu-
UK ONyxonen.

5 UnTokvHbl. Cpefy 6MONOrMYecKn akTUBHBLIX MOMEKYN, pery-
NPYIOLLNX MEXKETOUYHbIE B3aMMOLEWCTBMS, BaXKHbIE A1 MOAJEp-
XaHWs NOCTOSHHON CTPYKTYpbl TKaHel, 04HO M3 BeAyLUMX MeCT 3a-
HAMAIOT UUTOKMHbI. TMOf0OHO HeMpOTpaHCMUTTEPaM W rOpMOHaM,
OHW 06pa3ytoT cneLmabHbIA KNacc CUrHaIbHBIX MOMEKYN. 3TO Npo-
CTble HU3KOMOMEKYNApHble MEnTUAbl WU FIMKOMPOTENHbI, NPOAY-
LMpyeMble NPaKTUYEeCKU BCEMU TUNAMU KNETOK, HO NaBHbIM 06pa-
30M —Makpogaramu n aumgountamu. CUHTE3 LUTOKUHOB perynu-
PYETCA Ha YPOBHe TPaHCKpUNUUWU ¥ TpaHcnaumm. CaMu OHW OKasbl-
BalOT KOPOTKOAMCTAHLMOHHOE AeiCTBME MO TUMy ayTo- M Mapa-
KPUHHOrO MexaHu3ma, CBA3bIBafACb CO CMELMPUYECKUMU KNETOY-
HbIMW peLenTopaMu, HO HEKOTOpble LWTOKMHbI 0061afaloT 3HAO-
KPUHHbIM 3((heKTOM.

B 3aBMCMMOCTM OT HarpaBfeHHOCTW 3TOr0 AENCTBUA BbILENAOT
6 rpynn uMToKMHOB (Tabn. 2.5), N3 KOTOPbIX Hanbonee n3yyeHbl NH-
TepneinknHbl U hakTopbl pocTa. lMogpobHee O (YHKUUAX W PO
3TUX U [IPYTVX LIMTOKMHOB peyb MOMIET B ApYrvX rnasax. 3[ech e
Mbl OrpaHUuMMCs 06LLEN XapaKTepUCTUKOW HEKOTOPbLIX WHTEpJei-
knHoB (M1) n dakTopos pocta (PP).

B 0TBET Ha MH(EKUMIO, feliCTBME MMUKPOOHbLIX TOKCUHOB, areH-
TOB BOCMa/IEHUSA, NPOAYKTOB aKTUBUPOBaHHbLIX TUM(OLUTOB U KOM-
NAeMeHTa B TKaHAX W Mja3Me KPOBM O0OHapYy>XMBAeTCs BbICOKUIA
ypoBeHb WJ1-1 (3HAOreHHbIA NMPOoreH) B ABYX ero nofnMnenTuaHbIX
BapuaHTax WJ1-1la n N-1P. CedasbiBaHne NJ1-1 ¢ COOTBETCTBYHOLLU-
MW peuenTtopammn Ha T-numdoumnTax n Makpodarax ConpoBOXaaeT-
CA PALOM NPOSIBNIEHWIA MUPOreHHOro 3geKTa: NoBbILLEHUEM TEM-
nepaTypbl Tena, ronoBHON 60MblO, HapyLleHuem cHa u gp. Mopo6-
Hble 3((EKTbI CBA3aHblI C feiicTBueM WJ1-1 Ha TepMOCEHCOpHbIE
LEHTpbl B MepefHeM runoTanamyce W CTUMynsAUuen obpa3oBaHWs
npocTarnaHanHa (MIME2 CxoaHoe [eiiCTBME OKa3blBaeT W APYroW
UMTOKMH — (pakTop Hekposa onyxonu (®KO). Oba ero BapuaHTa:
®HON n ®HOpP, — NOMUMO MUPOreHHOro 3PPEKTa N aKTUBaL UK
KNETOK BOCMa/IUTENbHON0 OTBETA, CMOCOBHbLI in Vitro YHUUTOXaTb
onyxonesble KneTkn. OTClOfa M BO3HMKIO Ha3BaHWe aktopa. Psag
OpYyrux LUMTOKUHOB, Hanpumep KONOHWECTUMYNUpYLoLWmMe (hakTopsbl
(KC®), okasblBalOT CTUMY/MPYIOLLEE BAUAHWE HA KEeTKU-NpesLle-
CTBEHHMKM B KOCTHOM Mo3sre. CTUMynupys NponudgepaLmnio aTmx
KNETOK, OHW CMNOCOGCTBYIOT Pa3BUTUIO HEUTPOQUILHOIO NenKouu-
TO3a W umgoLmTo3a (YBeNMyeHne B KPOBM KOMMYECTBA COOTBETCT-
BYHOLLMX K/ETOK) NPW pasHbIX hopMax BOCManeHus.
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Ta6nuuya 2.5. Knaccndmkauymsa LMTOKUHOB

Mpynna

LIMTOKMHBI, onocpegytoLme
€CTeCTBEHHbI/i UMMYHUTET

LINTOKMHBI, perynvpytoLyme
poCT, akTMBauuto nangde-
PEHLMPOBKY NUMEOLNTOB

LIMTOKMHBI, aKTUBUpYtOLLMe
KNeTKW  BOCNa/IUTENbHOrO

MH(pUNbTpaTa

LMTOKUHBI,
Live remonoas

CTUMYNUpYIO-

LIMTOKUHbI, perynupytoLime
[toCT pesnaeHTHbIX KNeTOK

LIMTOKUHbI, CBsi3aHHble C
BHEK/IETOUHbIM MaTPUKCOM
MeMGpaHOoCBs3aHHble  LK-
TKUHbI

HanpaBneHHOCTb feiicTBUS

BbI3bIBalOT HecneunhnyecKuin
UMMYHHbI 0TBeT. Obecneyn-
BalOT 3alyWUTy MPOTMB BUpYC-
HOW WH(eKLMM
Cnoco6CTBYIOT POCTY U Ang-
(hepeHUMpPOBKe NUMPOLNTOB

AKTUBUPYIOT K/ETKN BocCna-
NNTCNbHOTO MH(bMﬂpraTa

CTUMyNMpyoT pocT 1 06paso-
BaHMe HOBbIX K/ETOK KpOBW,
BO3/elCTBYSl Ha KNeTKU-Mpea-
LLIECTBEHHUKMN

CTUMYNVpYOT WA TOPMO3SAT
pocT M AnddepeHUNpPOBKY pe-
3UAEHTHbIX KNeToK

CTUMYNMPYIOT aHTUOTEHE3

Buapbl

nn-1, Nn-6,
nJ-8, dHOo,
VHTepgepoHbl

nn-2, Nn-4,
nn-5, Na-10,
nn-12, T®Pp

MNHTepdepoH-y,
dPHOc PHOp,
nn-8
KonoHuectumy-
nupyoume dak-
TOpbI

SDP, 0OPD,
KOPD, TUDP,
NN®P-1,
NN®P-2,
TdPa,
®HO,,

nn-1,

0dP®, TOPp

lipnmeyvanme. N1 —wuHTepneliknH, ®NO —hakTop Hekposa onyxonu, TGP —

1 OH hopmupyoLniA  akTop pocta, PP — anuaepMabHbIl

aKTOp pPOCTa,

d|’®  dhakTOp pocTa M6P06IACTOB; 0 — OCHOBHOW; K — KuCAbIA, TNDOP —hak-
*m» [ocTa TPOMGOLMTOB, MN® P — MHCYNMHOMNOA06HBIV hakTop pocTa.

CnekTp 6MONOr1YecKoro AeicTBMs (HakTOPOB pocTa He MeHee, a

im.ii.ic 1 00MEe WNPOK, YEM Y MHTEPNENKMHOB (CM. Tabn. 2.5). OHK
MOryT CTUMY/IUPOBaTb U TOPMO3UTb POCT KNeTOK (nponudepauus),
4 MObIKCUC (NepefsudkeHWe KNeTOK, OCHOBaHHOE Ha pasHule B
KOHLIEHTpaLun MOHOB WM Kakoro-nmbo BeLlecTBa Ha K/IETOUHbIX
I"rwopax U B MWKPOOKPY>XEHUN) N paxe AuddhepeHUUPOBKY
<1puobpeTeHne cneunanm3vpoBaHHOro eHoTuna) Knetok. Bosb-
....)X HIO (paKTOpOB pOCTa Ae/CTBYET N0 NapakpUHHOMY WK ayTo-
11'HHHOMY TuMy. HekoTopble W3 HWUX, HarmpuMep WHCYIMHONOA06-
vei/l hakTop pocta (MMPP), MMEOT 3HLOKPUHHBLIA MeXaHU3M WUn
....00Mbl OKasblBaTb WMHTPaKpWUHHOe fAelicTBue. B atom cryuae
o H* IOpbl pOCTa HUKY[A He BbIAENAITCA U He HYXXAATCS B peLen-
Thbl X Na nnasmonemme. OHW OCTAKOTCA BHYTPU KNIETOK-NPOAYLEH-
... W [EVCTBYIOT KaK BHYTPUK/IETOUHbIE MECCEHIXEPbI, Perynmpys
| MOHMK KneTok. K TakuM BeLlecTBaM OTHOCATCH Tpomb6ouuTap-
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Hblil (hakTop pocTa (Tu®dP), OCHOBHOM W KWUCMbIA (haKTOpbl pocTa
thmbpobnactoe (KOPPP n o0DPPD). BHYTPUKNETOYHbIE (DAKTOPbI
pOCTa YCTOMUMBbI K paspyLLEHNIO 1 MOTYT HEMOCPEACTBEHHO BMSATH
Ha reHeTUYeCKMin annapaT KNeTKu.

anuaepmanbHbiil hakTop pocTta (3PP), obnagas 3HA0-, Napa- 1
SHAOKPUHHBIMU (PYHKLMAMU U ByLyun 0BHapy>KeHHbIM B KPOBMU,
NKBOPE, CNIOHE, YKEeNyL04YHOM COKe W Ap., UrpaeT BaXHYK pofb B
KaHLUeporeHese (cM. rnaey 7). B nnasmonemme KneTok 60/bLIMHCTBA
ANUTENNABbHBLIX TKaHel CUbHO pasBuTbl peuentopbl (SPP-P) K
aTOMy nonunenTugy. HefaBHO BbISCHUIOCH, YTO eCTECTBEHHbIM 1U-
raHgoM [1f 3TOr0 peLenTopa ABMSeTCa NenTui, TECHO CBS3aHHbIN C
O®P 1 HasBaHHbIA TpaHchopMmupyowmMM (akTOpoM pocTa a
(TPP,,). Skcnpeccusi TOPa cyLeCTBEHHO YBEIMYMBAETCA NpU pas-
BUTUM HOBOOOPA30BaHMI Ha ()OHE YMeHbLUeHMs aKcnpeccun SDP.
Momumo TPP,,, cyulectByeT TP Pp cBOICTBA KOTOPOrO CYLLECTBEH-
HO oTanyaroTca oT TdPa. B HaMb60bLweM KONMYECTBE OHU CUHTE3N-
pytoTcs TpOMOOLMTaMM M MOHOLMTaMKU MPU Pas/IMYHbIX MOBpexXae-
HUSAX W, KPOMe CBOMX CTUMYNMPYIOLLIMX CBOMCTB (Hanpumep, TOP,,
VHAYUMPYeT 06pa3oBaHMe BHEK/IETOYHOIO MaTpuKca Npu 3axmBie-
HWK), 06MaJAK0T TaKXKe TPaHCHOPMUPYIOWMM AEACTBMEM Ha KIETKM
(cm. rnasy 7).

PYHKUMN 6OMbLIMHCTBA LMTOKMHOB W POCTOBbLIX (hakTOpPOB A0-
CTaTOYHO pa3HOO06pasHbl M BO MHOTOM 3aBUCAT OT K/IETOYHOTO MUK-
POOKPYXEHWS.

2.3. Mopdonorna nospexneHus

HopmanbHas K/eTKa BbINONHEHSAET JOBONbHO OMpejesieHHoe KO-
NNYecTBO (YHKUMIA. Ha ee CTPyKTYpy U PYHKLMKU BAUSKOT onpeje-
NeHHble reHeTUYecKre nNporpaMmmbl MeTabonmsma, uhhepeHLmMpoBs-
Kv (cneymanu3aumm), orpaHUYMBaloLLnE BAUSHWE COCELAHUX KIIETOK
n metabonuyeckoro cybcrpara. A B COBOKYMHOCTU K/IETKM CNOCO6-
Hbl YA0BNETBOPATL PU3MOIOrMYECKME 3anpockl OpraHmM3Ma — Mof-
JepXXmBaTb HOPMasibHbI rOMeoCTas.

MoA BO3AENCTBMEM HEKOTOPbIX U3ObITOUHLIX (IU3MONOTNYECKNX,
a TaKkKe MaTONOMMYecKUX CTUMYNOB B K/IETKAX MOXET pa3BUThbCA
npoLiecc afanTauum, B pesynbTate KOTOPOro OHM AOCTMaT HOBOMO
YCTOWNYMBOro COCTOSAHUSA, KOTOPOE MO3BONSET UM MPUCNOCOOUTLCA K
HOBbIM YCNOBUAM. ECnM NMMUTBLI afanTauyMoHHOr0 OTBETA KNeTKU
ncyepnaHbl, a afantauus HEeBO3MOXHA, HaCTynaeT MOBpeXAeHue
KneTku. [lo onpeaeneHHOro npejena noBpexieHue KeTku obpatu-
mo. OfHako, ecny HebnaronpuATHbLIN (hakTop AeNCTBYeT MOCTOSHHO
WIX €ero MHTEHCUBHOCTb OYeHb BE/NKA, HACTynalT HeobpaTvmMoe
NoBpeXAeHVe KNeTKN 1 ee CMepTb. Hanpumep, ecnn B KakoM-1n60
CerMeHTe MMOKapza NpeKpalleHo KpoBOCHabXeHMe B TeyeHue 10—
15 MWH, HO 3aTeM BOCCTAHOB/IEHO, TO KMETKU MWOKapAa npetepne-
BalOT MOBPeX/[eHWe, OfHAKO MOryT BOCCTAaHOBUTLCA U HOPMa/bHO
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paboTaTb. ECnn >Xe KpOBOCHAGXEHME He HanaXMBaeTCs B TeYeHue
O/JHOrO Yaca, TO NOBPEX/eHNe MUOKapaa CTaHOBUTCA HeOBPaTUMbIM
M ero KNeTKN B YKa3aHHOM CermeHTe normbator.

CMepTb KMETKM — KOHEYHbI pesynbTaT ee MOBPeXKAeHUs, Hau-
6onee pacnpocTpaHeHHOe cobbiTHE B naTonormn, conposo>Kparollee
CyliecTBoBaHune noboro TUNa KNeTKu, rnaBsHoe cneacTseune UwemMun
(MecTHOe ManoKpoBMe TKaHW), UHEKLUN, UHTOKCUKALUN, UMMYHHBIX
peakuuii. Kpome TOro, 3TO €lle M eCTeCTBEHHOE COObITHE B MpoLecce
HOpManbHOro ambpuoreHesa, pasBuTUS AMMEOUAHONA TKaHW, WHBOIO-
UMM opraHa nof fLeicTBMEM TFOPMOHOB, a Tak>Ke >XenaHHblii pesynb-
TaT npu paguoTepanuu n XuMUoTepanum paka.

CyulecTByeT fABa Tuna KNeTOYHOW CMepPTW — HEKPO3 M anonTos.
HeKpo3 KneTKU — Hanbonee pacnpoCTPaHEHHbIA TUN CMEPTU KNeTKM
MPN 3K30T€HHbIX BOSAGVICTBI/IFIX, BKAKOYaaA UwemMmnio u Xxmmnyeckme CTu-
Mynbl. OH NPOSIBASETCA PE3KNUM HabyxaHWeM WK paspyLleHnem KneT -
KU, geHaTypauueil n koarynaymein unronnasmaTuieckux 6enkos, pas-
pywieHnemM KneTOoYHbIX opraHens.

ANONTO3 CNY>KUT AN HOPManbHOR anMMUHaLMK (YyCTpPaHeHUs) He-
HY>KHbIX KNeTOYHbIX NONynauuidi B npouecce ambpuoreHesa n npu pas-
NTHbIX (*)VI3I/IO}'IOFI/ILIeCKVIX npoueccax. ["naBHbIMU MOp(*)OﬂOFI/Il—IeCKVIMI/I
0CO6EeHHOCTAMM anonTo3a SBAATCA KOHAeHcauus n parmeHTauus
XpomMaTWnHa. X0oTAa MexaHu3mbl HEKpO3a 1 anonTo3a pas3nyHbl, MeXXay
TWWN npoyeccaMmn MHOro obuuero.

I. TIpUUnHLI NOBPE>XKAEHUA KNETOK. MMnokcma ABNSAeTCA WUCKIIo-
YMTENbHO BAXKHOI M pacnpoCTPaHeHHON NPUUMHOI NOBPEXAEHWS U
CMEpTU KNETOK.

YMeHblUeHME KPOBOCHAbXeHWs (MLWemus), BO3HMKatoliee npu
nosiB/IeHNI NPENATCTBUIA B apTepusix, 0ObIYHO NPW aTepoCcKepose
win TpomGo3e, AB/ISIETCS OCHOBHOW MPUYMHOI rUnokcuu. [pyroii
MPUYMHOI MOXET ObITb HeafeKBaTHas OKCUreHauus KpoBU Mpu
<TpAevYHO-COCYANCTON HeAaoCTaTOYHOCTU. CHMKEHMe Cnoco6HOCTU
KPOBM K TPaHCMOPTMPOBKE KMC/OPOAa, Hanpumep mpu aHemun w
OTpaB/IEHUN OKWCbIO YrNepopa, ABNAETCA TPETbEW 1 Haubonee pef-
KOW MPWUYMHOW TMNOKCHU.

®u3MUECKMe areHTbl BK/IHOYAIOT MEXaHUYECKyl TpaBMmy, Hpes-
MEPHOE CHWXEHWE WM MOBbILLEHME TeMnepaTypbl OKpYXaroLLei
WDEBbI, BHE3aMHble Ko/ebaHns aTMOCHEPHOro AaBneHus, paguauuto
M LUCKTPUYECKUIA LUOK.

XWUMUYeCcKMe areHTbl U nekapcTBa. [axe NpocTble XUMUYECKME
 }mVMHEHWS, TakuMe Kak [/IloKo3a W NoBapeHHas cofb, B rMMepTo-
HUYECKMX KOHLEHTpaLMaX MOryT Bbl3BaTb MOBPeXAEHUE KNeTOK
' NOCPEACTBEHHO WM NYTEM HAPYLUEHUS WX 3NEeKTPOMTHONO ro-
M ocunn. Jaxe KACNOPOL B BbICOKMX KOHLIEHTPALMAX OYEHb TOK-
*Huel, CneaoBble KOMMYECTBA BELLECTB, M3BECTHbIX Kak sfbl,

"|Wr KakK MbIWbAK, LUMaHUAbI, COAM PTYTWU, MOMYT paspyLUUTb o-
WOH OYHO 60/1bLLIOE KO/INYECTBO KNETOK B TeYEHWE MUHYT U1 Yacos.
'eYYTUmenbHbIM- gelicTBUeM 06/1aatoT Takke MHOrve (haktopsl
........ cpefbl: Nblfb, UHCEKTULMALI WU repbuLMabl; NPOMbILLIEH-
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Hble U NPUPOAHbIE PAKTOPbI, HanpuMep yronb M acbecT; coumanb-
Hble (DaKTOpbl: anKorosb, KypeHue U HapKOTUKK; BbICOKWE [03bl
NeKapcTs.

WNH(EKUMOHHbIE areHTbl BK/IHOYAOT KakK CYOMUKPOCKOMNUYeCcKme
BMPYCbI, TaK W NIEHTOYHbIX YepBeil. K HUM OTHOCATCS PUKKETCUW,
H6aKkTepumn, rpubbl, a Takke 60/1ee BbICOKOOPraHW30BaHHbIe ()OPMbI
napasuToB.

MIMMyHoNoruyeckne peakumym MOryT 3alliuuiaTb OpraHv3M, a mo-
ryT BbI3BaTb €ro CMepTb. XOTA MMMYHHas CUCTeMa 3alluLiaeT opra-
HW3M OT BO3ECTBMS BUOMOrMYECKNX areHTOB, UMMYHHbIE peakLum
MOryT TEM He MeHee MPMBECTU K MOBPEXAEHWIO KeTOK. Pa3suTtue
HEKOTOPbIX UMMYHHbIX peakUuuid NeXUT B OCHOBE TakK Ha3bIBaeMbIX
ayTOMMMYHHbIX 60Ne3HeN.

[eHeTNYeCKME MOBPEXAEHMS KNETOK MOryT OblTb C/IefiCTBMEM,
KakK npaBw/o, BPOX/AEHHbIX MOPOKOB Pa3BUTUS, HanpumMep 60/1e3HN
[JayHa. MHorve BpoXfeHHble HapylUeHWUst meTabosM3Ma CBA3aHbl C
3H3UMONATUAMU.

[vc6anaHc nuTaHWs HEPeaKo ABMSETCS OCHOBHOW MPUYMHOW
NoBpeXaeHNs KNeToK. AednumnT 6eKOBON NULLKM, Crieunuyecknx
BUTAMWHOB OCTaeTCAa pPacnpoCTPaHEHHbLIM SAB/IEHWEM BO MHOMMX
CTpaHax.

2. MexaHu3Mbl MOBPe>KAEHNS KNeTOK. MonekynspHble MexaHu3-
Mbl MOBPEX/EHNA KETOK, NPUBOASLLME K UX CMEPTU, OYEHb COX-
Hbl. TaK Xe Kak CyLLUeCTBYeT MHOM0 MPUYMH MOBPeXAeHUS KIETOK,
TakK W HeT 06Lero, eMHOro MexaHusma ux cMmeptu (no R.S.Cotran,
V.Cumar, T.Collins, 1998).

XOTA TOUKY MPUIOXKEHUA MOBPEXJAIOLLEr0 areHTa He Bcerga
y[aeTca onpefennTb, U3BECTHbI YETbIPe Haubosiee YyBCTBUTESIbHbIE
BHYTPUKNETOUHbIE CUCTEMbI. BOo-nepBbIX, NojaepxaHue LenocTHOC-
TV KNIETOUHbIX MEMOpPaH, OT Yero 3aBUCUT MOHHbIA U OCMOTUYECKMIA
rOMeocTa3 KNeTKu U ee opraHens, BO-BTOPbIX, a3pOOHOE [AblXaHue,
BK/IOHAIOLLEE OKUCANTENbHOE (hOoCcthopuanpoBaHne 1 0bpasoBaHme
AT®, B-TPETbUX, CMHTE3 PEPMEHTOB U CTPYKTYPHbIX 6ENKOB, B-4eT-
BEPTbIX, COXPaHEHWE FEHETUYECKOro annapara KeTKu.

CTPYKTYpHble 1 BUOXMMUYECKUE 3/MIEMEHTLI KNETKWU HACTONbKO
TECHO CBf3aHbl, YTO NOBPEX[eHWe B OAHOM MeCTe MPUBOAUT K 06-
LUMPHbIM BTOPUYHbLIM 3ddekTaM. Hanpumep, HapyLueHue aspo6Ho-
ro [ibIXaH1A MOBPEXJaeT HaTPUEBLI HACOC, KOTOPbIA NOALEPXMBA-
€T MOHHO-XXWAKOCTHbI 6anaHc, YTo B CBOK OUYepefp Bbi3bIBaeT Ha-
pyLUEHVE BHYTPUK/IETOYHOIO COAEPXKaHUA NOHOB U BOAbI.

MOp(*)OﬂOFI/Il—IeCKI/Ie N3MEHEHNA BbIABNANTCA TOJ/LKO MOcCne TOoro,
KOrga HapylweHunsa OGMONOrNYECKON CUCTEMbI KNeTKU npoxoaAaT™ HeKunit
KpVITVIl-IeCKI/IVI YPOBEHb, NpUyeM passuTune MOdeOJ'IOFI/IHeCKVIX NMPU3HaKOB
CMEPTENbHOIo NOBPEXKAEHNA KNETKN 3aHUMaeET 6onblue BPEMEHN, YEM
nosiBfeHne obpaTuMbIX U3MeHeHWiA. Hanpumep, HabyxaHne KneTKu 06-
PaTuMO N MO>KET Pa3BUTbCA B TEYEHNE HECKONbKUX MUHYT. O,qHaKO
AOCTOBEPHbLIE CBETOONTWYECKME WU3MEHEHUA, CBUAETENbCTBYHOLUINE O
CMepTK KNeTKKu, 06Hapy>KmBalTCca B MUOKapae nuwb yepe3 10—12 y
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Mocsie TOTa/bHON ULLEMUM, XOTS M U3BECTHO, YTO HeobpaTVMbIe Mo-
BPE>KIEHNA HacTynaloT y>Ke uyepe3 20—60 MyH. ECTEeCTBEHHO, yibT-
PacTPYKTYPHbIe NOBPEXKAEHNS Oyay T BUAHbI paHbLLe, YeM CBETOOMTU-
YecKue.

Peakuus KNeTOK Ha MOBpeXJatoLive BO3AEACTBUS 3aBUCWT OT
TMNa, NPOAO/MKUTENLHOCTM W TSXKECTU MOCcNefHuX. Tak, Mable
[103bl TOKCMHOB WM HENPOJO/MKUTE/IbHAA MLLEMWA MOTYT BbI3BaTb
obpaTumMble U3MEHeHUS, Torga Kak 60/bLUne [03bl TOr0 Xe TOKCUHA
N NPOLO/MKMTENbHAS MWLLEMWS MPUBOLAT K HeMef/IeHHOW rubenm
KNeTKN WA MeLJIEHHOMY HeobpaTMMOMY MOBPEXAEHUIO, NPUBOLS-
Lemy K KNeTOYHOW CMepTW.

Tun, cocTosiHWE W MPUCNOCOBNAEMOCTb KNETKU TakXe BAUAIOT
Ha NocneacTsus ee NOBPEXAEHUA. [19 OTBETA KNETKU Ha MOBpex/e-
HUEe BaXKHbl ee rOPMOHaSIbHbIN CTaTyc, XapakTep NUTaHWUsA U MeTabo-
Nnyeckne noTpebHocTW. [lonepeyHonosnocaTas Mblllla rofieHn B
MoKoe, Hampumep, MOXET 000MTUCL 6e3 KPOBOCHABXEHMS, a cep-
NeyHas Mblwua —HeT. OfHU 1 Te XKe KOHLEHTPauuy TOKCUHa, Ha-
npYMep YeTbIPEXX/IOPUCTOrO Yrnepoda, MOryT 6biTb 6e30MacHbIMU
[N OfHOr0 MHAMBWMAYYMa, HO NMPUBOASAT K rMOEN KNETOK NeyveHn y
[pyroro, 4To 06BLACHAOT COAepPXKaHWEM B NeYveHn epMeHTOB, pac-
LENSOWMNX  YeTbIPEXXTOPUCTLIA YINEpo4 A0 HETOKCMUHBLIX Mpo-
[YKTOB.

MexaHW3Mbl [eCTBUA MHOMMX areHTOB XOPOLUO W3BECTHBI.
Llenbiii psif, TOKCMHOB BbI3bIBAET NMOBPEXAEHME KIETOK, BO3LENCTBYA
HA 3HAOreHHble cybcTpaThl UAKM (epmeHTbl. Tpyu 3TOM 0COGEHHO
4yBCTBUTE/NbHLIMW CTAHOBATCA FNNKOMN3, LUK TIMMOHHON KUCOTI
N OKUCNUTENbHOE (hOCHOPUINPOBAHUE HA BHYTPEHHUX MemObpaHax
MWUTOXOHAPWIA. LinaHug, HanpvmMep, MHaKTMBMUPYET LMTOXPOMOKCH-
liity, a ¢piyopoaveTaT NpenaTCTBYET peasm3aunm LuKia TMMOHHOM
MCNOTbI, YTO NPUBOAMT K UCTOLeHUO AT®. HekoTopble aHaspob-
Hble 6akTepum, Takme Kak Clostridium perfringens, BblpabaTbiBatoT
ghumonmnmp,u, KOTOpblE aTakyrT ochonnnuabl KNETOUHbIX MEM-
paH.

Hanbonee BaXKHbIMW [N1f Pa3BUTUA MOBPEXAEHUA U CMepTU
* YETKM CYMTAIOT YETbIpe MexaHu3mMa. Bo-nepsbiX, B OCHOBE MOBPEX-
WNHNA KNIETKU NPU ULLEMUN NIEXUT OTCYTCTBME Kucnopoga. IMpn He-
"« 1 ATOHHOM nocTynneHun KUCropoga B TKaHW 00pasyroTcs ero
WI0POAHbIE PafMKasbl, BbI3blBAKOLUME MEPEKUCHOE OKWUCNEHWE fn-
WNOOH, YTO OKa3bIBaET paspyLUnTeNbHOE AelCTBUE HA KNEeTKU.

Bo-BTOpbIX, 0OCOOYIO pPO/ib B NOBPEXJEHUN KIIETKU UMEET Hapy-
weHue rOMeocCTas’a KaibUus. CBOGOAHLIN KanbLuiA MPUCYTCTBYET B
M/ in tofie B UCKMIOYUTENIBHO HU3KUX KOHLEHTpaumsX Mo cpaBHe-
HUIO e TAaKOBbIM BHe KJIETKW. OTO COCTOAHME MOAAEP>KNBAETCH CBA-
bIHMbLIMA C KNETOYHOW MemOpaHoi, 3HeprosaBUcUMbIMU CaZ+,
Me J1T®aszamu. MwemMua N HeKOTopble TOKCUHbI Bbi3bIBAKOT YBe-
HUYIC KoHLEeHTpaumMmn Kanbums B LMUTO30/€ MyTEM ero u3bbiToy-
....... NOCTYN/IEHNS Yepe3 Nna3mMaTUyecKyto MeMopaHy ¥ BbICBOOOX-
W U3 MUTOXOHAPWIA M 3HAONNA3MATMYECKOW ceTW. [oBbILLEH-
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HOe cofepXKaHue KanbUus ABNSETCA CNeACTBMEM MOBbILLIEHUA MPO-
HMLAeMOCTU nyia3monemmbl. OHO BefieT K akTMBaUMKM paja pepMeH-
TOB, MOBPEXAAOLWMX KETKY: hocdonunas (NoBpeXxaeHne KieTou-
HO MemObpaHbl); npoTeas (paspylleHve nna3mofeMMbl U GefkoB
unTockeneta), ATda3 (ucTouleHme 3anacoB AT®) n 3HAOHYKea3
(thparmeHTaL M XpOMaTUHA).

B-TpeTbux, MOTEPS MUTOXOHAPUAMU NUPUSUHHYKNEOTUAOB Y
nocnefyrowlee mcrtolleHne AT®, a TakKe CHUXeHUe cuHTesa ATO
ABNAKOTCA XapaKTepHbIMU Kak AN ULIEMUYECKOro, Tak W 419 TOK-
CUYECKOro MOBPEXAEHUA KIETOK. BbICOKO3HepreTnyeckue gocga-
Tbl B (hopMe ATD HeobXxoauMbl AN MHOMUX NPOLLECCOB CUHTE3a U
pacLuenneHms, NpoucxXoaaLmx B KneTkax. K aTum npoweccam 0THO-
CATCS MeMOpaHHbIA TPaHCMOPT, CUMHTE3 Genka, MNOreHe3 U peak-
UMK feaunnmpoBaHus — peaununnpoBaHus, Heobxoammele Ans oc-
(honunugHoro obmeHa (aLMNMpoBaHUe — BBEAEHNE B MONEKY bl OC-
TaTka KapOOHOBbLIX KMCOT). VIMeeTcs JOCTaTOYHO AaHHbLIX O TOM,
4yTo UCTOLeHNe AT® urpaeT BaXXHYH po/b B NOTEpe LIeIOCTHOCTU
N1a3mMoNieMMbl, YTO XapaKTepHO 15 CMEPTUN KNETKM.

B-ueTBepThIX, PAHHAS NOTEPS U30MpaTeNbHOM MPOHMULAEMOCTM
nnasmMaTU4eckoil MembpaHoli — MOCTOSAHHbIA MPU3HaK BCEX BWOB
NOBPEXAEHNUS KETOK. Takue AetheKTbl MOryT BO3HMKATb M3-3a MO-
Tepy AT® un akTmBauum gocgonunas. Kpome Toro, nnasmatmyec-
Kas MeMOpaHa MOXET OblTb MOBPeXAeHa B pe3y/bTare NpsaMoro fei-
CTBMSI HEKOTOPbIX 6GakTepuasibHbIX TOKCUHOB, BUPYCHbLIX 6enKoB,
KOMMOHEHTOB KOMMJ/IEMEHTa, BELLECTB U3 SIN3UPOBAHHBLIX NUM§O-
umMToB (nepdopuHbl), a Takke psga (U3NYECKUX N XUMUYECKMX
areHToB.

3. Buabl MOBPe>KAEHWA KMETOK. Pas3nnyaloT TpU  OCHOBHBbIX
(hOpMbl MOBPEXAEHNSA KNETOK: ULLEMUYECKOE W TUINOKCUYECKOe Mo-
BpeX/eHWe; MoBpeXJeHune, BbI3BaHHOE CBOGOAHLIMU pajuKatamu
KNCNOpoAa; TOKCUYECKOE MOBPEXAEHNE.

Muemmyeckoe 1 MMnoKcUYecKoe NoBpeXAeHWe Yallle BCero CBS-
3aHO C OKK/I03Meid (3aKyrnopKoii) apTepuid. BHavane runokcus fei-
CTBYET Ha a3pobHOe AblxaHue KNeTKN — OKUCNMTeNbHoe thoctopu-
NNPOBaHMe B MUTOXOHAPMAX. TaK Kak HanpsXeHue Kucnopoja B
K/METKEe CHMXXaeTcs, NPeKpallaeTcs OKUCAUTENbHOe (hocdopuanpo-
BaHue, a obpasoBaHMe AT® yMeHbLUAeTCA WM OCTaHaBNMBAETCA.
YMeHbLUeHne cogep>kaHns AT® BIMAeT HA MHOTME CUCTEMbI KeT-
k. CepaeuHas Mbillla, Hanpumep, MpekpaljaeT COKpaliaTbes
yepe3 60 C MOCne OKK/O3UW KOPOHapPHON apTepun, XOTA 3TO U He
03Ha4yaeT cMepTu KapgmomuounTta. CHdKeHUe cogepxaHus AT B
KNeTKe N CBA3aHHOe C HUM yBennyeHne AM® BbI3bIBAIOT aKTUBa-
umto thochopyKTOoKMHa3bl U octopunasbl. B pesynbTate npouc-
XOAWT YCWUeHUe aHaspoBHOro rMKOIM3a, a NoajepXkaHue aHepre-
TUYECKMX 3anacoB KJETKW obecrieuymsaeTcs MyTeM 06pa3oBaHus
AT® 13 rnukoreHa. AT® obpasyeTcsa Takke aHaspoOHO C MOMOLLbHO
KpeaTWHKMHA3bl M3 KpeaTUHQochata. [MKONM3 CONpoBOXaaeTca
aKKyMynsauvein MOMOYHON KUCNOTbl M HeopraHuveckoro docdara

62



n3-3a rmaponmsa ocgaTHbIX 3PUpPoB. Bce 3TO BbI3bIBAET CHUKEHNE
BHYTpUKNeTouHoro pH. lMponcxoamT KOoHAeHcauus s4epHOro Xpo-
MaTWHa.

VicuesHoBeHne AT® BefeT K OCTPOMY HabyxaHuto (0Tek) KneT-
KN — OfHOMY W3 PaHHUX MPOSIBAEHWUI MLLIEMUYECKOrO MOBPEXae-
Hus. OTeK KNETKU CBS3aH C HapylUeHWeM perynsuum obbema KieT-
KV CO CTOPOHbI Mia3MaTnyecKon memopaHbl. KneTkn MaekonuTaro-
LUMX 061afat0T BbICOKUM BHYTPUKIETOYHLIM OCMOTUYECKUM KOJJI0-
WOHbIM [aBNeHWEM, Ha KOTOpOe BAWUAET KOHLUEHTpauus 6enka,
6onee BbICOKAs BHYTPU KNETOK, a He BHe MX. YToObl ypaBHOBECUTb
3TO flaB/IeHNe, COflepXKaHne HaTpus NOLAEPXKMUBAETCA BHYTPU KETOK
Ha 6051ee HW3KO KOHLEHTpaLuu, Yem BHe KneTok. [enaeTcs 370 C
MOMOLLbIO 3HEPreTUYEeCKy 3aBUCUMONO HaTPUEBOro Hacoca, KOTO-
pblil TakXKe MOAAEPXMBAET KOHLEHTPALMIO Kanms BHYTPU KIETKU
3HaUMUTeNbHO 00Nee BLICOKOMW, YeM BHeKneTo4yHas. HapylleHue
3TOr0 aKTMBHOIO TPaHCNOPTa BeAET K akKyMynsaLus HaTpus BHYTPU
KNeTKM 1 anddysun kanus 3a ee npegenbl. MPUTOK XULKOCTU B
KNETKY COMPOBOXAAeTCs ee HabyxaHWeM W pacluyMpeHnemM LIUCTepH
3HAO0MN1a3MaTNYeckoi ceTn. BTOpOW MexaHW3M HabyxaHus KIEeTOK
NpU ULWEMUN — YBEINYEHNE BHYTPUK/IETOUYHON OCMOTUYECKOW Ha-
rPy3Ku, BbI3BAHHOE HAKOMJIEHNEM KaTabonMTOB, TaKMX Kak Heopra-
HUYeckue ocgatbl, NakTaT U NypUHOBbIE HyKNeo3uabl. Habnopga-
tOTC OTfeNeHre puboCoM OT MeMbpaH LLIepOX0BaTOM SHAOMIa3Ma-
TUYECKOW CeTn 1 guccoumalms noancoM B MOHOCOMbI, BO3MOXHO,
nl-3a paspbiBa SHEPTETUYECKM 3aBMCUMbIX CBA3EN MEXy MeM6pa-
HamMK 3HAOMMa3MaTUUECKOl CeTM U pubocomamm.

Ecnu rvnokcus Npofo/kaeTcs, pasBuBatoTCS W Apyrue U3MeHe-
HWA, mpamamgme MOBbILLIEHHYHO MPOHNLAEMOCTb K/IETOYHON MeM-
6paHb| M ocnabnieHne (YHKLUUM MUTOXOHAPWIA. Ha moBepxHOCTM
KMCTOK 06pasytoTcs BbINAYMBAHUA, COLepXallne TONbKO LMTO30/b,
a KNeTKW, VMMetoLe Ha NOBEPXHOCTU MMUKPOBOPCUHKM, HaunHaloT
VK TepsiTb (3NUTENNIA NPOKCUMaNbHBIX KaHanbLEeB Noyek). B uuto-
nnasme KeToK U BHE WX MOSBNAIOTCH MUENMHOBbIE (OUrypbl, PopmMu-
pyroLiMecs 13 BeLLecTBa LMTONNA3Mbl KNETOK 1 MEMOPaH opraHes.
HabntofaeTcs HabyxaHne MUTOXOHAPWIA, CBA3AHHOE C MOTEPE KOH-
Tponsa Haf UX 00beMOM. LIMCTepHbl 3HAOMIA3MaTUYECKOW CeTw
OCTalOTCA paclunpeHHbIMU. KNeTKu BbIFNAAAT CUbHO HabyXLimnmu,
| MOBbILIEHHBIM COAEPXaHUEM BOfbl, HATPUA W Xnopuia HaTpus,
HO CHWXEHHON KOHUEHTpauueid Kanusi. Bce ommcaHHble U3MeHe-
HUA «TOPaTVMbl MPU YCMIOBUWM BOCCTAHOBNEHUS CHaOXEHUS KUC/o-
|V)SIOM.

lenn >xe uwemns nNpojo/mKaeTcs, TO pa3BMBalOTCA HeobpaTu-
Mble M3MEHEHWS, KOTOPbIE MOP(ONOTNYECKM acCOLMMPYIOTCA C Bbl-
paxeHHoli BaKyonu3aLmei MUTOXOHAPUIA U UX KPUCT, NMOBPEXAEHN-
<M na3MaTUYecknx MembpaH v HabyxaHueMm nmn3ocoM. B maTpukce
MH'OUYOHApPUIi nonsnmoTcn KpYrHble X/0MbeBUAHbIE aMOP(HbIe yn-

"Inwenns B MUOKapZe MNpPU3HaKM HeobpaTUMOCTW MOBPEXEHUS
Mlﬁmo,u,moTeﬂ yepes 3 —4 MUH nocne Hayana uwemun. Maccus-
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HOe NOCTyn/eHVe KanbLUWs B KNIETKY CONPOBOXAAETCs notepeid 6en-
KoB, (hepmeHTOB M PHK. KneTku MoryT Takke TepsTb MeTabonuThl,
HeobXoaMMble ANs BOCCTaHOBNEHWA 3anacoB AT®. [lospexaeHune
NN30COMa/IbHbLIX MeMOpaH NPUBOAMT K BbILENIEHUIO UX (DepMEHTOB B
LMTOMNMIa3My M aKTMBALUKN KUC/bIX Tnaponas. Tak Kak /iM30CoMbl CO-
aepxxat PHKasbl, HKa3sbl, npoTteasbl, ochartasbl, FOKO3MAasbl 1
KaTerncuHbl, NPOMUCXOAWUT pacLLensieHne KOMMOHEHTOB KNeTKW, KO-
TOPOEe COMPOBOXAAETCH paspyLUeHVeM PUOOHYK/IEOMPOTEMHOB, Ae3-
OKCMPUOOHYKNEONPOTEMHOB M FNIMKOreHa, a TakXke pas/IMyHbIMU U3-
MEHeHWsMU B ipe.

Bcrep 3a rvbenblo KNeTkn ee KOMMOHEHTb!I NPOrPeccMBHO pas-
PyLLAOTCSA, MPOUCXOAUT BbIBPOC (hepMEHTOB K/IETKWM BO BHEK/IETOY-
HOe NPOCTPaHCTBO. HakoHel, yMepluve KNeTKM MNpeBpaLlakoTcs B
06pas3oBaHus, cocTosLme U3 POCHONMNUAOB B BUAE MUEIMHOBBIX
turyp. MNocnegHve nofABepratoTcs (harounTosy M paspyllatoTcs Ao
XXMPHbIX KACMOT. NPOHUKHOBEHUWE (PepMEHTOB CKBO3b MOBPEX[EH-
HYI0 KNIETOYHYI0 MeMbpaHy B CbIBOPOTKY KPOBW MO3BOSET Onpee-
NATb NapameTpbl CMEPTU KNEeTKN KNMHUYecKn. CepeyHas MbILLa,
Hanpumep, COLEPXUT TpaHCaMUHa3bl, lakTaThernaporeHasy n kpea-
TUHKMHA3y. [OBbILEHNE COAepXXaHNa ITUX ()epMEHTOB B CbIBOPOT-
Ke KpOBMW SIBNSETCA KAMHWYECKUM KPUTEPUEM UHMapKTa Muokapaa
(cmepTb KapAMOMUOLMTOB).

TakvM 00pa3oM, OCHOBHbLIMW MpU3HaKamMmu HeobpaTUMOCTU Mo-
BPEXAEHUA KNETKU Cy)KaT HeobpaTvMble M3MEHEHWS MWUTOXOHA-
pwin, npuBofsAwme K notepe AT®, n nnasmaTnyeckmx MemoOpaH.
OCHOBHbIM  (haKTOPOM naToreHe3a HeobpaTMMOro MNOBPEXAEHUS
KNETKU NpW TUMNOKCUM SBNSIETCA paspyLleHne ee mMembpaHbl, B OC-
HOBE KOTOPOro NEXUT pas GMOXUMUYECKUX MeXaHU3MOB.

Bo-nepBbIX, B HEKOTOPbLIX WLIEMU3MPOBAHHbLIX TKaHsX, Hanpu-
Mep neyeHW, HeobpaTVMble WM3MEHEHWS COMPOBOXAAIOTCA 3aMeT-
HbIM YMEHbLUEHWEM COAepXaHus (ocoNUMNMAOB B KNETOUHOI
MembpaHe, KOTOpPOe MPOMCXOAUT MNof AeNCTBUEM KafbLuiA3aBUCK-
MbIX (hocthonunas. Bo-BTOpbIX, aKTMBaLuA MNpoTeas, CBA3aHHas C
MOBbILLEHNEM KOHLEHTpaLuun KanbUus B LUTO30/e, BefeT K Mo-
BPEXAEHUIO LIMTOCKENETA, BbIMOMHAOLLErO Posib AKOPA MeXy nnas-
MaTWYecKoli Mem6paHO W BHYTPEHHUM COLEPXUMbIM  K/IETKM.
B pesynbTare B npoLecce HabyxaHus KNeTKU NPOMCXOAMUT OTC/IOMKa
KNEeTOYHOW MeM6paHbl OT LIMTOCKENEeTa, YTo fenaeT MeMbpaHy 6osee
NoJaT/IMBOM K PacTSXKEHMIO W pa3pbiBY. B-TpeTbux, mpu uemum
NosiBNAETCA HebOsbLLIOE KOMMYECTBO BbICOKOTOKCUYHBIX CBOOOAHbIX
paArKanoB KMCNopoga.

TakyMm 06pa3oM, OCHOBHbIMU MPUYMHAMWU TUOEN KNETKU Mpu
FUNOKCUUN SBNAIOTCSH HapyLUeHWe OKUCIUTENbHOro thocqopuampo-
BaHMs, NPUBOALLEe K UCTOLLeHNO AT® 1 nospexjeHne mMemopaH
KNETKW, a BXKHENLIMM MeAnNaTopoM HeobpaTUMbIX BMOXMMUYECKIX
1 MOP(ONOrMYecKNX N3MeHEHN SBNSETCA KaslbLUA.

MoBpexaeHne KNETKU, BbI3BAHHOE CBOGOAHLIMK pafuKanamu
K1cnopoga, Yalle BCero BO3HWMKAeT NOZ BO3AENCTBMEM XUMWUYECKUX
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BELLECTB, VOHMW3MPYIOLLEr0 U3MyUYeHWs, KACMOPoaa W APYrux rasos,
MpU CTapeHUM K/ETOK, paspyLleHun OMyxoneil Makpogaramu u B
HEKOTOPbIX MHbIX C/TyYasX.

CB060aHble paguKaibl NpeacTaBNsaoT CO60M MONEKYbl KUCO-
pofa, UMeHLMe OAWMH HeMnapHbIA 3MEeKTPOH Ha BHELLUHel opbwuTe.
B TakoM COCTOSIHUM paguKaa UCKIOUNTENIbHO aKTMBEH U HecTabu-
NeH 1 BCTyMaeT B peakLun C HEOPraHWYECKUMU W OpPraHnYecKUMm
coeiMHEHUAMN — BefikaMu, Nunuaamu, yriesogamv 1 0COBeHHO C
K/IHOYEBLIMM MOJIEKY1laMW B MeMBpaHax U HYK/IEMHOBbLIX KUC/OTax.
Bonee Toro, cB0604HbIE pafuKanbl UHULMUPYHOT ayToKaTanTnyec-
Kve peakuuun, B Xode KOTOPbIX MOSIEKY/bl, C KOTOPbIMU OHW pearu-
PYIOT, TaKXXe MpeBpaLLlaloTcs B CBOOOAHbIE pafuKasibl, Bbi3blBatoLLMe
Lienb paspyLUeHuii.

Ob6pa3oBaHne CBOGOAHLIX PaguKanoB B K/ETKaX MOXET ObITb
MHULMUPOBAHO YNbTPa(MONETOBbIMA W PEHTTEHOBCKMMU flydamu,
YOOTEHHBIMU OKUCANTENbHLIMU peakUnsiMu, CBA3aHHbLIMU C HOp-
Ma/ibHbIM MeTab0/U3MOM KNEeTKW, a TakXe MPOUCXoAuUT npu dep-
MEHTHOM pacLLenIeHUN HEKOTOPbIX XUMWYECKUX BELLECTB U fle-
KapcTB, MOCTYNaOLWMX B KETKY M3BHE. HenapHbIiA 31eKTPOH MOXET
ObITb CBA3aH MPaKTUYECKU C NI0OLIM aTOMOM, HO B BMOMOTMMYECKUX
00beKTax — uYalle BCEro C KUCAOPOAOM, YI/epofoM U a30TOM.
W Hopme nop, BO3AencTBMEM LIMTOXPOMOKCHAA3bI KUCOPOS, NpeBpa-
Wwaetca B Bogy. OfHAaKo B K/IETKE 06pasytoTCsi M TOKCUYHbIE MPO-
MEXYTOUHble COeAUHeHMs Kucnopoga. Haubonee BaxHbIMU cpeau
HUX ABAAKOTCSA CYMepoKCug, NepeKknch BOAOPOAA U MMMEPOKCUSbHbIE
MOHbl. OHK 06pasyoTCs MOA BIUAHUEM Pa3IMYHbIX OKUCIUTENbHBIX
(hepMeHTOB B LMTO30/1€, MUTOXOHAPUAX, NN30COMax, NepoKCMCoMax
N Nna3maTuyeckon membpaHe.

MepeKMCHOE OKWUCNEHUE NUNMUAOB MeMbGpaH.
( no6odHble pagvKanbl B MPUCYTCTBUM KIUC/IOPOAa MOTYT Bbi3blBaTh
NepeKnCHoe OKMC/EHVE NUMUAOB N1a3MaTUYECKOW MeM6paHbl 1 MeM-
op.ni opraHenn. JINNngHO-pagnKaibHble B3aMMOAENCTBIUSA NPUBOAAT K
MOpaoBaHWI0 MepeKnceid, KOTopble camu Mo cebe ABMAKTCA aKTUB-
HbIMW COEAMHEHMAMMW, VUHULUMPYIOLLMMUW MOCNEAytoLLee MOBpexze-
Hue APYTUX XXUPHBIX KUCNOT. Takum 06pa3oM BO3HUKAET Lienb ayTo-
* M, UMHNYECKUX peakLuil, NprBOAALLAs K 06LLUVMPHOMY NOBPEXAEHMIO
PNVETOK.

OKncnmutenbHoe npespaweHne 6enkos. CBso-
VM MWe pafuKaibl Bbi3bIBAIOT MEPEKMCHOE CBA3bIBAHWE TakWX fia-
OW/IbHbIX aMWHOKWUC/IOT, KaK MeTUOHWH, TUCTUAMH, UMCTUH U Nn3-
an, N1 TaKXKe (pparmeHTaumio nonmMnenTuaHbIX Lenein. OKuMcnuTenb-
HO. MpeBpalLleHVe YyCUIMBaeT paspyLUeHue KNYeBbIX (epMeHTOB
uni POV rHOM HeMTpaNbHbIX NPOTEa3, COAEPXKalLMXcsa B LUTO30/e€.

MoBpexpaeHune [OHK. CBoboaHble pagnKkasbl BCTYNalOT B
...... . C TUMUHOM, BXogdwwmm B coctaB HK, yuTo npuBoAuT K
IWA* XX KNEeTKN UK ee 3/10Ka4eCTBEHHOMY NpeBpaLLeHuto.

KoHeuHbIli pesy/bTar feicTBUS CBOBOAHLIX PafMKaioB 3aBUCUT
M 0., i.mra mMexgy nx obpasoBaHVEM W pPa3pyLUEHUEM.
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ToKcuueckoe nospexaeHue BO3HUKAET Moj AeCTBMEM XUMUYEC-
KMX BELUECTB, KOTOpble BO3AENCTBYIOT Ha K/ETKM MOCPESCTBOM
OIHOTO M3 [IByX MEXaH13MOB. Bo-nepebiX, 4acTb BOAOPACTBOPUMbIX
COEfIMHEHNIA MOXET [eiCTBOBATbL HEMOCPeLCTBEHHO, CBA3bIBAACH C
HEKOTOPbIMU MOJIeKyflamy Unn opraHennamu. Hanpumep, npu no-
najaHn B OpraHW3M X/0puaa PTYTU MPOMCXOANT CBA3bIBaHME
CyNbrnapuIbHbLIX TPYNn KNETOYHOW MemOpaHbl, KOTOpPOoe MpuBO-
OUT K MOBLILIEHUIO MPOHWULAEMOCTM MNOC/efHeld U TOPMOXEHUIO
AT®daza-3aBMCMMOro TpaHcrnopTta. B nogobHbIX cnydasax Havbonee
BbIP@XXEHHbIE M3MEHEHMSI HabNoJalTCa B KNETKax, KOTOpble WC-
Mo/b3yHOT, abCOPOVPYIOT, BbIAENSAIOT WM KOHLEHTPUPYIOT 3TU XK-
MWUYECKMe COoeavHeHMns. M03TOMy Mpu MonajaHuM B OPraHusM Xmo-
pvuga pTyT B HaumbosnbLUEel CTEMEHU CTPafatoT KNETKU XKenyao4yHo-
KMLLEYHOTO TpakTa U nouek. LinaHug felcTByeT HenocpescTBEHHO
Ha (hepMEHTbI MUTOXOHAPWIA. MHOr1e NpOTMBOOMYXO/EBLIE XUMMO-
TepaneBTUYeCKUe npenapatbl, B TOM YWC/ie aHTUOMOTUKK, Takke
BbI3bIBAOT MOBPEX/EHWE KNETOK 6narofaps MX LUMTOTOKCUYECKOMY
[lelAiCTBUIO.

Bo-BTOpPbIX, 6ONBLUNHCTBO XUMUYECKUX COELUHEHUIA, OCOOEHHO
XXNPOPACTBOPUMbIE TOKCUHBI, 6UOMOrMYECKN HEAKTUBHO W BHavase
npeBpaLlaeTcs B TOKCUYHbIE MeTaboNuTbl, KOTOpble 3aTeM AeNCTBY-
IOT Ha KNeTKU-MULLIEHN. XOTS 3TU MeTabonUTbl MOTYT BbI3bIBaTb MO-
BpEXAeHne mMemOpaH M KNeTOK NyTeM MPSAMOr0 KOBajeHTHOrO CBS-
3blBaHUA C MeMOpaHHbIMK Genkamy W Annugamun, Hambosnee Bax-
HbIM ABNSieTCA OOpa3oBaHWe CBOOOLHbLIX pafvKanoB Kucnopoga u
nocnegytoLLiee NepekMcHoe OKUCIeHe NMNUL0B.

4. Mopchonorma MNOoBpeXKAEHNS M CMepTUW KieToK. ObpaTumble
noBpe>KaeHUs. B knaccmyeckoid Mopghonorum HeneTanbHOE NMOBPEX-
[eHne KNETOK Ha3bIBAeTCA AUCTPOMei, nam obpaTMMbIM NOBPEX-
JeHnem KneTok. CBETOONTUYECKN pasnnyaloT fBa Buaa TakKMx U3me-
HEHWIA: HabyXxaHUe Y XXMPOBbIE N3MEHEHNS.

HabyxaHue Pa3BMBAETCH TOrAa, KOraa KNeTky He cnocobHbl Noj-
[epXXMBaTb MOHHbIW M XXWUAKOCTHBIA romeocTas (puc. 2.2).

YKnpoBble M3MeHEHMS TaKXKe MOryT GbITb MPU3HAKOM 06paTUMO-
ro MoBpeXAeHUs KNeTKW. [A8 HUX XapakTepHO MOSBEHNE MENKMX
NN KPYMHbLIX IMNUAHBIX BKKOYEHWI B uutonnasme. OHW BCTpeya-
OTCA NP TUNOKCUYECKUX U Pa3fIMYHbIX POpMax TOKCUYECKUX Mo-
BPEXAEHUN, rNaBHbIM 00pa3oM B KNETKax, Y4YacTBYHOLMX WU 3aBU-
CALLMX OT 0OMEHa XXMPOB, TaKMX Kak renatoumtbl (puc. 2.3, A n b)
1 MUoKapamoumTsl (puc. 2.4).

Hekpo3 Hapsgy C anonTOo30M ABASEeTCS O4HUM M3 ABYX Mopdonoru-
YECKMX BbIpa>KeHWA CMepTu MeTKU U npeacTasnseT coboi cnekTp
MOpCbOﬂOFVIl—IeCKVIX VI3MeHeHVII7I, KOTOpbIe pa3snuBardTCA BC/e[ 3a CMep-
Tbhi0 KNeTKMW B XKNBOW TKaHW. 3TO pe3ynbTaT paspyLllatollero geicT-
BUS (DEPMEHTOB Ha NeTanbHO MOBPEXKAEHHYIO KNeTKy. DakTuYecKu
pasBuBalTCS ABa KOHKYpPUPYHOLWMX npouecca: pepMeHTHOe nepeBapu-
BaHWe KNeTKW U JeHaTypauus Genkos. KaTanuTuyeckue (hepmeHTbl
BbIXOASAT W3 IM30COM TMOHYLLEA KNeTKW (ayTONM3) UM U3 NM30COM
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“»< 2,2, Tuaponuyeckas fUCTPOUS INUTENNA KaHaMbLEB MOYeEK.

M/knupToB (reteponuns). B 3aBMCMMOCTM OT TOr0, MPOUCXOANT fe-
HLlypauus 6enkoB unu thepMeHTHOE MepeBapuBaHue, pa3BMBaeTCA
"MWH 13 ABYX Pa3HOBWAHOCTEN HEKPo3a. B nepeom ciy4ae Habnoga-
> M KOarynsiuMOHHbIA HEKPO3, a BO BTOPOM — KOJI/IMKBALMOHHbI
(P'M>XM>KatoLLMiN) HEKpO3.

I pebycTCcA HECKOMbKO YacoB A/t pasBUTUS 060MX MPOLLECCOB, U
..... ; B C/lyyae BHe3arHoW CMepTW, BbI3BAHHOM, Hanpumep, WH-
(hapKTOM MUOKapAa, COOTBETCTBYIOLLME CTPYKTYPHbIE M3MEHEHUS B
MOPAKEHHbIX MUOKapAMOLMTaX MPOCTO HE YCMeBalT pPasBUTLCS.
MHnbosce paHHWE FUCTONOTMYECKME MPU3HAKM HEKPO3a CEepAeYHOi
MbILILUBI MOABNAKOTCA 4Yepe3 10—12, B nydwiem cnydae 4yepes 8 u
"M N BKHOYEHNS MEXAHW3MOB HEobpaTUMON rnbenn TKaHu (puc.
"'l OpgHako yTpaTta (PepMeHTOB, Hanpumep nakTaTAernaporeHasbl B
"M MOpaXeHWsl, MOXET ObITb HAAEXHO OnpedeneHa C NOMOLLbIO
C O NuM c TpUdeHUNTeTpasonmem yxe vepes 4—6 4. Kak makpo-,
HO Y MUKPOCKOMMWYECKM 30HA MH(APKTa 3IEKTUBHO OKpalLLMBaeTCs
M N MHW KPacHbI LiBET.

Ha paHHMX 3Tamax HeKpOTUYECKMX W3MEHEHWIA B TKaHU Mo-
o' | HaXMBATLCA 303UHOMWUIMA UMTOMMIA3Mbl NOrMbaloLmx Kie-
MM  )H> CBSI3aHO C YTpaTOil HOpPManbHOW Cnabo BblpaXXeHHOW 6a-
""|>u3mn, obecneumBaemoi B umutonnasme PHK, a Takxke c no-
VIVHIH/OM oKCUUNLHOCTU KNEeTOUHbIX Ge/IKOB, MojBepraroLmxcs
»'C innpucTatollein geHatypaumun. Mo Mepe (epMeEHTHOro nepe-
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Puc. 2.3, A. )XnpoBas uHpunnbTpaumna nevyeHun (.oKpacka reMaToOKCUIMHOM WM
303MHOM).

BapuBaHWs OpraHesn B LWUTOMMNa3Me Ha MX MecTe MOSBNAOTCA Ba-
Kyonu. OfHako BCe 3TWM NPOLECChbl MOrYT JiMlWb KOCBEHHO [O-
BOPWUTb O pa3BMBaIOLLEMCS Hekpo3e. [la OHWM M He CTOMb MOCTO-
AHHbI.

Kyna 6onee HageXHbIMU MpU3HaKamMy NaToOrMyeckol rmbenm
TKaHW ABNAKOTCA U3MEHEHUs afep KneTok. Tak, B pesy/bTare, no-
BUAUMOMY, akTMBHOCTM [OHKa3 wncuyesaloT He Tonbko 6asothunms
XpOMaTWHa, HO U KOHTYpbI, 1 BOOGLLE Kakue-nmbo cybeTpathbl saep
(puc. 2.6). IT0 Kapmonmsnc — Hambonee AOCTOBEPHbIV MPU3HAK He-
Kpo3a. [pyrum TakuM MapKepHbIM W3MEHEHUEM SIBNSETCH Kapuo-
MMKHO3 — CMOPLLMBAHNE W TUMEPXPOMHOCTbL SAPa, BbI3BaHHbIE KOH-
feHcaunein OHK, TpeTbMM NpU3HAKOM CAYXWUT Kapuopekcuc —
(pparMeHTaLmMs Unu paspbiB a4pa Ha rnblbku. CKonneHne nocnep-
HMX B HEKPOTWYECKOM M0/1e HA3bIBAETCA AETPUTOM, UK YacTuLiamm
JeTpuTa (KawuueobpasHo Maccoi pacnaja TkaHu). Maccbl HeKpo-
TU3UPOBaHHbIX K/ETOK (DOPMUPYIOT o4ar HeKposa.

PasnnualoT NaTb BUAOB HEKPO3a: KOAryNsiMOHHbIA, KO/NKBa-
LMOHHBIA, TaHrPEHO3HbIN (FraHrPeHa), KaseosHblid 1 XKUPOBOIA.

KoarynsaumoHHbIii  HeKpo3 MoJpa3yMeBaeT COXpaHeHue 06LX
KOHTYpOB ouara B TeueHWe Mo KpaiHeil Mepe HECKONMbKUX AHEN.
MpeanonaraeTcs, 4YTO CaMO MOBPeXAeHWe WM BO3PacTaroLuii
BMOCNEACTBAMN BHYTPUKIETOUHBIA auMa03 feHaTypupyeT He TOMbKO
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Jig ey

)- 3, B. XXupoBas uHpunbTpauuns nedeHun (okpacka CygaHom IlII).

* Y'YKTypHble 6enku, HO WU (epMeHTbl U TeM camblM GNOKMPYeT
H||(neonn3 kneTkn. KoarynsumoHHbIA HEKPO3 XapaKTepeH Ans ru-
MOKCUYECKON TnOennm TKaHW BO BCEX OpraHax, KpoMe ro/0BHOMO
miura TUNUYHBLIA NpuUMep — UH(APKT Muokapha. C TeveHueMm
MPUMEHN HEKPOTU3NPOBAHHbIE MWOKapAMOLMTLI  (PparMeHTUpy-
"l H M yganalTcs ¢ NOMOLWLID (harounToB (Makpodgaros u nei-
KOLMTOB) WM MpOTeonin3a NN30COMasIbHbIMU (PepMeHTaMun fIenKo-
Hu ion.
KONMKBaLMOHHbIA (BNa>KHBIA) HEKPO3 pa3BUBAeTCs B pesy/ibTare
*yuLIN3a UK TeTeponin3a (ayTonms —pacnag KNeTok nog BAuUsHKU-
M pv WbIX (hepmMeHTOB). Yallle OH BCTpevaeTcs B ovarax nopaxe-
HUM GaKTepuanbHbIMU UHPEKLNOHHLIMW areHTaMum U 06YCnoB/eH
IMI*nxarowmm feicTBMeM NERKOLMTapHbIX (DEPMEHTOB B 3TUX
leHMX YTO KacaeTcs BMAKHOrO HEKPO3a MpW TMNOKCUYECKON -
..... M TKaHW rOJIOBHOTO MO3ra, TO MPUYMHbLI €ro pasBuUTUs OCTatoT-
* HeACHbIMW. HekoTopble uccnefoBaTen 06bLACHAT NpUpPoLYy
*)hi0 Hekpo3a TeM, YTO TKaHb Mo3ra 6orata BOJOW M NpOLECChHI
evmiHia B Heili MpeobnagaldT Hag KoarynsuuMOHHbIMKA W3MeHe-
HUAMM
aH, pena — HEKPO3 YepHOro UAM OYeHb TEMHOMO LiBETa, pa3Bu-
*»1HTWICA B TKaHsX, NPAMO WK Yepe3 aHaTOMUYECKINE KaHa/lbl CO-
" |MX.M NOLLMXCA C BHeLUHel cpefol. MOMMMO KOHEYHOCTEN, raH-
" M1 BO3HWKAET B NIETKUX, KULLIEYHUKE, KOXE LLEK U ApYrnx Mec-
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Puc. 2.4. )Xuposasa guctpogua muokapga (okpacka CygaHom Il1).

Tax. pu cyxoit raHrpeHe HEKPO3 MMEET KOArynsiLlMOHHbINA XapaKTep.
Bna>kHasi raHrpeHa pa3BMBAETCA MPU MHPULMPOBAHUN MOrnbLLEN
TKaHW GakTepuamn, 06bIYHO aHa3POOHLIMMK, Hanpumep U3 rPyMnb
KNOCTpUANiA. TEMHbIA LBET FaHIPEHO3HOM TKaHW CO3[aeTcA CY/b-
(hnaoM >xenesa, 06pas3yroLWMMCs U3 Xxenesa remorniobuHa 1 ceposo-
[opoga Bo3fyxa. PasHOBMAHOCTLIO CyXOW WM BA&XHOW raHrpeHbl
ABNAETCA npone>keHb. M13pefika BCTPEYAETCA rasoBas raHrpeHa, npu
KOTOPO My3bIPbKM C CEPOBOAOPOAOM, MPOU3BEAEHHLIM 0BbIYHO
mukpo6om Clostridium welchii, HaxogaTcad BHYTPU HEKPOTM3NPO-
BaHHOM TKaHW.

Ka3eo3Hblii (TBOPOXKUCTHIA, CbIPOBUAHBIA) HEKPO3 KaK 4acTHas
Pa3HOBWMAHOCTb KOArynsLMOHHOIO Yallle BCEro nosensetcs B Ty6ep-
Kyfe3HbIX ovarax. MaKpOCKOMUYECKN OH AelCTBUTE/IbHO HanoMu-
HaeT TBOPOr UM MATKUIA Cbip. MUKPOCKOMMYECKM ANS HEro Xapak-
TepHa rpaHy/seMaTo3Has peakuus, npeacTaBieHHas Ty6epKynesHbl-
MM 6yropkamu (cm. rnasy 14).

JKnpoBoii ((hepMEHTHbBIA) HEKPO3, UNM CTeaTOHeKpo3, NpeAcTas-
NSieT CO6OI ouyarn paspyLUEHHOW XXMPOBOIW KNeTyaTKM 3amMa3koo6-
pa3HOro BMAa pasHoi (hopMbl 1 BeNUUMHbLI. Yallle BCEro 310 CMeacT-
B/e OCBOOOXAEHWS aKTUBMPOBAHHBIX NMMa3 NOMKeNyL04HHON Xefe-
3bl, AEACTBYHOLMX MPSIMO B OPIOLLHOMA MOMOCTM MPW OCTPOM NaH-
KpeaTuTe. Y XMBbIX Mtofer 60/bLUMHCTBO HEKPOTU3MPOBAHHbLIX Kiie-
TOK 1 MX OCTATKOB MCYe3aeT B pe3y/ibTaTe KOMOUHMPOBAHHOIO Npo-
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I'm 25. Vcue3HoBEHVE [IMKOreHa M3 MbILLEYHbIX KMNETOK B 30HE WULLIEMUA
mrokapaa (LLUVK-peakuus).

WK1 a )epMEHTHOrO MepeBapuBaHNs W (hparMeHTaLMmn 1 nocneayto-
LWeto (haroumTo3a OCTaTKOB KNETOK NeikoumTaMu. Ecnm e KneTKu
N UX OCTaTKM NONHOCTHIO HE paspyLLatdTcsa M He peabcopbupytoTcs,
OHW nofgeprarTca Kanbuudukaymm (guctpodunyeckoe 06bI3BECT-
PreHwe).

e HEKPO3 CcuMTaeTCs MaTo/OrMYeckor (hOpMON KIETOUHOW
WJEepTW, BO3HUKAKOLLEHA B pesy/bTaTe Pe3koro NoBpeXxatoLLero Bos-
|| I |Bns Ha KNeTKy, TO anonTo3 MPOTMBOMOCTABAAETCS €My Kak
KOHTPOMIMPYEMbIA NPOLLECC CAMOYHUUTOXEHUS KNETKU.

1104p06Hble AaHHble 00 YMbTPACTPYKTYPHLIX HapyLUeHUAX B
K/IeTKax Npu amonTo3e W HEeKPOo3e MOJy4YeHbl B pe3ynbTaTe 3ek-
| POHO-MUKPOCKOMMYECKMX W BUOXUMMUYECKMX  WCCELOBaHMIA.
Mpr HeKpo3e Ha paHHUX CTaguax HabnfaeTcs KOHAEHCALMs Xpo-
Miiituia, 3aTEM MPOUCXOAUT HabyXaHue KNETKU C pas3pyLUeHUeM Lu-
mn HA3MAaTUYECKMX CTPYKTYP U NOocnegyrowmumM nusncom sapa. Mop-
GSnorMyeckKUMm NPOSIBAEHUAMM anonTo3a ABAOTCA KOHAEHCALWs
*MEPHOr0 reTepoXpoMaTHa U CMOPLLMBAHME KNIETKW C COXpPaHeHu-
*M LIeNOCTHOCTM opraHenn. KreTka pacnafiaetcs Ha anonTo3Hble
len|,un, npeactasnsoWmMe coboli MeMOpaHHble CTPYKTYPbI C 3aK/to-
YeHHbIMY BHYTPU OpraHennaMm W YacTuuaMu siapa, 3aTeM anonTos-
HMI Tenbla (ParounTMpyroTCs 1 paspyLuatoTcs npy MOMOLLM NU30-
1 >M OKpYXXatoLWwmmMn Knetkamu (cxema 2.6).
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Puc. 2.6. Hekpo3 anuTenua KaHanblieB NOYKM (HEKPOTUYECKUA Hethpos).

Cxema 2.6. Hekpo3 unanonto3

AnonTo3
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Mpun Hekpo3e B pe3ynbTaTe MOBPeXAaloLero BO3AEWCTBMA Ha KIETKY
pe3Ko yMeHbLUAETCA CMHTE3 MaKpo3pruyeckux gocatos ¢ Mnocneayowum
HapyLleHVeM MPOoHULaeMoCcT MembpaH U UX LEenoCcTHOCTU. BHYTpukneTou-
Hble aHTUreHbl NonajalT B MEXK/IeTOYHOe MPOCTPaHCTBO U UHAYLUPYIOT
BOCMaNNTeNbHbIA OTBET.

Mpu anonTto3e nospexpaeHue AHK, HegocTaToK (hakKTOpPOB pocCTa, BO3-
feiicTBMe Ha peLenTopbl, HapylleHue MeTabonusma BefyT K aKTuauuu
BHYTpEeHHe nporpaMMbl CaMOYHWUUTOXeHUA. CUHXPOHHO C YMN/OTHEHWEM
XpomMaTuHa MNoj BAMAHWEM 3HAOHYK/fea3 HauyuHaetcs pgerpagauma AHK po
thparmeHToB B 180—200 nap ocHoBaHWii. lMoKasaHO, 4YTO 3HAOHYK/easbl
pacliennsaiT ABOWHY uenoyky AHK mexay Hykneocomamu. B pesynbTate
aKTMBauuMu uUuTOonNasMaTUYeCKNX npoTeas MPOUCXOAUT paspylUeHue LKUTo-
CKCMeTa. MeXK/eTOUYHbIX KOHTAKTOB, CBA3blBaHWe 6e/IKOB M pacnaf KAeTKu
Ha anonTo3Hble TeNbla. bbicTpoe pacno3HaBaHWe U ParouMTo3 anonTO3HbIX
|cncy ykasbliBalOT Ha Ha/lMyme Ha UX NOBEPXHOCTU crneuutmnyecKux peuen-
topoB, obnervarowmx agresvto n harounTos. BaxHenwmm cBolicTBOM amno-
NnTO3a CYMTAETCA COXPaHEHWEe BHYTPUKIIETOYHOrO COAEPXKMUMOro B MembpaH-
HbIX CTPYKTYypax, YTo No3BO/IAeT OCYLLECTBUTL 3IMMUHALNIO K/ETKM 6e3 pas-
T 1A BOCMANUTENILHOIO OTBETA.

XapakTepHble NMPU3HaKN arnonTo3a CBA3aHbl C XapaKTepoM BO3-
[efiCTBUS U TUMOM KNETOK.

KoHageHcaunsa xpomaTuHa CBA3aHa C pacliennieHn-
em AncpHon JHK, KOTOpoe NpouCXOAMT B Yy4aCTKax CBfA3eW Mexay
HyK/leocoMaMy 1 NpuBOAMT K 06pa3oBaHMI0 (PparmMeHTOB. Takue
(hparMeHTbl CO3Jal0T XapaKTepHYHO AJ1 anontosa KapTuHy f4pa B
OT/IMYME OT HEeKpO3a, NPU KOTOPOM AP0 BbIMIAAUT NATHUCTLIM. 3Ta
NLWepHyKneocomanbHasa ¢parmeHtaums AHK passuBaetcs ¢ ynac-
LeM KanbLMAYyBCTBUTENIbHON 3HAOHYK/Easbl. JHAOHYKNeasza Mo-
. TUHHO MPUCYTCTBYET B HEKOTOPbIX TUMAaX KMETOK, Hanpumep Tu-
XAWWTaxX, B APYrnX KNeTKkax (hepMeHT obpasyeTcs nepef Hadaiom
anonTosa.

HapyweHuna o6bbema M pa3MepoB KNeTOK CBS-
H1[al0T C aKTUBHOCTbIO TPaHCryTaMuHasbl. JTOT (PEPMEHT BbI3bl-
wie | MEPeKPecTHOe CBA3bIBAHWE LMTOMNA3MaTUYeCKUX 6enKkos, 06-
IH |ytowmx 060104Ky NoA NaasMaTyecKoin mem6paHoii.

daroumTo3 anonNTO3HbLIX Tesel Makpodaramu u
u¥l UMY TUNaMK KNIETOK 06ecneunBaeTcs peLenTopammn nocneHux.
(>0HMM 13 TakMX PeLenTopoB Yy MakpogaroB SABASETCA BUTPOHEKTU-
HouM/ peuenTop Cu/I3-MHTErpuH, ObecreYnBatoWmniA  HaroumTos
anonTo3HbIX HeATPO(UIOB.

OfHoli 13 BaKHbIX 0COGEHHOCTeld anonTo3a fBAseTca ero 3 a-
MACMMOCTLOT aKTMBALWUM FTEHOB U CUHTe3a
Or AKa WVHAyKums anonto3cnelupuyeckux reHoB obecreymsa-
I'uii W cyeT crneunanbHbIX CTUMY/OB, TakKMX KakK NPOTEUHbI Ternso-
II.LHO woka 1 npoTOOHKOTEHbI.

HekKoTopble TreHbl, YyyaCTBYHWOLIME B BOSHUKHOBEHUMN U
I».. |C 3MOKAYeCTBEHHOW OMyXonn (OHKOreHbl W CYMPECCOPHble
..Mbl), UTPAKT PeryfaTOPHYI pPONib B UHAYKLUN
| nownTtTo3a Hanpumep, OHKOreH p53 CTUMYNMPYeT anonTo3 B
HOpve.
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Cxema 2.7. MexaHu3mbl anonrosa

O6o03HauyeHus; ®HOa - (akTOp HEKPO3a ONyXonu a; Fas - NOBEPXHOCTHbII peLienTop cemeiicTBa
®HOa; Fas-L - Fas-nuraHg; FADD - Fas-accOUMMpPOBaHHbIN foMeH cMepT, TRAOO - ® HO-acco-
LUMPOBaHHbLI fOMeH cmepTu, RIP - peuentop-BlaaumogeiicTeytownii npotenH; RAIDD - RIP-accounu-
poBaHHbI 6eNok ¢ fJoMeHOM cMepTu; FLIP - 6enok-uHrn6utop Kacna3bi, TRAF-2 - ® HO-accoynmupo-
BaHHbIW hakTop-2, MHULMUPYOWKii saepHblii pakTop kB(NF-kB);*HO<i-P1 - peuentop gns ®HOa.

MexaHn3m 3anycka anonTo3a v BHYTPUKIETOUHOW Mepesadn cur-
Hafa OT PeLenTopHOM CUCTEeMbI, NPUBOASLLMIA K 3aMyCKy reHeTuyec-
KO nporpammMbl CaMOYHUUTOXEHWUS KNETKMW, CBA3aH C CUCTEMOI pe-
uentopoB PHOa (PHOa-RiyFas (cxema 2.7). Fas ABnsieTcs TpaHc-
MeMOpaHHbIM 6€/IKOM, MPUHAJEXALWM K CEMEIACTBY PELienTopoB
®HOa. Peuentop K Fas — Fas-L (Fas-ligand), KOTOpbIA Ha3bIBAETCS
Takke PHOp, MHAYLMPYET anonTo3 KIeTOK MpW B3aMMOAENCTBUM C
Fas — Fas-b/®HOa-A1-dHOa. B3ammogeiictere Fas n Fas-L uam
®HOa-RI n ®PHOa BbI3bIBaeT 06pa3oBaHNe VHAYLMPYIOLLETo CMepThb
KneTkun 6enkosoro komnnekca —DISC (death inducing signaling com-
plex). Mpu obpazoBaHnK Komniekca Fas —Fas-L B NpoLiecc BoB/ieKa-
erca benok-agantep: Fas 1 Fas-acCOLUMMPOBAHHbIA JOMEH CMEPTN —
FADD (Fas-associated death domain), KOTOpbIi1 CBA3bIBAETCA C COOT-
BETCTBYHOLWIM [IOMEHOM _CMEPTU LATONIA3MAaTUYECKO/ yacTu  Fas.
3atem FADD B3aMMOfeiCTBYET C NPO3H3MMHON (DOPMOiA (hepMeHTa
Kacnasbl-8, BbI3bIBasA AUMEPU3ALMI0 TaK Ha3blBaeEMOro 3(hheK TOPHOro
AOMeHa CMepTV Kacnasbl-8. B (hopmMupoBaHme 6e/1KoBOr0 KOMM/IeKca
MOXET ObITb BOB/IEYEH PELENTOPB3aNMOLEMCTBYHOLLMIA MPOTENH —
RIP (receptor-interacting protein). OnucaHbl W [pyrue MOMEKy/bl,
Takne kak RAIDD (RIP associated ICH/CED-3-homologous protein
with death domain) 1 CRADD (caspase and RIP adapter with death
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domain), y4yacTBytoLiMe B 3TOM CUTHaNbHOM NYTU U MHAYUMPYHOLLME
anonto3. B3aumogelicteme ®HOa ¢ PHOa-RI BbI3bIBaeT 06pa3oBa-
Hue DISC, koTopoe BK/tOYaEeT B cebs aKTMBaUMIO Kacnasbl-8, RIP u
IADD, Kak 1 npu obpasoBaHuM Komnnekca Fas — Fas-L. Kpome
loro, B accoupauum ®HOa ¢ PHOa-RI yyacTByeT cneumgpuyeckmia
6enok —PHO-accouumnpoBaHHbIit gomeH cmepTh — TRADD (TNF-
associated death domain).

B 06enx peLenTopHbIX cUCTEMaX B pe3ynbrare (hOpMMPOBaHUA
IfISC aKTUBUPYETCs Kacnasa-8, KoTopasi B CBOO 04epefb aKTUBUPY-
c| Kackap opyrvx 6enKoB 3TOro0 CEMEWCTBa C Nepefayen cuUrHana Ha
HOPO M MHAYKUMeR anonTo3a. OgHaKO HEKOTOpbIe BUPYCHI U KETKU
MOryT cofepXatb creyuguueckme 6enkn — FLIPs (FLICE inhibi-
imy proteins) — MHrMGMTOPbLI Kacnasbl-8.

3yyeHvie ponn LUMCTENHOBBIX NPOTEa3 B OCYLLECTBEHUM anon-
KOJ1 Hauanocb C 0GHAPYXKEHMS CMELN(UYECKNX TEHOB KNETOYHOM
Inbcnm Ha reHeTuyeckon mofenn — Hematofe Caenorhabditis ele-
Hiirs. ¥ >XMBOTHbIX, HECYLLMX MyTaumio B CeLnguyeckmnx ced-reHax
(ni aHrn, cells death —kneTouHas cMepTb), NPOLECC KNETOUHOW -
0< HM GNOKUPYETCS Ha onpefeneHHbIX cTaausaX. MNokasaHo, YTo 3KC-
HK4-.cu reHoB ced-3 1 ced-4 MHULMUPYET CMepTb A8 BCEX TUMOB

MMaTUYECKUX KNIETOK HemaTofbl. EcnvM oguH M3 3TUX FeHOB MHaK-
NMwpoBaH, BCE KNETKWU, nornbarolime B HOPME B TeYEHWe ambpuo-
H.MH.HOro pa3BmTUS, BbDKMBAIOT. OKa3anock, 4To reH ced-3 Koaupy-
<l y HemaTof 6enoK, CXOAHbIli C 6enKamu rpynnbl LMCTENHOBBLIX
iipoica» MneKonMTaloLWMX, K KOTOPOW MpuHagnexut WJ1-1p-KoH-
[H [nmnpytownii pepmeHT — ICE (interleukin-ip-converting enzyme),
HU WCcCnefoBaHNs NO3BONSAIOT NPESMNONOXUTL, YTO OCHOBHbIE TeHe-
MCMUKUC MeXaHM3Mbl PerynisiLiMn anornTo3a CoXpaHeHbl B npoLecce
[IMMIOLN N MPUMEPHO OAMHAKOBBI /11 BCEX XXUBOTHbIX, OT HEMa-
WL 10 MaekonuTarowmx. lo3gHee BblIM OTKPLITHI Apyrue LucTeun-
IIHILIC npoTeasbl, U 3TO CEMEIWCTBO MOMYYMI0 HasBaHME Kacnasbl
| | |iiscs — cysteinyl aspartate-specific proteases). Mommmo kacna-
«l K 1 HacTosLee Bpems NpefnosnaraeTcs yyactue B arnonTose Kac-
In ), 3,6, 7,9, 10. CybcTpaTamu anisi Kacnas ciyxar sfepHble u
hi M.|ni.iibie 6enkn, Hanpumep OQHK-3aBucMMas NpoTenHKUHasza 1
w1 W (14P-pnbo3za)nonnmepasa.

Hu roit e mogenn C. elegans naeHTUHULMPOBaH APYrOiA reH,

in wyownin B KNETOUHOW cMmepTu, — ced-9. PyHKUMeN 3TOro
...... HHACTCA 3auimTa KNeTkn OT BO3MOXHOM CMepTU. YCTaHOB/le-
[[o 'm0 MOT reH KoAMpYeT 6enoK, aHanornyHbIl Bcl1-2 MnekonuTa-
WAHWH (cm. rnaey 7). T'eH Bcl-2 (B-cell lymphoma-2) 6bin Briepsble
sl UM NPU PONNUKYNAPHBIX B-KNeToUHbIX NMMGOMax YenoBeka,
hi ' MHW.KO MO3)e OblNa yCTaHOB/IEHA €ro anonTo3Has akTUBHOCTL B
yM lHMC (hakTOpoB pocTa. B HacToslee Bpems, nomumo Bcl-2,
MW" in11 1 gpyrue YneHsbl aToro cemelictea. Bel-2, Bel-XL, Bel-w n
*Wwnpble Apyrue MHrMGMpyoT anonTtos, a Bax, Bik, Bad, Bid, Bcl-

i *mu 06CTBYIOT €r0 MHAYKLUMN. DTN 6eNKM B pasHbIX COYETaHMAX
o** 1 MOHUCTaMW W aHTaroHUcTamu Apyr apyry, obpasys romo- u
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IcTepoammepbl. poTenHbl cemeiicTBa Bel-2 nokanusytotes Ha Mem-
GpaHax MWUTOXOHAPWUIA, IHAOMNA3MATUYECKON CeTM U sapa. Mexa-
HU3MbI_AeiicTBns BCl-2, BEPOATHO, CBA3aHbI C Perynsuueid TpaHc-
nopta Ca2+un B3aMMOAENCTBMEM C Kacrasamu.

B HekoTOpbIX TKaHsiX Fas-omocpefoBaHHbIA anonTo3 MOXeT
ObITb BbI3BAH TO/IbKO MNPU OLHOBPEMEHHOM [eicTBuM 6okKaTopa
6efIkoBOro CuHTe3a uuknorekcumuga. bnokaga Fas-onocpefoBaH-
HOrO0 anonTo3a B 3TUX TKaHAX BO3MOXHA 3a cueT akTuBauuu NF-kB
(nuclear factor — kB)-onocpesoBaHHOW TpaHcKpunyuu. B3anmo-
Jelictene ®HO ¢ PHOa-RI BbI3biBaeT akTuBaumio TRAF-2 (TNF
associated factor-2), KoTopblii MHAYLMPYeT 06pa3oBaHMe aKTUBHOW
(hopmbl NF-kB, OTBETCTBEHHOI 3a YCWUIEHUE TPAHCKPUMLUN aHTK-
anonTo3HbIX 6enkoB. MoMumo cemeiicTBa Bcl-2, apyrne OHKOTeHbI
TAKXKe YYaCTBYIOT B PerynsLumn arnontosa.

OHKoreH p53 uMrpaet BaXXHYH PO/b B YMPAaBMEHUN KIIETOYHbIM
LMK/IOM, NOAaBNsAs ero Ao Havana peryimkauun AHK. Tpu nospex-
feHnn JHK noBbILLEHHBIA cHTE3 p53 BbI3biBAET anonTo3 KAETKU.
OfiHako, Mo BCeil BEPOSATHOCTU, 3TOT reH He y4yacTBYeT B anonTose,
BbI3BAHHOM APYrMMU (hakTopamu.

HefocTatouyHO sicCHa po/fib OHKOTreHa C-LyC B perynauum anor-
TO3a. [lepBOHAYaNbHO 6bII0 YCTAHOB/IEHO, YTO C-LUYC ABNSETCA He-
06X0AMMBIM (DaKTOPOM /18 BCTYM/IEHUS KNETOK B KNETOUHbINA LMK
OfHaKo BMOCNeACTBMM OKa3afiocb, UYTO B OMpefenieHHbIX YCN0BUAX
C-LUYC MOXeT MHAYLMpOoBaTh anonTo3. B HacTosLlee Bpems cumTaeT-
€S, UTO C-LUYC Y4aCTBYeT B Perynsuum Kak mpouecca nponudepa-
LWun, TaK 1 anonTto3a, B3auMOAEUCTBYA C APYTMMU OHKOreHamu, Ta-
KUMU Kak p53 1 bcl- 2.

AnNonTo3 OTBETCTBEH 33 MHOMOYUC/EHHbIE (DM3MONOrUYECKNE U
MaTonornyeckme NpPoLecchl, naylive B opraHusme:

* anonTo3 onocpesyeT 3anporpaMMUPOBaHHOE YAa/leHUe KNeToK
B MpoLiecce amMbpuoreHesa (BkIOYas UMMaHTaUmlo, opraHo-
reHe3 1 MHBOJOLMIO);

* TOPMOH3aBUCMMas MHBOOLUA KIETOK Y B3POC/bIX, HANpUMep
OTTOPXKEHMWE KNETOK 3HAOMETPUSA B NPOLLECCE MEHCTPYASTbHOIO
LMK/a, atpesus (oJI/INKY/I0B B AMYHNKAX BO BPEMS MEHOMaysbl,
perpeccust NakTVUPYHOLLEN rpyaHON Xkenesbl Mocne NpeKpaLLeHns
KOpMNeHns pebeHKa perynmpyroTcs ¢ NoMOLLbHO anonTosa;

* YHNUTOXEHWE KIETOK B MPOMN(EPUPYIOLLNX KNETOUHBIX MO~
NyNAUUsX, TaKUX Kak 3NUTeNniA KpUNT TOHKOW KULLKW;

* CMepTb KNEeTOK B OMyXONsXx;

* CMepTb ayTOPeaKTUBHbIX KNOHOB T-11MGOLMTOB;

* MaTo/fornyeckas atpous ropMOH3aBUCUMbIX TKaHel, Hanpu-
mep aTpodmsi mpocTatbl NOC/e KacTpauuum U UCYE3HOBEHMe
AMMGOLMTOB B TUMYCE MOC/e BBEAEHUS [TMKONPOTEUO0B;

* naTofornyeckas aTpogst NapeHXMMaTo3HbIX OpraHoB Mocse
NepekpbITAS  MPOTOKA, HarnpuMep MOKeNYA04HHON HKenesbl,
OKOJIOYLLHOM CMIIOHHOM enesbl, MOYKY;
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* CMepPTb K/IETOK, BbI3BaHHAA LMTOTOKCMYECKUMU T-K/IeTKamu,
Hanpumep, Npy OTTOPXXEHUW TPaHCM/IaHTaTa;

* rnbenb KNETOK NPU HEKOTOPbIX BMPYCHLIX 3a00/1EBAHNSX, Ha-
npvMep NpyY BMPYCHOM renaTuTe, MpYW KOTOPOM (hparMeHThI
KNETOK NpW anonto3e M3BECTHbl Kak Tenbla KayHcunmeHa
(W.T.Councilman);

* K/ETOYHas CMepTb, BbI3BaHHAs Pa3NMYHbIMU CNabbIMU MO-
BPEXJAIOLLMMMN BO3AEACTBUAMM, KOTOpble B 6GOMbLUMX [03aX
NpUBOAAT K rnbenn KNeTkn (TepMaibHble BO3AeWCTBUSA, pa-
Anaums, LMTOTOKCMYECKME MPOTMBOOMYXO/EBble Mpenaparsl
1, BO3MOXHO, TMMOKCKUS).

5. Cy6KNeTOYHbIE WM3MEHEHMSI MpW MOBPEKAEHMN KeTOoK (Mo
R.S.Cotran, V.Kumar, T.Collins, 1998).

leTepodparva 1 aytogarus. JIM30COMbl COAepXaT pas/iMyHble
rMapoNMTUYECKME (DEPMEHTbI, B TOM YKCMe KUCMYHO (ocdaTasy,
bIMOKYPOHWAA3Y, CynbaTtasy, PUOOHYK/easy, KonnareHasy u fgp.
)TV (hepMeHTbl CUHTE3NPYIOTCS B LLIEPOX0BATOM 3HAOMNa3MaTnyec-
KO/ CeTW, a 3aTeM yMnaKOBbIBatOTCS B annaparte lonbmpku. Ha aToi
CTaJuu UX Ha3bIBAOT MEPBUYHBIMMK IM30COMaMU. [epBUYHbIE M30-
COMbl CNMBAKOTCA C OKPY>XEHHbIMU MeMOpaHOl BaKyonsmMu, cogep-
XalymMm NPoAyKThl MepeBapuBaHuMs, M 00pasytoT (harosmM30CoMbl.
JIN30COMbI YYaCTBYIOT B YTUAM3aLUM (ParounuTMpPOBaHHOIO Matepua-
Na nNocpeacTBOM reTepodarun v aytodarmu.

leTepodarunsa npeacrtaBnseT coboii PeHOMeH, MOCPeAcT-
BOM KOTOPOr0 Matepuan M3BHe 3axXBaTblBaeTCA K/ETKOW C MOMOLLbH
waoumTo3a. MornoweHme YacTuL, HasbiBaeTca (paroLnTo30M, a pac-
TOPOMHbIX MENKUX MaKpOMOSMEKYN — MUHOUMTO30M. [eTepodarus
XapakTepHa 4na (haroLuUTUPYOLWMX KIETOK, TaKNX KakK HENTPOgubI
n Makpodgarn. B kayecTBe NpUMepoB retepodaroymTosa MOXHO
NPWMBECTU NOr/OLeHNe 6aKTepUin HEMTPOUIBHLIMK NEKOLUTaMU
W yaaneHue anonTo3HbIX KAETOK U Tenel Makpodaramu. CausHue
tharouMTapHoO BaKyonun C NM30COMOI 3aKaHUMBAETCS PacTBOPEHW-
| M 0XBaYeHHOro Matepuana.

Mpy ayTogarmm BHYTPUKIETOUYHbIE OPraHen bl U NOpLUK
MHT 1S BHavane OTAENATCS OT LUTOMAa3Mbl B ayTodarmyeckme
BaKyonn, o6pa3oBaHHble 13 CBOBGOAHBLIX OT pUBOCOM MeMbpaH Lue-
POYOBATOW 3HAONIA3MATUYECKOR CETH, KOTOPbIE 3aTEM C/IMBAKOTCA C
WFPBUYHLIMY /IN30COMaMU WU 3fIEMEHTaMW KOMIMeKca [onbmku,
.)cEz1>>yﬂ ayTodharonmsocomy. Aytoarus — pacnpocTpaHeHHbIN te-
WMMIH, HarpaB/ieHHbI Ha ydaneHne paspyLUeHHbIX OpraHenn no-
BPEX/AEHHON KneTKn. OH 0COOEHHO BbIPaXXEH B K/ETKax, aTpotmpy-
IOLLMXCS B pe3y/bTaTe HefoCTaTO4HOr0 NUTaHWUS WU FOPMOHASbHON
VHBOOLMN.

depmeHTbl M30COM CMOCO6HbI paspyLlaTb 60MbLUMHCTBO 6en-
MU1 U1 YIIEBOLOB, XOTA HEKOTOPbIE IMMMAbI BCE PABHO OCTalTCA He-
nepeBapeHHbIMM.  JIM30COMBI € HeMepeBapeHHbIMM  OCTaTKamm
n cuarTca B KeTKax B BUAE OCTaTOYHbIX Tesel, [paHynbl nur-
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MeHTa MNodycLmMHa NpeACcTaBnST cOb0l HenepeBapeHHbI MaTe-
puan, KoTopbli 06pa3oBascs nocie BHYTPUKIETOUHOrO NepeKncHo-
ro OKUCMeHWUs NUNUAoB. HeKoTopble HepacTBOPUMbIE MUTMEHTI,
TakMe Kak 4acTuubl Yrns, nonagarowne us atmocepbl, WM nur-
MEHT, BBOAMMBI/A MpY TaTyMpPOBKE, MOTYT HaxoAuTLCS B (parosmso-
comax MakpogaroB AeCATUNETUAMU.

B nn3ocomax HakannmBatoTCs TakkKe BELLECTBa, KOTOPbIE KNeTKM
He MOryT afeKBaTHO MeTabonuanposatb. [Mpu 60Ne3HAX Hakonse-
HUWS, 4719 KOTOPbIX XapaKTepeH Ae@uumnT hepMEHTOB, paspyLUatoLLmnX
MaKpOMOJIEKY/Ibl, NPOUCXOANT HEHOPMA/IbHOE HaKOMJeHne 3TUX Be-
LLLeCTB B /IM30COMaXxX K/ETOK BCEro Tefa, 0COOEHHO B HEMpOHax, Npu-
BOZS K PasBUTUIO TsXKE/bIX 3a60/1eBaHWIA.

OVCcHYHKLMA MUTOXOHIPURN WUPAET BAXHYIO PoO/b
Mp1 OCTPOM MOBPEXAEHUN KNETKW. PasnnyHble M3MeHeHWs Konnde-
CTBa, pa3MepoB ¥ (POPMbl MUTOXOHAPWIA HabMoLalTCs B NaToI0ru-
YecKMx ycnosusx. Hanpumep, mpu runeptpoum n atpodum Ha-
61104al0TCA YBE/IMYEHNE U YMEHbLLEHWE KO/IMYECTBA MUTOXOHAPUIA
COOTBETCTBEHHO. MWUTOXOHAPUM MOTYT ObITb OYeHb KPYMHbIMW U
NPUHUMATL pasnyHyto QopmMy (MerammToXOHAPWKM), Hanpumep,
Mpu aJIKOroNibHOW 60M1e3HU MeyveHn. Mpu HEKOTOPbLIX BPOXAEHHbIX
MeTab0muecknx 3aboneBaHUAX CKeNeTHbIX MbIL, — MUTOXOHAPU-
a/lbHbIX MUOMATUAX — AeeKTbl MeTabom3mMa MUTOXOHAPUIA cove-
TalOTCS C YBE/IMUEHMEM WX KOMIMYECTBA, MPUYEM MWUTOXOHAPUU
4acTo ObIBalOT HEOOLIYHO KPYMHbLIMMW, UMEHT aHOMaslbHbIE KPUCTbI
W codepxar KpucTannouipl. Kpome TOro, HeKOTOpble Onyxonm
(CMHOHHBIX  Kene3, LWTOBMAHOW W OKOMOLMTOBUAHOW Kenes,
MoYeK), TaK Ha3blBaeMble OHKOLWTOMbI, COCTOAT U3 KNETOK C MHO-
YKECTBOM BbITAHYTbIX MUTOXOHAPWIA.

AHOManuu LUTOCKeNeTa BCTPeUaloTCa Npu pasiny-
HbIX 3a60neBaHKsAX. Kak yxxe roBopuiocb, B HOPMe LMTOCKENeT Co-
CTOMT M3 MMKPOTPY6OUEK, TOHKMX aKTUHOBBIX HWUTEM, TONCTbIX MUO-
3MHOBbLIX HUTE WM PasNNYHbLIX MPOMEXYTOUHbIX (UNaMEHTOB. AHO-
Ma/lMn UMTOCKENeTa AenaTcs Ha AedekTbl DYHKUMIA KNeTKM (NOKo-
MOTOpPHasl U ABMXKEHWNE BHYTPUKIETOUHbIX OPraHes) U HakomaeHus
hnbpMNNApPHOro MaTepuana BHYTPU KNETKM.

®PYHKLMOHUPYIOLLME MUODUIAMEHTLI YU MUKPOTPYBOUKM Heob-
XOAUMbI 41 Pa3/IMyHbIX CTaguin MUrpauun NeikoumMToB 1 arouu-
T03a. 03TOMY MMEHHO C HEAOCTATOUYHOCTLIO LIMTOCKENeTa CBA3aHbI
HeKoTopble AeteKTbl ABWKEHWS NeAKOLUTOB B OTBET Ha MOBPEX-
JaloLme CTMY bl UM HECMOCOBHOCTb TaKMX KNETOK OCYLLECTBATh
aflekBaTHbIN (haroumTo3. Hanpumep, fedekT noaumepusaumm Muk-
poTpy6oyek npu cuHgpome Yegmaka—Xurawm (A.M.Chediak,
O.Higashi) BbI3bIBaeT 3aMefIeHHOE CMUSHUE NN30COM C (harocomMa-
MU B NeliKkouuTax 1, TakuMm 06pa3om, HapyluaeTcs aroumntos 6ak-
Tepuii, a B LMTONMasmMe NEMKOLUTOB MOSBMSIOTCA KPYMHble aHo-
MaJibHble TM30COMbI. HekoTopble NekapcTBa, Takue Kak LMToXana-
3MH B, TOPMO3AT PYHKLMIO MUKPO(UIAMEHTOB U, TakKMM 06pa3om,
HapyLaloT darounTos. [JedekTsl B opraHusauum MUKpPOTPy60oueK
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MOryT TOPMO3UTb MOABMXXHOCTb CMNEepMaTo30Mi0B, BbI3blBas CTe-
PUIBHOCTb Y MY>KYMH, a Takke NPUBOAUTL K HEMOABMXKHOCTU pec-
HMYEK AbIXaTeNlbHOro aNUTENUs, YTo NPEnATCTBYET OUULLEHWIO Abl-
XaTefbHbIX MyTeil OT GakTepuil 1 cnocobCTBYET PasBUTMHO BPOHXO-
CTas30B.

Mpy HEKOTOpbLIX TUMAaX MOBPEXAEHWUIA KNeTOK HabMofaeTcs Ha-
KONJIeHWe MPOMEXYTOUHbIX (hnnameHToB. Hanpumep, Tensua Man-
nopu (F.B.Mallory), wnu ankorofbHbI rWasuH, NpeacTaBnstoT
CO60Ii 303MHOGNITbHBIE BKIOUEHNS B KNETKAX NEYeHN, KOTOpbIe Xa-
paKTepHbl 41 aKOroNbHON 60ne3HN. Takue BKIKOYEHMSI COCTOAT
rN1aBHbIM 00pa3oM U3 MPOMEXYTOUHbLIX (PuiameHToB. Helipodm6-
PUNNSAPHbIE BK/OYeHWUS B MoO3re npu 6onesHu Anbureiivepa
(1 Alzheimer) cogepx<aT 6enkM U HepounameHTbl W OTPaXKatoT
NoBpeXeHne LUMTOCKeeTa HEMPOHOB.

6 BHYTPUKNETOYHbIE CKOMMeHWsl. OQHUM M3 KNETOYHbIX MPOsB-
NEHNA METabOMMUECKUX HAPYLUEHWIA ABASETCA aKKY MY Na L A
HEHOPMaNbHbLIX KO/MIMUYECTB pPa3NUUYHbIX Be-
wecTs: 1) BoAbl, MMNNAL0B, 6€NKOB 1 YrNeBooB; 2) aHOMabHbIX
BELLECTB, B TOM YMC/1e 3K30TE€HHbIX, TaKMX KaK MOHbI, NPOLYKTbI Ha-
PyLUEHHOro MeTabonn3ma; 3) NUrMeHToOB. Bce OHM MOMYT Hakannu-
BalBCA TPaH3UTHO UM NOCTOSHHO W ObITb Ge3BPeAHbLIMU WU OYEHb
lokcnyHbIMK. BelecTBa MOryT ObITb /I0KaNM30BaHbl B LUTONIa3Me
(4yawwe Bcero B NM30COMax) Uan B siape.

Pa3nnyaloT Tpu pasHOBUAHOCTW BHYTPUKIETOUHbLIX CKOMIEHWIA.
Ho mepBbIX, CKOMMEHMSI €CTECTBEHHbIX 3HAOTrEHHbIX MEeTabosMTOB,
KOTOpble 06pasytoTcsd B HOPMaSbHOM WM YCKOPEHHOM pUTMe, a
. KOPOCTb VX YAaneHNs HeJocTaTo4dHa, HanpuMep MpuW XXMPOBbIX W3-
MFHEHUSAX MeYeHN, 00YCOBNEHHbIX BHYTPUKIETOUYHBIM HAKOMIEHU-
eM curanuepnaos (cm. puc. 2.3).

Bo-BTOpbIX, HOPMabHOE WAN HEHOPMa/IbHOE HAKOMMEHWe 3H-
KMEHHbIX BeLLecTB, KOTOPble He MOryT MeTabonm3npoBatbcs. OHU
WINajbIBAOTC BHYTPU KIETKU B BUAE aMOPGHbIX UM (hunaMmeH-
OMMbIX CKOMMIEHUA. BaXKHON NPUUYMHOW 3TOrO ABNSETCA FEeHeTUYeC-
* 1in nedekT hepMeHTa. B pesynbTaTte HEKOTOpPbIe MPOAYKThI MeTabo-
2Hiva He MOryT GbITb MCMO/b30BaHbl KNETKOW W pa3BuMBalOTCs 60o-
M LN HaKOM/eHMS.

B TpeTbux, akKymynauus aHOMa/lbHbIX 3K30reHHbIX BeLLecTB,
| HOpMe KneTka He MOXET HU paspyLUWTb C MOMOLLLIO (hepMEHTOB,
oH (h/IHENOpPTUpOBaTb B Apyroe Mecto. lNpumepaMn Takoro Tuna
... HK)KOEHWIA KNETOK CMYXKaT OT/IOXKEHWUS YacTuL, Yris, KpemHese-
*| | 0 bIKXXE BUPYCHbIE BK/IHOUEHMS.

Nvwnwupg bl Bce knaccbl NMMNMAOB MOrYT HakanaMBaTbCs B
e 0 I pix: Tpurnvuepuabl, aupbl XonecteprHa W gochonmnuibl.
®.H thonunuabl TakKKe BXOLAT B COCTaB MWENIMHOBLIX uryp, obHa-
I0* UMaeMbIX B HEKPOTU3UPOBAHHbIX KeTKax. AHOMa/lbHble KOM-
W/ M bl IMNUG0B W YIIEBOA0B aKKyMYIMPYHTCS MPU HEKOTOPbIX re-
W tMUCCKMX D0MIE3HAX HAKOM/IEHUS, TaKMX KaK MyKonoimcaxapugo-

M 1 60ne3Hb Mowe (Ph.Ch.E.Gaucher).
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CTeaT03 — HaKOMMeHVEe TPUMULEPUAOB B MapeHXMMAaTO3HbIX
KneTkax. Yallle BCEro Takue XXMPOBble M3MEHEHWS BCTpeyaloTcs B
MeyeHu, KOTopas ABMAETCA MNaBHbIM OpPraHoM, Y4acTBYIOLLUM B Me-
TaboNM3Me XMPOB, a Takke B cepfue, Mbiwlax u noykax. CreaTos
BbI3bIBAIOT TOKCUHbI, CaxapHblil AnabeT, TYYHOCTb U Apyrue npuyn-
Hbl. OfHON 13 HaMboee YacTbIX MPUYMH CTeaTo3a NeyveHn AB/SETCS
Nprem ankorons.

Jivnuabl TPaHCMOPTMPYIOTCA B MeYeHb W3 >KMPOBOW TKaHW B
BUZE CBODOAHLIX XXUPHbLIX KUCMOT UM U3 NULLW B BULE XUIOMUKPO-
HOB WM CBOBOAHBIX YXXUPHbLIX KUCNOT. CBOOGOAHbLIE XXUPHbLIE KUC/O-
Tbl MOMAJAI0T B NEYEHOUHbIE KIETKM W NPEeBPaLLatoTCca B TpUrnLe-
puapl. HekoTopble 13 HUX NpeBpaLlaloTcs B XOECTEPON U MHKOPMNO-
pupytoTcs B (hoconmnuibl UM OKUCAAKOTCA B MUTOXOHAPUSX B Ke-
TOHOBbIE Tefla. HeKOTOpbIE XXMPHbLIE KACMOTbI CUHTE3INPYIOTCS Hero-
CPeLCTBEHHO B NeyeHn K3 auetaTa. Mpexae Yem NMOKUHYTb NeYeHb,
BHYTPUKNETOUHbIE TPUMULEPUALI COEAMHSIOTCA C  MOMeKynamu
anonpoTenHa (MMNUAHBIA akLenTopHbIA 6enok), 0bpasys nunonpo-
TEeWHbI.

HakonneHve TpUrnnLepuaos B NeYeHU NpoUCXoauUT B pesy/bTa-
Te fe(heKTOB B NPOLLECcce NpeBpaLLeHnst XXUPHbIX KUCIOT B INMONPO-
TenH. BO3HUKHOBEHWE psafa TakuxX LeEKTOB Bbli3bIBAET aiKOrofib,
noBpeXaalowmii PyHKLUNUM MUTOXOHAPUIA M MUKpPocoM. CCl4 cHu-
YaeT CMHTEe3 NIMNUAHOr0 akLenTopHOro 6enika. MMnokeus TopMo3nuT
OKWC/IEHNE XXMPHBIX KUCNoT. [onofaHue yBenMumBaeT MoOU/IM3a-
LIMIO YXXMPOBOW TKaHM N YCKOPAET CUHTE3 TPUrNULEPULO0B.

3HayeHne cTeaTo3a 3aBUCUT OT MPUYUHBLI U BbIPAKEHHOCTU Ha-
KonneHns nunuaoB. Cnabo BblpaKeHHOe HaKoM/eHWe MNUA0B He
B/IMAET Ha (DYHKLMIO KNETOK, a BbIPaXXeHHas akKymynsuus nunugos
MOXeT HapyllaTb (YHKUMIO KNeTKM U HeobpaTMmo MnoBpexaaTb
BHYTPUK/IETOUHbIE MPOLECCHI.

XonectepuH u ero aupbl. BONbWMHCTBO KNETOK
NCNOMb3YyeT XONeCTePUH 418 CUHTE3a KIETOYHbIX MembpaH. OfHaKo
npyY HEKOTOPbIX NAaTO/IOMMYECKMX MpOoLeccax MOXET MPOUCXOLUTb
HaKOoMJieHNe X0NecTepuHa B K/IETKAX.

Mpy aTepockiepose XONMecTepUH 1 ero ahmpbl HAXOAAT B aTepo-
CK/IEPOTMYECKMNX BNALLIKaX, rNafKOMbILEYHbIX KNeTKax ¥ Makpoga-
rax B MHTVMe aopTbl U KPYMHbLIX apTepuil. HekoTopble M3 aTUX Kie-
TOK pa3pblBaloTCs, BbIAENAS NMMNUALI BO BHEK/IETOUHOE MPOCTPAHCT-
BO. BHEKNETOUHbIV XOMECTEPUH MOXET KPUCTaNM30BaThCs, Nproob-
petas (opmMy ANMUHHBIX WU

Mpy BPOXAEHHLIX TUNEPAUMUAEMUYECKMUX COCTOSAHUSAX CKOM-
NeHNs NEeHUCTbIX KNeTOK, COAepXallmX XONecTepuH, O06HapyXu-
BalOTCA B Cy63anuMAepMasibHOM COEAUHWTE/IbHOM TKaHU KOXWU W B
cyxox)(mnvmx. OHM 06pasytoT onyxonenogo6Hble CKonneHms (KcaH-
TOMBbI).

MeHucTble Makpodgarn YacTo BCTPEYAKOTCS B MeCTax MoBpex[e-
HUS KNIETOK B oyarax BocraneHus. OHu o6pasytoTcs BCleLCcTBYE (ha-
rouMTo3a XonecTeprHa U3 MeMbpaH paspyLUeHHbIX KIETOK.
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Benkun. W36bITOK 6enka SBIsSeTCS NPUUMHO Mopdonormyec-
KW BbISIBNSIEMbIX CKOMEHWIA BELLECTBA B KNETKaxX, KOTOPbIE BbIr/s-
[AT Kak OKpYTr/ible 303MHOMUbHbIE Kanau, BaKyonu WM Macchbl.

Mpn noyeyHbIx 3ab0neBaHMAX, CBA3aHHbLIX C NoTepell bGenka ¢
Mouyolii (NpoTenHypusi), 6Genku MpoXoasT Yepe3 ToOMepyNspHbIi
(hunbTp B NPOKCMMa/bHble KaHanblbl, OTKyAa 6e0K peabcopompy-
CTCS 3MUTENNANbHLIMU KNETKaMU C NOMOLLbI NUHOLMTO3a. [UHO-
LMTO3HbIe NY3bIPbKN CAMBAIOTCS C /IM30COMaMu, hopMupys aro-
NN30COMbI, KOTOpPble 00pasyloT Kanau B LMTOMJa3Me 3nuTenvasib-
HbIX K/IETOK MPOKCMMa/IbHbIX KaHasbLEB.

JHAonNa3MaTnyeckas CeTb NnasMaTUyYecKnX KeToK yyacTByeT B
aKTMBHOM CMHTE3€ UMMYHOr/106YIMHOB N MOXET BbIrNSA€eTh pacTs-
HYTOW 1 3aMOIHEHHOI KPYMHLIMU FOMOFE€HHbIMU 303UHOMUILHBIMU
BK/IIOYEHUAMM, KOTOPble Ha3biBatoT Tesbuamu Pyccens (W.Russell).

FMMKOTeH. BHYTPMKNETOUHbIE CKOMMEHWUS FMKOreHa
BCTpeyatoTCs NpU HapyLUeHWAX MeTabonuama FHKo3bl UK TNKO-
loHa. Hanpumep, npu caxapHOM AmabeTe rnKoreH obHapy>KmBaeT-
CA B ANUTeNUa/IbHbIX KNeTKaxX AUCTa/IbHOMO OTAeNa U3BUTbIX KaHaslb-
LeB NOYEK M MHOTAa B HUCXOAALLEA YacTh neTnun eHne, a Takxe B
KneTkax medyeHun, B-kneTkax OCTPOBKOBOrO annapaTta v Kapguommo-
uurax. [IMKOreH TakKe HakarnanBaeTCs B KIETKax Mpv IMKOreHo-
P4 (60Ne3HAX HaKOMIEHUS).

MWTMeHTbl —OKpalleHHbIe BELLECTBa; O4HN U3 HUX BCTpe-
yaloTcs B KNeTKax B HOpMe, a Apyrve HakaniuBalTca npu onpeje-
NEHHbIX NaTONOMMYECKUX COCTOAHUAX. TIMEHTbI MOTYT ObITb 3K30-
leHHbIMY 1 3HAOreHHbIMU. CaMbIM PacrpoCTPaHEHHbIM 3K30reHHbIM
MUrveHTOM IBNSieTCA yrofb. onagas B nerkue, OH 3axBaTblBaeTCs
an.nconsipHbIMM - Makpoaramm u no MMGaTMyYeCKMM  KaHanam
MPOHVKAET B PErMoHapHble numgaruyeckue y3nbl. Mpu TaTynpos-
%4 nUrMeHT haroumTUpyeTca Makpodaramu AepMbl, B KOTOPbIX U
<H HeTCS.

A 3HOOTEHHbIM MUTMEHTaM OTHOCATCS AMNOGYCLUMH, MENaHH 1
HEKOTOpble MPOU3BOAHbLIE FeMOr106MHa.

JnodwcumH — HepacTBOPMMbIA MUIMEHT, W3BECTHbLIA Takke
KUK JINMOXPOM, WM MUTMEHT CTapeHus. JIunodycumH cocTouT u3
NoNUMEPOB NNMUAOB U (POCPONUMMAOB, CBA3AHHBLIX C H6enkom. To-
FHWIOT, YTO 3TO MPOAYKT MEPEKUCHOr0 OKWUCMEHUS MNOIMHEHACHI-
HH'HHMX /IUNUA0B CYOKNeTOUYHbIX MeMbpaH. Ero HaxofsaT B KfeTkax,
nojBepratoLLmnxcs Mef/IeHHbIM, PerpeccuMBHLIM M3MEHEHUAM, Yallle
HCM B MEYEHN N MUOKapAe CTapbiX Nogel nam y 601bHbIX € Tsxe-
IMM 1 HapyLIEHVAMW MWTaHUA UK PaKOBbIM MCTOLLEHNEM. OBbIYHO
MPOVCXOANT YMAOTHEHWE OpraHa W YMeHbLUEHME €ro pasMepoB
(Hypau aTpodus).

MenaHvH 0bpa3yeTcs B MenaHouMTax Torda, Korga TMpo3nHasa
| nann3npyeT OKMC/IeHNe TUPO3UHA B,geFVI,quKCI/ICbeHI/IIIaﬂaHVIH.

lemocuepH — NUTMEHT remMor/IobMHa, akKyMYMPYHOLMIA dxe-
N in 1 KneTkax. B HOpMe >xene3o fOCTaBsSeTCA C MOMOLLbLKO TpaHC-
I.pi NbIX 6e/1KOB TpaHC(eppUHOB. B KneTkax Xene3o HakananBaeT-
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Puc. 2.7. F'emocupepos neyeHun. Peakuusa lMepnca.

Cs, CBA3bIBaACb C 6enKOM anoteppuTUHOM W 06pasyst MULENSbI
(heppuTnHA. DeppuTUH BCTPeYaeTcs BO MHOrMMX TuNax KETOK B
HOpMe. Korga MMeeTcs OOLLMIA MNM MeCTHbIA M30bITOK XKenesa,
(heppnTiH 06pasyeT rpaHy/bl reMocuaepuHa. Takum o6pasom, re-
MOCUJEPVH NpeLCcTaBNseT coboi arperatbl MuUEnn GeppuTuHa.
B HopMme Masnble KO/IMYECTBa reMocufepuHa BCTPEYaroTcs B MOHO-
HYK/ieapHbIX (ParounTax KOCTHOrO MO3ra, Cefie3eHKM W MeyeHn —
opraHax, y4acTBYIOLLMX B pa3pyLUeHNU 3pUTPOLUTOB.

MecTHOe HaKOM/eHWe Xenesa N reMocuiepnHa ObiBaeT npu 06-
LUMPHBIX WM MHOXECTBE ME/IKMX KPOBOM3MSHWIA. Jlydwnm npu-
MEPOM MECTHOr0 remMocuaepo3a fBASETCA 06bIYHbIA CUHSK.

Mpy cUCTEMHOM HaKOMEHUM Xenesa r«;MOCUAEPUH OTKaablBa-
€TCA BO MHOIMX opraHax u TKaHax (relvlocm,qepos) 00bI4YHO Npw Mo-
BbILLUEHHOM BCaCblBaHUM Xefie3a W3 MWLM, HapyLUeHHOW yTuan3a-
I(.U/IVI >|2<en)e3a reMONIMTUYECKUX AHEMUAX W MNEPennBaHUAX KpoBU
puc. 2.7).

B 60/1bLUMHCTBE CNy4YaeB CUCTEMHOMO remMocuaeposa NUrMeHT He
MNOBPEX/AET NMapeHXMMAaTO3HbIe KNETKU W He Bbi3bIBAeT HapyLUeHWI
(hyHKLMIN opraHa. bonee BbipaXeHHOE HaKOM/eHWe Xenesa, Hanpu-
Mep, Mpu reMoXpomarose, COMPOBOXAAETCS MOBPEX/AEHUEM MeUeHN
W TIODKENY0UHOI Kenesbl, pasBuTUEM (Mbposa nedveHu, ceppeu-
HO He[OCTaTOUYHOCTM U CaxapHOro gvabeTta.
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BunmpybuH — HOpManbHbIA NMUIMEHT Xenun. OH obpasyeTcs K3

reMor/iobuHa, HO He COAEpPXWUT enesa. bunmpy6uH BbISBASETCA
MOP(ONOTNYECKM B KNETKAX U TKAHAX TOMbKO MpU XenTyxe. XoTs
MUIMEHT MonajaeT BO BCE OpraHbl, TKAHU W KUAKOCTU TeNa, ero Ha-
KOMNJIeHWe MPOUCXOAUT MWL B MEYEHU W noykax. B neveHw, oco-
6eHHO npun 3a60/1eBaHNAX, COMPOBOXAAIOLLUXCA HapyLUeHWem OTTO-
Ka >Xenuu, 6unupybuH BCTpedvaeTcs B CUHYcOMAax, KymnjepoBCKMX
KneTkax u renatouutax. CkonneHus 6unnpybuHa MoryT Bbi3blBaTb
HEKpOo3 renatoAnuToB. bunupybuH HakanMBaeTcs TakXke B aNUTENN-
aNbHbIX KNETKaX KaHa/bLeB MOYeK Npu pasfiMyHbiX (hopmax >en-
TYXU.
7. MaTonornyeckoe 00bI3BeCTBEHNE. [MpyM  NATONOMMYECKOM
"MbI3BECTBNEHNN MPOUCXOANT aHOMa/IbHOE BbiMafeHUe COMe Kasb-
UMM OQHOBPEMEHHO C MaSibIMU KOMIMYECTBAMU JKEMe3a, MarHus u
Npyrx MUHepanbHbIX Conei. PasnuuatoT Age (hopMbl NaTonormyec-
KO0 00bI3BECTBMIEHNA: ANCTPOMYECKOE N MeTacTaTUYecKoe.

Mpn aucTpodMyeckoM 00bIBBECTB/IEHUM COMIN KaNbLmA OTKNabl-
"NOTCS B ydaCTKax Hekposa. KanbumrKaums nponucxoguT B aTepo-
Max Mpy BbIPXXEHHOM aTepoCKiepo3e, KOTOPbIA COMPOBOXAAeTCs
....'POXAEHNEM MHTUMbI aOPTbl U KPYMHbIX apTepuid. Tpu cTapeHun
1 peBMaTUYeCKUX B60NEe3HAX COMN KanbLUmMs OTKNaAbIBalOTCA B Kana-
HVX cepaua.

Mpn AncTpPOohMyeCKOM 06bI3BECTBNEHUIN 06pasytoTCst KpucTan-
NINYECKMe MUHEpasbl, COCTosALLMe U3 (octaTa KanbLus, B BUJe ana-
mla, Noxoxero Ha rvapokcuanaTuT Koctei. Mpouecc gnctpodu-
‘e’ KOro 006bLI3BECTBMEHNS CKNaAbIBAETCA W3 ABYX (ha3: MHuuMaLmu
(Hykneaumm) 1 pacnpocTpaHeHNs — 1 pa3BMBAETCH KaK B K/ETKaX,
'*H 1 BHEKNETOYHO. BHe KNeToK ha3a MHULUMALMUMK NPOXO-
WM | B OKPY>KEHHBIX MeMOPaHO Ny3bipbkax 0kono 200 HM B AnameT-
I"  TMonaratoT, YTO KanbUWUT KOHLEHTPUPYETCSH B 3TUX My3blpbKax

4.HOZapsa ero CpPoAcTBY C KucnbiMu gochonunuaamu, a ochatbl
"> ByMyIVPYIOTCA, BUAMMO, B pe3yrnbTaTe AeiicTBMA ocaTas, CBS-
I'nHbIX ¢ MembpaHoil. MHUUMauua BHYTPUKNETOUHOTO 06bI3BECT-
"UEHUN MPOUCXOAWT B MUTOXOHAPUAX YMEPLUMX WU YMUPAIOLLMX
1 MMOK, KOTOpble HaKanIMBalT KaslbLUiA.

Il ha3e pacnpocTpaHeHUda npoucxoaut obpasosa-
"B FPUCTaNNOB, KOTOPOe 3aBUCWUT OT KOHLEHTpauun Kanbuus u
m'"' ()opa BO BHEKMETOUHbIX MPOCTPAHCTBAX, a TaKXe OT HaIn4ums
MUHEPa/IbHBIX MHIMOWUTOPOB, KonnareHa u apyrux 6enkos. Kpowme
...... , OCTEOMOHTWH, KUCAbINA, CBSA3aHHbIN C KanbLuyeM ocgonpoTe-
...... BbICOKMM CPOACTBOM K MMApOKCMAanaTuTy, y4acTByeT B MUHe-
HUMULLLIMKA KOCTEA U, BUAWMMO, B AUCTPO(UYECKOM OObI3BECTB/IE-

HO KpaliHeli Mepe apTepuin 1 NOYKK. A KonnareH yckopsiet 06-
r' KMUWMC kpucTannos.

XoTa AMCTPO(MYECKOe O06bI3BECTBIEHNE MOXET ObiTb MNPOCTO
“un Takom MOBPEXAEHUS K/IETOK, OHO MOXET BbI3bIBaTb W HapyLle-
....... . OpraHoB, HanpuMmep, Npy 06bI3BECTB/IEHNM KlanaHoB
W1ana 1 aTepockepose.
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Puc. 2.8. 13BeCTKOBbIE MeTacTasbl B MMOKapae.

MeTacTaTuyeckoe 00bI3BECTB/IEHVE NMPOUCXOAUT B HOPMaslbHbIX
TKaHAX NpyY runepkanbuvemun. MnepkaibuneMmns yCUNUBaeT Auc-
Tpothnyeckoe 06bI3BECTBNEHUE. MPUUMHON rUnepKanbLMeMun ABns-
IOTCS rMMepnapaTMpeonansM, MHTOKCMKaLMS BUTaMUHOM D, cuctem-
HbIli CApKOUJ03, TMNEPTUPEOUAN3M, MANONATUYECKas TMNepKabLye-
Mus, 60ne3Hb AaaMcoHa (afpeHOKOPTUKaIbHasA HefoCTaTOuHOCTb),
YCUNIEHHOE pa3spyLLeHUe KOCTeR, CBA3aHHOe C AMCCEeMUHMPOBAHHON
KOCTHOW OnyXonblo (MHOXECTBEHHAsA MWenoMa UM MeTacTaTUyecKuil
pak), Neliko3, CHWXeHHOe 06pa3oBaHue KOCTU NpyY UMMOGUM3aLMU.
'MnepKanbLMeMus B HEKOTOPbIX Cy4asix pa3BrUBaeTCA Takxe Npu Bbl-
PaXEHHOM MOYeYHO HeJOCTATOMHOCTU C 3aflePXKKON (hocdopa, npu-
BOAALLEl K BTOPUYHOMY FMNepnapaTnpeougmsmy.

MeTacTaTyeckoe 06ObI3BECTB/IEHME MOXET PacnpoCTPaHATLCS
Mo BCemy Teny, HO 06bIYHO MOPaXKaeT WHTEPCTULMANbHbIE TKaHN
KPOBEHOCHbIX COCY[0B, MOYEK, NIErKAX U CIM3UCTOW 0B0NOUKN Ke-
nyoka (puc. 2.8). Bo Bcex 3aTUX y4acTKax MOP(OSIOrnyeckn Ccomm
KanbLMs HamoOMWHAlOT TakKoBble MpU AUCTPOPUUECKOM O0ObI3BECT-
BeHnn. Takum 06pa3oM, OHU MOTYT BbITb MpPefCcTaBeHbl Kak He-
KPUCTA/IIMYECKMU aMOP(PHbIMW Aen03UTaMK, TakK U rmapoKcmana-
TUTOBLIMW KpucTannamu. MeTtacTtaTuyeckoe 00bI3BeCTB/IEHNE 00bIY-
HO HAYMHAETCS B MUTOXOHAPUSX, 3a UCK/IHOUYEHWEM MOYEUHbIX Ka-
HafbLEeB, F4e OHO pa3BMBAETCA B 6a3aibHbIX MeMOpaHax, BO3MOXHO,
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N CBSA3M C BHEK/IETOUHBIMY NY3bIpbKaMu, 0TMOYKOBbIBAKOLUMUCSA OT
XUTENNANBHbBIX K/ETOK.

Yallle BCero MUHepasibHble COMM He BbI3bIBAKOT ANCHYHKLUNN Op-
raHoB K/IMHWYECKW, OfHaKO MaccuBHOe O06bI3BECTB/IEHUWE, Hanpu-
Mep, TKaHeil Nerkoro, BbI3bIBAET BbIPXKEHHYIO AbIXaTeNbHYO Hefo-
i TOUHOCTb. MaccuBHble Aeno3nTbl B NoYKax (HepoKasbLMHO3)
MOTYT MPUBECTU K UX MOBPEXAEHMIO.

8 [asMHOoBble N3MEHEHWNSA. TEPMUH «TUa/IMH» Yalle UCMOosb3yeT-
CU Kak onucaTenbHas rMCTONOrMYEcKas XapakTepucTuka, Yem cre-
UM(UYECKMIA MapKep K/IETOYHOro nospexaeHuns. O6bI4HO 3TO Mo-
BPeX[eHWe KNETOK W BHEK/ETOYHOrO BELLECTBa, KOTOPOE [AaeT ro-
MOreHHOe PO30BOE OKpaluMBaHWe Mpu UCMO/b30BaHUM FemMaToKCu-
HUHA 1 303MHa. B KayecTBe npuMepa BHYTPUKIETOUHBLIX MMaIMHO-
BbIX [ern03UTOB MOXHO MPWBECTU HAKOMNeHWUs 6enka, OnmMcaHHble
paHee (Kanam npu peabcopbumm B KaHabLax Noyku, Tenbla Pycce-
< W aIKOTO/IbHbIA TnanuH Mannopw).

BHeKNETOUHbIA rMannH TpyfaHee nofgaetca aHanm3y. Hanpw-
Mep, MOXET TMa/IMHU3NPOBATLCA COeUHUTENbHAA TKaHb B CTapbIX
pybuax. Mpu gAnTensHOWM TMNEPTEH3UN U CaXxapHOM AuabeTe CTEHKM
B[HTpWiA, 0COGEHHO MOYEK, CTAHOBATCSA MMaNMHU3NPOBAHHbLIMU bBna-
04Nps NPOHUKHOBEHMIO BE/TIKOB CKBO3b CTEHKW COCY0B W WX OT/O-
+<€/11K> B 6a3asibHOW MembpaHe.

Takum 00pa3oM, XOTH TEPMUH «TUa/IMH» WCMOMb3yeTcs JoCTa-
0UNO YacTo, BaXHO YUMTLIBATL MEXaHU3MbI, Bbi3blBatoLLue 3TN U3-
MeHeHnsa MPU Pa3IMYHbIX MATONOMMUYECKMX COCTOSHUSX.

. CTapeHne Knetok

HecmoTps Ha YHUBepPCabHOCTb, MNPOLEccy CTapeHust TPyLHO
«0il. yeTkoe onpepgeneHve. C BO3PacCTOM MPOMCXOAAT PU3MONOIN-
‘> KMe W CTPYKTYPHbIE U3MEHEHUS MOYTU BO BCEX CMCTEMax opra-
..... Mpy cTapeHUn UMEIT 6OJbLLIOE 3HAYEHWE FreHeTUYEeCKMe U Co-
"'M L.Hble (haKTOpbl, XapaKTep NUTaHUA, a Takke CBS3aHHblE C BO3-
|'<" oM 60Me3HN, TakMe Kak aTepocKnepos, AuMabeT, OCTeoapTpwuT.
1pome TOro, NOBPEXJEHMS K/ETOK, CBA3aHHbIE C BO3PACTOM, TaKXKe
""" OHO reM BaXXHbIM KOMMOHEHTOM CTapeHus opraHu3ma.

< BO3pPacCTOM NPOrPecCUBHO CTpajaeT PAA (PYHKLMA KAEeTOK:
HUanvTcn OKUCANTENbHOE (DOCHOpUNMpoBaHME B MUTOXOHAPUSIX,
"M | (hepMEHTOB W PELEnTOPOB K/ETOK; CTapelowme Knetkn 06-
"WML, CHWXEHHOI CMOCOBHOCTbIO K MOTOLEHNIO MUTATENIbHbIX

. IN 1 BOCCTAHOBNEHMIO XPOMOCOMHbIX NOBpexaeHuin. Mopdo-

<N HY KUC U3MEHEHUS B CTaperoLmMX K/eTKax BKIOYatOT Henpa-

...... MbIC U [OoNbyaTble f4pa, MOMMMOP(HbLIE BaKyonM3UPOBaHHbIE

"MMXMHAPWK, YMEHbLLEHWe 3HAOMIa3MaTUYeckon cetn u gedop-

m'MUH Komnnekca onbmku. OLHOBPEMEHHO MPOMCXOAWUT Hakon-
HHI MUrMeHTa MnogycuunHa.

« |PeHUe K/ETOK SABASETCS MHOroakTopHbIM npoteccom. OH

....... ner 3HAOTEHHblE MOJMEKYNISAPHbIE MNPOrpaMMbl  KJIETOUHOMO
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CTapeHus, a TakXXe 3K30reHHble BAMSHUA, NPUBOAALLME K Mporpec-
CUPYIOLLEEMY BTOPXKEHMIO B MPOLLECCHI BbDKMBAEMOCTMW KIETOK.

PeHOMeH K/IETOYHOro CTapeHUs MHTEHCUBHO U3Y4aeTcs B OMbl-
Tax in vitro. MokasaHo, Y4TO B CTaperoLMX KneTKax MPoMCcXoguT ak-
TMBaLMA Creuuuyecknx Ana CTapeHWs TeHOB, MOBPEXAAloTcs
reHbl — perynaTopbl pocTa, CTUMYMPYHOTCS MHIMOUTOPBLI PoCTa, a
TakXKe BK/IOYAKOTCSA U Apyrue reHeTUYecKne MexaHu3Mmbl.

MonaratoT, YTO reHHble JedeKTbl MOryT ObiTh CBA3aHbI C TeNOo-
MEPHbLIM YKOPOUYEHMEM XPOMOCOM. TefIOMepbl UrpatoT BaXKHYHO POJib
B CTabunn3auuy KOHLEBbIX Y4acTKOB XPOMOCOM W MPUKPENIeHun
UX K AfepPHOMY MaTpuKCy. TefioMepbl YMEHbLUAKOTCA B 4J/IMHE B MO-
CNeAHMX Maccaxkax KysbTypbl KNE€TOK U B KynbType K/IETOK /ofei
cTapueckoro Bo3spacta. ObGHapy)eHa CBSi3b MeXay A/MHOR TeloMepa
1 aKTUBHOCTbLIO TENI0Mepasbl.

MproBpeTeHHbIE MOBPEXAEHNUS KNEeTOK Mpu CTapeHUU BO3HUKa-
0T MOA AeicTBMEM CBOOOAHBLIX paguKanos. lMpuymHamy 3TUX Mo-
BPEXAEHNIA MOXET ObITb BO3AEMCTBME WOHWU3MPYIOLLEA paanauum
WM NPOrpeccupyIoLLee CHUKEHME aHTUOKCUMAAHTHbLIX MeXaHW3MOB
3alliMTbl, Hanpumep BuTamMuHa E, nepokcupasbl rnytatuMoHa. Ha-
KonneHue nunogycumHa conpoBOXAaeT NOBPEXAeHNe KNeTKU CBO-
604HbIMM pajuKanamu, ofjHaKo cam no ce6e NUrMeHT He TOKCUYeH
ANs KNeTkn. Kpome Toro, nepekUcHoe OKUC/IEHWEe NUMNUAOB U CBO-
00fHble pajuKa/ibl Bbli3blBAOT MOBPEXAEHWNE HYK/IEMHOBbLIX KUCNOT
KaK B f4pe, TaK U B MUTOXOHAPUAX. MyTauum 1 YHUUTOXEHWE MU-
TOXoHApuanbHo JHK ¢ BO3pacTOM CTaHOBATCS NPOCTO Apamaty-
yecknmun. CBOOGOAHbIE pafuKa/bl KUCI0POAa KaTaUsupyoT Takke
06pa3oBaHune MoANMUKaLMiA 6eNKOB, BKOYas PEPMEHTI, Aenas ux
UYBCTBUTE/IbHBIMU K MOBPEXAAOLLEMY AEACTBUK HEATPaNbHbIX 1
LLENIOYHbIX NPOTeas, COAEPXKALLMXCA B LWMTO30/e, YTO BEAET K fa/b-
HelLweMy HapyLUeHNO PYHKUNA KNeTKMW.

MOCTTPAHCNALMOHHbIE U3MEHEHUS BHYTPW- U BHEKNETOUHbIX 6eN-
KOB TaKkXXe BO3HMKAIOT € Bo3pacToM. OfIHOWN 13 pa3HOBUAHOCTEN TaKmX
N3MeHeHUI ABNsSETCA HethePMEHTHOE MNIMKUPOBAHWE K/IETOUHBIX MPO-
[YKTOB, CNOCOGHbLIX K NepeKpecTHOMY CBS3bIBaHUIO ¢ 6enkamu. Konu-
YEeCTBO TaKMX NPOLAYKTOB YBENIMYMBAETCA C BO3PACTOM, U OHU WUrpatoT
B&XXHYH0 PO/ib B MAaTOreHe3e MUKPOLMPKYNATOPHbLIX HapyLUeHWA npu
caxapHoMm gauabete. CBsizaHHOE C BO3PacTOM TMKMPOBaHWE 6GenkoB
XPYCTa/IMKa NIEXXNT B OCHOBE CTApUECKON KaTapaKTbl.

HakoHeL,, MMeloTCs faHHble 0 HapyLleHun 06pa3oBaHUs CTpec-
COPHbIX GE/IKOB N Vitro y 3KCNepUMeHTa/IbHbIX XMBOTHbIX MpK CTa-
peHun. O6pa3oBaHMe CTPECCOPHbIX GENKOB — BaXKHEWLUMI Mexa-
HM3M 3alWMTbl OT Pa3/IMYHbIX CTPECCOB.

Takvm 06pa3oMm, pasninyHble POPMbl NOBPEXAEHNUS KETOK: 06-
paTuMble ¥ HeobpaTUMble (POPMbI OCTPOrO MOBPEXAEHWS, Perynu-
pYemblii TN KNETOYHOW CMepTW, NpefCcTaB/eHHbI anonTo3oM, na
TONOrMYECKNE U3MEHEHUS OpraHensi, pasnnyHble BUAbl BHYTPUKIIE-
TOYHbIX CKOMAEHWIA, BKMKOYas MWrMEeHTaUWW, NeXaT B OCHOBE Mo-
BPEXAEHWs OpraHoB Mpu pasnyHbIX 3a060/1eBaHNAX.



Mnasa 3. HAPYWEHWA PABHOBECIWA
KUNLKUX CPEL OPTAHU3MA
N PACCTPONCTBA
KPOBOOBPALWEHWNA

JKngkas cpefa opraHu3ma 4efoBeka COCTOUT W3 ABYX COCTaB-
NALMX YaCTeA: BHYTPU- U BHEKNETOUYHON XXMAKOCTW. BONbLUNH-
<| HO KNETOK HaxOAWTCHA BO BHEK/METOUHOM XUAKOI cpefe, U3 KOTo-
[H)A OHU MonyyakoT KUCMOPOA, NUTaTe/bHbIE BELLEeCTBa, MUKPO3/e-
MEHTbl U TOPMOHbI, PEryivpytoLlime MxX akTMBHOCTb. Camu 3Tu
PTETKW B TO XK€ BPEMS BbIAENSIOT B XMAKYH Cpefy NpOAyKTbl CBOE-
m MeTabonmsma. BHekneTouHas XWAKOCTb MOApa3fensercs Ha
MHYrpUCOCYANCTYIO (KPOBb, JIMM(a) W WUHTEPCTULMA/ILHYIO, T.€.
HaxXOosLLYOCA B MEXYTOYHOW TKaHW (cTpoma). B 3TOil rnase Mbl
PAacCMOTPUM  HapyLLEHUs PAaBHOBECWA W LMPKYNATOPHbIE pac-
mOICTBA B XMUAKNX cuCTeMax. MHOrue cBefeHus, cogepxalimecs
n pasgenax 3.1, 3.2 n 3.3, ocsewatoTca 6onee nNogpobHO B Mpo-
(pammc naToqmsmonormm, a TaKXXe B KaKOW-TO CTeneHun B Kypcax
FTOXVMUWN 1 aHecTe3nonoruu. Bmecte ¢ TeM NaTonoroaHaToMm He-
P<3KO CTa/kMBaeTcs C npo6semaMu MaTonorMm BOAHO-3N1EKTPO-
HToro obmeHa B CBOel/ MPO3EKTOPCKOW AesTensHOCTU. Emy npu-
TanTca 06CyXaaTb 3TW MPo6MeMbl Y CEKLMOHHOIO CTOMa B Auc-
o\l naxX ¢ KAMHULMCTaMK.

* | HapyweHunsa BogHO-31eKTPOSINTHOIO 6anaHca

V HOPMa/IbHOr0 B3POC/ION0 MY>KUMHbI BOAA COCTAB/ISIET OKOJIO
"| "r maccbl Tena, a Yy eHwWwmHbl — okono 40 %. Ecnu macca Tena
‘d/eUmnHbI cocTaB/sAeT B cpegHeM 70 Kr, TO MPMMEPHO Ha 42 N1 BOAb!
no rene npuxogmtcs 30 N BHYTPUKNIETOUHOW U 12 N BHEKNeTOu-
"> KNOKOCTW, NpUYeM MOCNefHAA BK/IOYAET OKOMo 3 1 BOAbl B
bl >Me KPOBM U 9 /1 — BO BHECOCYAWCTbIX TKaHAX. B yKazaHHbIX
*’ 1 1 [OBONbHO MOCTOSHHOM COOTHOLLEHUM HaxopATCs HaTpuit
‘mont 250 MMO/Ib) M Kanmii (3348 MMosib). O6bembl BHYTpU- 1
NT'HY HOM XXMAKOCTel 3aBUCAT OT OCMOJSIPHOCTM KaXKAoW U3
B a 13aKKe OT OHKOTUYECKOro (Konn1ouaHO-0CMOTMYECKOr0) AaB-
EHY, WMUSIOLLEr0 Ha MAcCUBHBIA Mepexosd XUAKocTu U3 BHYTpU-
UL Kin TOYHOE COCTOSIHME U HAaoBOopOT.
<EYOTUYECKOE JAB/IEHME B PacTBOpe (B YACTHOCTU, B M/a3Me Kpo-
* macres BeLlecTBaMm (ConsMm 1 Gesikamm niasmbl), PACTBOPEH-
*....M HEM, NpY COMPUKOCHOBEHUM C ellle 60siee CUJbHBIM PacTBo-
....... HM (MHecocy,qMCTaﬂ YKWOKOCTb) Yepe3 MnoaynpoHMLAeMyt0 MeM-
H* (| v HKa KanunnapoB). B nnasme KPoBW BEIMYMHA 3TOrO AaBne-
o' *q1 | ulIACT npuMepHo 7,6 aTMoctep. B OCHOBHOM 3Ta BefMYMHA
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06ecnevmBaeTcs X0puaom HaTpus. OCMOMSPHOC T OMNpeaensieTcs Ko-
NNYecTBOM (MMOJIb) BELLECTBa, PACTBOPEHHOro B 171 BOAbl, U KO-
4ECTBOM HeAMCCOLMMPOBAaHHBIX CYBCTaHLUWIA — FOKO3bl, MOYEBMHbI
n ap. B ogHom Mone (1 M) copepxumtcsa 6,002-1023 Monekyn gaHHOro
BellecTBa. OCMONSPHOCTb Ma3Mbl KPOBW KonebneTcs B npefenax
285—295 mmonb/n.

OHKOTVHECKOE [aB/ieHne OKa3blBatoT 6enku, rnaBHbIM 06pasom
anbOyMUHBbI, AeCTBYA Yepe3 KeTOuYHble MembpaHbl. benku, sBas-
ACb KOMonaamMm, CBA3bIBAKOT BOAY U 3aflepXKMBAIOT ee, He Mo3BOoNss
BbIXOAMTb U3 KPOBEHOCHOrO pycna. [o3ToMy ykasaHHOe [aBfieHue
4aCTO Ha3bIBaKOT KOMMOULHO-OCMOTUYECKMM. 13 06LLei BENUUMHBI
OCMOTMYECKOTO AaBNeHunsi, YNOMAHYTOM Bbllle, HAa HEro NpUXoAnTCs
okono 0,02 atm. Tepputopusi LeiCTBMS 3TOTO [AaBIEHUS MeEHbLLE,
YeM Yy OCMOTMUYECKOTO AaBneHns. OHO MMeeT 3HaYeHne npu obmeHe
Ha YPOBHE KanwnisipoB, B KOTOPbIX KAaTWOHbI M aHMOHbLI 06ecreyn-
BalOT OCMOTMYECKOE [laBfieHNe.

MockonbKy 06MeH BOfbl B Pa3/iMyHbIX YacTaX OpraHvM3mMa naccum-
BEH, pacnpefefnieHne HaTpuUs U Kasvsi BO BHYTPU- U BHEK/IETOYHO
XWUAKOCTW 3aBUCUT OT TPaHCMOPTHOM aKTUBHOCTU, 0OYCM0BMEHHOM
AT®a30li KNEeTOUHbIX MeMbpaH. KoHUeHTpaumus sneKTpoanToB on-
pefienifeTca Kak MX KOMYeCcTBOM, TakK U KONMYECTBOM XXMAKOIo pac-
TBOpUTENs. Hanpumep, CHWXEHWE KOHLEHTpauuu Hatpus ObiBaeT
He TONbLKO NpU ManoMm ero KojuyecTBe, HO WM NpU BO3pacTaHUu
06bema nnasmbl KPOBK.

I. Hapy>kHoe BogHO-HaTpureBoe paBHoBecre. O6LUee KONIMYeCTBO
BOZbl B OpraHW3Me OTHOCUTENbHO MOCTOSAHHO W YPaBHOBELLEHO MO-
TpebneHvemM ¥ BbiBefeHUeM. MOTPebHOCTb B BOAE KOHTPOMMPYETCs
MeXaHW3MOM >aX[bl. [pu BbIBEEHWUM BOAbl OCMOTMYECKOE [aBne-
HWe BHEKNIETOYHOW XMAKOCTU (M1a3MEHHOW U UHTEPCTULMANIbHOW)
BO3pacTaeT, CTUMY/IMPYS OCMOPELLENTOPbl B runotanaMmyce. 3T pe-
LLenTopbl KOHTPO/IMPYIOT B Y3KMX Npeaenax 0CMOTUYECKOe AaBneHue
B nnasme Kposu (no R.N.M.MacSween, K.Whaley, 1994). BbiBege-
HWe BOAbl C MQUOW perynmpyetcs apruHWH-Ba3OMpeccuHOM (aHTuW-
ONYPeTUYECKMNiA TOPMOH). TOpPMOH BbipabaThbiBaeTCH HelipoHaMu ru-
noTaslamyca M HakaniuBaeTcs B Helipormnodmse, OTKyfa M nocTy-
MaeT B KPOBb. TO BELLECTBO BO3AENCTBYET Ha COOMpaTenbHble Tpyo-
K1 NOYKM, NOBbILLIAA peabcopbumio (06paTHOE NOCTYN/eHre 13 nep-
BMYHON MOYM B KPOBb BOAbl M PAaCTBOPEHHLIX B Hell BellecTs). Ma-
[leHVe OCMOTWUYECKOro AaBfieHWst KPOBM MPUBOAMT K TOPMOXEHUIO
CeKpeuun apruHMH-BasonpeccMHa W YMeHblUaeT peabcopbumio
BOAbl. BbiBefileHMe HATPUA KOHTPONUPYETCS CMEeLyoWmMMA cCUcTeMa-
MW YPOBHEM KNyO604YKOBOA (hunbTpaumm (YpoBeHb (UnbTpauun
KPOBW B MepBUYHYIO MOYY 4epe3 CTEHKY KanunifpoB MOYEYHbIX
KNy60UYKOB), PEHNH-AHTMOTEH3UH-ab0CTEPOHOBOW CUCTEMOWA, aa-
PEHepPruyeckM HepPBHbLIM annapaTtom ¥ NpefcepaHbIMU HaTpUiAype-
TUYECKMMMW NenTUAaMU.

PeHWMH-aHrMOTEH3NH-aNbL0CTEPOHOBAA cucTemMa. PEHUMH — Mpo
TEO/IUTUYECKNIA (PEPMEHT, MPOAYLMPYEMbIA MUO3NUTENNANBHBIMU
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*MIKaMKn FHOKCTarnomepynapHoro annapara MoYeK, npeacTaBnaio-
LLero coboi KOMMNEKC KIETOK B 06/1aCTU BXOJA B KNy6OUeK NPpUHO-
"MWweli 1 BbIXOAA W3 HEro BbIHOCALLER apTepuon (cm. rnasy 18).
" HUH ceKpeTUpyeTCs B OTBET Ha MaZeHue nepgysnoHHOro Aasie-
HAW U NPUHOCSLLMX apTepuonax, CHIKeHe KoHUeHTpayum Nad B
HA TMbHBIX KaHa/bLaX UanM CTUMYNSLUIO CUMNATUYECKON HEPBHOM
WA lOMbl. B COCTaB tOKCTarnioMepynspHoOro annapara BXOAUT Takxke
HMoTHoe NATHO (macula densa). OHO npeAcTaBnseT co60M ckone-
HK Creunannu3npoBaHHbIX KaHalbLeBbIX 3MNUTENUOLMTOB, BbICTU-
| HALLMX OMCTaNIbHYIO 4aCTb W3BUTBIX KaHa/bLLEB, MPUEratollyto K
ynepuronaMm Kinybouka. ITO — 4yBCTBMTE/IbHOE 3BEHO arnapara,
..... ; 0CBOGOX[eHMe peHWMHA B OTBET Ha M3MeHeHue
KOHUeHTpauun Na+BO BHYTPUKaHaNbLEBOW Moye. PeHUHCOAepKa-
..... MUO3NUTENNANbHBIE  KNETKA MOXHO BbISIBUTb C MOMOLLbIO
HHUTMBOPOTKM K pPeHuHy u TTAT1-peakumm Ha rUCTONOMMYECKUX
*|Y wx nouku.
PeHVH pacluennseT aHrMOTeH3NHOreH (OAMH U3 NNa3MeHHbIX Y
n Hiniwx rnobynuHoB), oTAenas OT Hero aHrmoteH3nH 1 C nomo-
......... HV MOTEH3MHMPEBPALLAIOLLErO (JepMEeHTa 3TOT OTLUENIEHHbIN
| OX, UMPKYNMpys B KPOBOTOKe, MpeBpallaeTcs B OKTOMENTUA
mMumnoTeH3nH Il. TocneaHnii Yepe3 peLenTopbl KNeTOK KOpbl Haf-
MOUYTYHUKOB CTUMY/IMPYeT CEKPELMIO TOPMOHA afbAocTepoHa. AH-
...... TuH Il 06na8aeT CUNbHLIM MPECCOPHLIM felAcTBMEM (MOBbI-
l | naBneHve KPOBM), OCYLLECTBNAS CYXEHWE Mepudepnyecknx
yros W BO3JENCTBYS Ha peLenTopbl cpefHeil (rnagKombilley-
o.m!? 060/104KN cocyfoB. AHrnMoTeHanH |l paspyliaeTca ammHo-
H*||| | nnasamu.
JIMbIOCTEPOH  CTUMYNIUPYET peabcopbLmio MyTeM HAKOMIEeHMUS
W, M AUCTabHbIX KaHanbLax Moyvku. A NockKobKy peabcopbums
...... >(H rnyeT yBe/fiM4eHNo 00beMa KPoBU, MpU 3TOM MOXET YCU/K-
“|. N npeccopHblin 3thheKT. BospacTaHme CeKpeLmmn anbaocTepoHa
*mi | Ha MOBbILWEHNE COAEPXKaHNS PEHUHA 3aKaHUMBAETCs BTO-
........... aNbJ0CTEPOHN3MOM, KOTOPbIA CreflyeT OT/MYaTb OT nep-
1 Mnun, Korga n3bbITOK anbAocTePOHa 06YCNOBNEH aleHOMOW Haj-
11m mnepaHblA HaTpuilypeTunueckuid nentug (MHM, aTpuonen-
M *Mm rnasy 11). PacwimpeHue (gunatauus) npeacepauic ns-3a
W iii'h HUH B HMX 06bema KpoBW, YTO ObIBAET MPM pPa3HOM Naroso-
. UMPOBOXAeTCs OCBOOOXAEHMEM MNPEACEpPAHOro HaTpuitype-
X0 MenTuga M3 MUOLUTOB Npefcepans. ITOT 6e/0K CBA3bI-
n| peuentopaMn rNagKoMbILWEYHbIX KNEeTOK cpefHeil 060104-
Bhi Y0/ PELIENTOPamMy MOYeYHbIX KaHa/bLeB, KIETOK KOPbl Haj-
iiliixiiii, ronosHoro mosra. B CBOK ouyepefsb peLenTopbl CBA3a-
1111 JINYECKAM HYK/EOTULOM — ryaHO3WH 3,5-MoHOo@OocHaToM
17" um u. [HK) B Ka4yecTBe MH(OPMaLMOHHOW cucTeMbl. Yepes
W. U-My OCYLLECTBAAIOTCA Basoguiataums, HaTpuilypes (BbiBe-
......... MHU HaTpus C MOYOl) K Auypes (BblBeJeHWe mMoun), Top-
.||[Mm cekpeummn anbgoCTEPOHa W MOAAaBEHME OCBOGOXAEHMS
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apruHNH-Ba3oNpeccMHa U peHnHa. BbiCOKWe YpOBHW MpescepLHOro
HaTpUilypeTNyeckoro nentuia 6bIBatoT Npu 6ePEMEHHOCTU, XPOHU-
YECKO NOYEYHO He[O0CTAaTOYHOCTM, CepAeHHON €nabocTn U apTe-
PUAILHON TUMEPTEH3NN.

HapyuweHne BOAHOr0O W HaTpPWeBOro romeocTasa. ﬂOCKOJ‘Ibe B
HOpMe BHYTPU- U BHEKNETOUHbIE XULKME Cpefbl HAX0AATCA B COCTO-
AHUN OCMOTUYECKOTO PaBHOBECUSA, U3MEHEHWUA KOJIMYECTBA BOfbl B
OpraHu3Me pacnpoCcTPaHsIOTCS OuYeHb ObICTPO 4epes COCTaBHbIe
yacTV TKaHeBOW >XUAKOCTW. OfHaKo Yy 60MbHbIX, KOTOPblE TEpPAT
M30TOHNYECKYIO XMOKOCTL (€€ OCMOTWYECKOE [AaBfieHWe PaBHO Ta-
KOBOMY B M/iasve KpOoBM), BaXKHEWMLUNE W3MEHEHUS MPOMUCXOOAT BO
BHEKJIETOYHON XXWMAKOA cpefe, MOCKOSIbKY MEPeHOC XXUAKOCTU U3
Hee BO BHYTPUK/IETOUHYIO Cpedy MWHUMaNeH WAW OTCYTCTBYET.
Takum 06pa3om, NoTeps MU30TOHWYECKON XMAKOCTM — bonee ce-
pbe3Has npobnema, Yem NOTeps BOAbI, U OHa TPebyeT CPOUHOIo BO3-
MeLLEHNS.

["NaBHble MPUYMHBI BOAHO-HATPUEBOTO MCTOLLEHWS WM, Hanpo-
TUB, M30bITKA 3TUX BaXHbIX YacTeii 06MeHa MpeAcTaB/eHbl B Tabn.
3.1. X0TA HeKoTopble 13 COCTOSHWIA, YKa3aHHbIX B Tabnuue, MoryT
ObiTb CBA3aHbI C HU3KOI KOHLEHTPAUWen HaTpus B rnjia3me Kposw,
BCE >Ke 3T0 OTMeyaeTcs He Bcerfa. Y psifa nuy ¢ oCcTpolr noTepeit
M30TOHUYECKON XMAKOCTU KOHLEHTpauus nnasMeHHOro HaTpus
HOpMaJibHa fjaKe MpW TSHKEO0M TMNoBOAEMUN (YMEHbLLEHMN 06bema
KPOBM) WM LIOKE. Y 6O/bHbIX C 33A€PXXKOA BOAbl U HATpUs 3Ta
KOHLIEHTPALWsA TakxKe MOXKET 0Ka3aTbCH HOPMasbHOiA, HO 6biBaeT U
MOBBILUEHHOW, 1 MOHWKXEHHOM.

2. BHyTpeHHee BOAHO-HATPWEBOE paBHOBeCWUE. OHAOTENUIA Ka-
NUANSPOB  (DYHKUUOHUMPYET Kak nonynpoHuLaemas MembopaHa,
obecneumBas BbICOKYKD MPOHWULLAEMOCTb A5 BOAbl M MOYTU BCEX
BELLLECTB, PAaCTBOPEHHbIX B MNa3Me, 3a UCKIoUeHneM 6enkos. Tpo-
XOX[eHVE BOfbl Yepe3 CTEHKM MESIKMX KPOBEHOCHbLIX COCYJO0B Of-
pefensieTcs B3avMOLENCTBMEM TMAPOCTATUYECKOrO M OHKOTMYeC-
KOro fjaBfieHns. B HOpMe, KakK W3BECTHO, XXWAKOCTb U3rOHAeTCA U3
apTepuanbHOro KOoHLUA MWUKPOLMPKY/STOPHOrO pycia € MOMOLLb0
rMAPOCTaTUYECKOrO [faBfeHns (Cuna TSHKECTW KpPOBW, AENCTBYHO-
Was Ha efMHULY NowanM cocyda) M CHOBA 3acacbiBaeTcs B Be-
HO3HbI/i KOHEL, C MOMOLLbK OHKOTUYECKOro (KOM10MgHO-0CMOTH-
yeckoro) gasneHns (no R.N.M.MacSween, K.Whaley, 1994). lNMo-
BblLLEHME TMAPOCTATUYECKOrO AABMEHUA UMW NafeHWe niasMeHHo-
ro OHKOTMYECKOro [JaBfieHUs MPUBOAUT K 6ofee WHTEHCUBHOMY
BbITECHEHUIO XXWUAKOCTU B WMHTEPCTULMAbHOE MPOCTpaHCTBO. W3
3TOr0 NPOCTPAHCTBA XWUAKOCTb MOCTOAHHO YAANSeTCa 4Yepe3 NUMm-
(haTueckme Cocyabl, HO ECIM OHW He CMpaB/ATCA C 06bEMOM
MOCTYMAKOLLEN >KMAKOCTU, TO BO3HUKAET OTeK. Takum 06pa3om,
OTeK MOXET ObITb BbI3BaH BO3pacTaHUeM rMApPOCTaTMUYECKOro AaB
NICHWA, CHWKEHWEM MNIa3MEHHOro OHKOTMYECKOro [aB/ieHus, Ha-
pyLleHveM NMMGOOTTOKa. K 3TOMYy HYXHO [06aBUTbL Takxe 3a-
LlepXXKY HaTpus W BOAbI.
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Na6nuuya 3.1. BaxHelwve NpuumHbl demumTa v U3bbITKa BOgbl U Ha
VS B OpraHu3ve

Boga Hatpuii

Jedmuynr
. He,CI,OCTaTOHHoe BcacblBaHNe
e UpesmepHoe BblaesieHMe

YUepe3 KoXy: Mpu CUAIbHOM Uepe3 KOXY: Mpu 60MbLUIOM MOTOOTAENEHUN,
NOTOOTAENIEHNU, Xape, INX0- >Kape, oXorax
, [lwake Yepes MOYKM: MpU OCMOTUYECKOM [uypese
YUepe3 nouyku: npu Hecaxap- (YCWUIEHHOM BbIJe/IEHUN MOYUN NPU MOBbILLEH-
HOM [nabeTe (HecaxapHOe HOW KOHLEHTpaLun B KPOBU OCMOTUYECKN aK-
I MOYEN3HYpPEHNE), B TOM YUC- TMBHbIX BEWECTB), MPXU MNPUMEHEHUN Moue-
Me MPU HAcNe[CTBEHHOM He- TrOHHbIX CPeAcTB, MWHEPaNoKOPTUKOULHOWA
h|FO1CHHOM BapuaHTe Hef0CTaTOYHOCTN HaANOYeYHUKOB
Uepes XenyAo4HO-KMLLIEeYHbI TpaKT: npu pBo-
Te, MOHOCe, PUCTYNax

M306bITOK
. l-lpe3mepHoe BCaCblBaHUe
¢ YMeHblUeHHOe BbleNneHne

YUepes poT: npu NOoAUAUNCUMA  Yepes poT: Npu NpreMe MOPCKOM Bofbl, 60/b-
<M'Tonoluycckas xaxaa) LLIOro Ko/mM4ecTBa Ccou
Mpu napeHTepancHOM BBefle- [Npu napeHTepasibHOM BBeAEHUM TUMOTOHU-
HUM  1MMOTOHMYECKMX PaCT- YecKUX PacTBOPOB, COAepXKallux HaTpuii
YUepes MOYKM: MpU OCTPOI MoYeyHol HefocTa-
YepT 1 noukn: npu mn3GbITOM- ToYHOCTH, BTOPUYHOM  a/ibOCTEPOHU3ME
MO|| MpoOAyKUMM apruHUH- (TMMNepCceKpeLuns anbAocTepoHa, CTEePOUAHOro
iMuwpccecuHa  (TOPMOH  TU-  FOPMOHAa HafArnoye4yHWKOB, Bbl3BaHHas (HU3N-
U<n b1) YeCKMM nepeHanpsikeHWeM, YMeHbLUEHHbIM
KPOBOCHaGXXEHMEM MOYEK, HO He CBSA3aHHas C
NopaXxeHWeM caMoli Kopbl HafNo4Ye4yHNKOB)

BospaCTaHme rmagpocraruyeckoro gassieHnsa MOXET UMETb MECT-
mu W 00LMIA XapakTep. MeCcTHOe NOBbILIEHNE 0BObIYHO CBS3aHO C
l iihh-hhcm BEHO3HOIO OTTOKA W BEHO3HLIM 3aCTOEM B OHOM Op-
H|L' ¥MK ero YacTu. Yalle BCEro 370 CBA3AHO C PE3KUM CHIUKEHVEM
"HuHbI cepaua, Hanpumep C OCTPOI NIEBOXKE/Y/J04KOBOW HefoCTa-
..... N.l0, NPUBOAALLEA K OCTPOMY BEHO3HOMY 3acTOK) B Ma/ioM
JHT KpOBOO6paLLI,eHI/IFI N K OTeky nerkmx. O6Llee BO3pacTaHue
M 1M 1,MWMYHECKOTO [aBNEHUS TOXE MOXET ObITb 00YC/IOBNEHO Be-
..... MM 3aCTOeM, HO Yyxe 60see pacnpocTpaHeHHbIM, B BEHO3HOM
n. m < BOMBLIONO Kpyra KpoBoOOpaLlieHus. Takoii 3acToii npueo-
<4 K HaKOMJ/IEHNIO OTEYHOMN XMUAKOCTW B CEPO3HbIX MOSIOCTSX.
YMeHbLUeHWe NJ1a3sMeHHOro OHKOTMYEeCKOro AaBJieHuns. "eHepanu-
.......... OTEK, KOTOpbI/i CTaHOBUTCA K/AVHUYECKU 3aMETHbIM
npu 3aJepXKe ¥ HAKOMIEHUW B TKAHAX He MeHee 5 /1 XKnKoe-
N1|MTOXAAETCH, KPOME 3aflePXKKU HATpUS, eLle 1 runonpoTemn-
OHKOTUYeCKOe fiaBfieHne B NnasmMe obecrneynBaeTcs benka-

91



Cxema 3.1. MexaHu3mbl OoTeka

MW, FNaBHbIM 06pa3oM anbbymnHOM. Korga ypoBeHb anbbymuHa na-
[aeT Huxe 25 r/n BCnefcTBMe U30LITOYHON NOTEPU MM HeLOCTaTOou-
HOr0 CMHTE3a, OHKOTMYECKOE [aBfieHWe CHWXAeTCAa W BO3HWUKaeT
oTeK. bonbluas noteps anbbyMuHa 1 06LLMIA OTEK BCTPeYatoTca npu
He(poTnyeckom cuHgpome (cM. rnaBy 18), a CHWXEHMe CuHTe3a
aToro 6enka —npu LMppo3se neveHu (cMm. rnasy 17), ronogaHun. Bo
BCEX 3TUX C/Ty4asx nepemeLL,eHne XXULKOCTU U3 Nna3Mbl B MHTEPCTU-
LMa/IbHYIO0 TKaHb MPUBOAUT K YMEHbLUEHNIO 06bEMA NJIasMbl.

CHmxXeHne obbema fpeHaXka NMM®pbl COMPOBOXKAAETCH OTEKOM,
KOTOPbIA Ha3blBaeTCA NMMQeseMOM M BO3HUKAET Mpu nepexxatuu
NUMMATUYECKUX COCYA0B OMYXO0/bl, BOCMaMTENbHLIM UHPUILTPA-
TOM WM pybLeBaHneM. BbipaXeHHY nuMdeseMy HUXKHUX KOHeu-
HOCTEM, a MHOTAa ¥ HapY>XHbIX FeHUTa/IMA Ha3bIBAKOT C/IOHOBOCTHIO.

3agiepxka coneli MOXET CTaTb MPUYMHON OTeKa Npu OCTPOWA Mo-
YEYHOM HefOCTATOYHOCTM Pa3/IMYHONO reHesa. 3afepXka coneid u
BOAbl BfiEYET 3a COOOW pacliuMpeHWe 06beMa BHYTPUCOCYAUCTON
XWOKOCTW, a 3aTeM MOBbILEHME TUAPOCTAaTUYECKOrO AaBiEHUS U
oTeK (cxema 3.1).

YKnakocTb, HakannnBaloLWaacs B TKaHAX WM MOMAOCTAX Mpu
OTeKe, HasblBaeTCs TpaHccygaToMm. [ocnefHuid crefyeT OTAnYaTh
OT XXMAKOro 3KccyaTa, UMEIOLLEro ToXe NiasmMeHHOe NMPoncxXoxze-
HKe, HO MOSIBAAIOLLErOCA Mpu BocnasieHun (CM. rnasy 4). TpaHccy-
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hir 0ObIYHO NPO3payYeH M3-3a OTCYTCTBUSA B HEM KNETOK U HaMuums
MeHee 2 % 6enka, OH He MMeeT LBeTa, a TKaHW, OMblBaeMble UM, CO-
XpaHsoT 61eck. JKccydaT, HampoTuB, MyTHbIA (M3-3a KNIETOK M
6e/Ka), 4acTo MMeeT LBETOBOM OTTEHOK, a TKaHW, OMbIBAaEMbIE WM,
06bI4YHO TYCK/bIE,

VibIpaXkeHHbI OTEK XOPOLLO 3aMeTeH MakKpocKonuuecku. Cyuie-
WLYCT HECKO/IbKO €ro )OpM: aHacapka — pacrnpoCTpaHeHHbIR OTeK
MOAKOXHbIX TKaHel W KOXW, TMApoTOopakc W rugponepukaps —
<KOMJEHWs TpaHcCyaaTa B NMOOCTM NAEBPbI U B CEPAEYHON COPOYKE,
a uaT —oTeK OpIOLIHOK MoNoCTU. V3 BHYTPEHHUX OpraHOB OTEKY
yallle BCero noABepratoTcs NerkMe v roioBHOW Mo3r. B ferkmx oH
ObIBAET CU/IbHEE BbIPAXEH B HUXKHUX [O0N5X, KOTOPble CTAHOBATCS
sMXKEfIbIMA 1 TECTOBATbIMU Ha ouynb. C NOBEPXHOCTM UX paspesa
B/ KaeT MHOFO MpO3payHOil NEHWUCTON XWAKOCTKW, T.e. TpaHccyaaTta
| myunapbkamn Bo3gyxa. INpu oTeke ronoBHOro Mosra TKaHb €ro no-
BbILLEHHO BnaXHas. Ha paspese XenyAouku pacTsHYTbl CBET/ON,
MPO3payYyHoi XMAKOCTbIO (NIMKBOP W TpaHccydaT). Mpu coueTaHum
... - C HabyxaHVem TKaHW MO3ra ero U3BWAUHbLI MOryT ObITb Yrifo-
MTVb| a 60po3abl CrnaXeHbl, 0CO6EHHO B TEMeHHOIN o6nactu. W3-
M MOBbILUEHNS BHYTPUMO3rOBOr0 M BHYTPUYEPENHOro Aas/eHuns Ha
MWHOA/IMHAX MO3XEeYKa W CTBOMIOBOW YacTW BUAHbI BAAB/EHUS OT
'V MHOYHOM KOCTWU, B YAaCTHOCTWM OT 6OMLLUOFO 3aTbIIOYHOro OT-
BEpCTUA.

| HapylueHnsi obmeHa Kanms. 3 npumepHo 3400 MMonb Kanus,
IMnepyallerocs B OpraHuM3Me B3pOC/IOr0 MY>XKUMHBI, fIMLLIb OKOJO
'ED MMO/Ib, T.€. MPUMeEpPHO 2 %, pacnonaraeTca BHe KIeTOK. Hapyx-
..... paBHOBECWE Ka/us 3aBUCUT B OCHOBHOM OT COCTaBa MuLLK, Bbl-
" TeNbHON (YHKUMW MoYek, paboTbl KULIEYHWKA. Tak, npu Ts-
" 30/ Amapee BMECTE C XXMAKMM Ka/lOM BbIBOAUTCA MHOTFO Kaus.
W Hopve To 6onbluee, TO MeHbLUee NOCTYMSIEHNEe Kanus ¢ MuLLeit
4'31M1vBaeTca KonebaHWsMW B ero BblAeneHUW Yepe3 AMCTaslbHbIe
1Ta Wbl NOYeK, KOTOPOE perynupyeTcs alb4OCTEPOHOM W YpPOB-
"W M [JOCTaBKM HaTpUs K 3TUM KaHa/lbLiaM.

VIHyTpeHHee paBHOBecMEe KasiMsi 3aBUCUT OT aKTMBHOIO MW Mac-
HUHOro 06MeHa MeXy BHYTPWU- W BHEKNETOUYHBLIMU XULKAMU Cpe-
emu (Ho R.N.M.MacSween, K.Whaley, 1994). HaTpuneBo-kanveas
<I'l'ii bl KNETOYHbIX MeEMOPaH aKTUBHO MEPEHOCUT Ka/lniA B KNETKM,

". BpeMsl KaK HaTpuii M3 HUX BbIXOAUT. [lacCWBHLIA NepeHoC
o' lUM THHUCUT OT pH BHEKNETOYHOMN XMAKOCTWU. Aumgos (Kucnas
I" i1l cnocobcTBYeT noTepe Kanus KneTkamu, ankanos (LienoyHas
I"'mi)  ero HakonneHuto. 'NaBHble NPUUNHBI HAPYLLEHUS 06MeHa
W.... NpMBEAEHbI B Tabn. 3.2,

| HNOKasIMeMunsa. HefoCTaTOuHOE BCaCbiBaHME Kalvf MOXET Mpu-

IH K MCTOLWEHNIO ero codep>kaHus B OpraHu3me, MOCKONbKY
"MHEHTUTOPHOE CHVKEHME 3KCKPELUN Kanus C MOYOI B AUCTaslb-

MinasibLax pasBUBaeTCA MensieHHO. MuHepanoKopTUKOUbI

[WF*5 M KOpbI HaNOYEYHNKOB), BK/KOYaA a/lbA0CTEPOH, MOBbILLIA-

i'1'HHML,AEMOCTb KaHaNbLLeBOro anuUTenuns, cnoco6CTBys BbiBeje-
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Tab6nuuya 3.2. OCHOBHbIE MPUUMHBI TUMO- U FMHEPKaIMEMUM

"'mnokanuemms

MoBbILWEHHOE BblAeneHe Kaans noy-

KaMun npu:

— n36bITKE MWHEPaIOKOPTUKON0B

— NPVYIMEHEHNN MOYerOHHbIX CPefCTB
1 0CMOTUYECKOM Anypese

— MeTaboM4yeckoM ankanose (Hapy-
LLEHNe KUC/TOTHO-OCHOBHOIO paB-
HOBECUS B LLEMOYHYIO CTOPOHY)

— HapKoMaHun

—aungose NoOYeYHbIX KaHa/bLieB
(Mx Hecnoco6HOCTN BbIBOAUTL
NOHbI BOAOPOAA)

BblgeneHne  4epes

LUeYHbIA TPaKT mpu:

— pBOTE

— noTepe XWAKOCTU Npu gnapee

— BOpPCMHYaTbIX MoAMNax To/CTOMN
KWLLKW, CEKPCTUPYIOLLNX Kauii

CaBUr Mexay BHYTPU- U BHeKIeTou-

HbIM COAepXXaHMEeM Kanus npu:

— OCTPOM ankanose

— WHCYyNMHOTepanuun

— cemMeifiHOM MepuoanYecKOM rumo-
KanneMnyeckom mnapanuye (Ha-
CNneAcTBEHHOM 3a6oseBaHuN)

XeNyAo4HO-Ku1-

'vnepkanvemus

M36bITOYHOE BCcacbiBaHWe Kanus
YMeHbLUEHHOe  BblfefieHre  noYykKamm
npu:

— nafieHUn ypoBHSA Ky604KOBOI
hunbTpaumm (ocTpas Wan XpoHu4e-
cKas noyeyHas HefOCTAaTOYHOCTb)

— YMeHbLLEHNN KaHanbLeBol ceKpe-
unm

CaBUT paBHOBECUS MeXAy BHYTpU- W©
BHEK/IETOUHbIM COflepXXaHnem Kanuns B
CTOPOHY MOC/IeAHEro npu:

—auunpose (06MeHHbIN cABUT B CTO-
POHY YBeNMYeHUs cofepXKaHus
aHVOHOB)

— MacCMBHbIX MOBPEXAEHNAX KaKol-
nn60 TKaHu (Npu remosnuse, Tpas-
Max, 0Xorax)

— pacnajge 310Ka4yecTBEHHON OMyXo-
m

— rynepkKaaMemMm4yeckom nepuogmye-
CKOM napanuye (HacneicTBEHHOE
3aboneBaHue)

— nepefo3npPoBKe NeKapcTBEHHbIX
npenapaToB HanepcTAHKN

— AnabeTnYecKoi runepkKanneMmm

HUIO Kainsi ¢ MOYOil. MOYeroHHble CpeacTsa, CTUMYUPYIOLLME ero
BblBElEHWE B MPOCBET MPOKCUMA/IbHBIX U AMCTa/IbHbIX KaHasbLEB,
06€eCneynBatoT BbleNeHNe Kanns MyTeM MOBbILIEHWUS 3/1EKTPOXUMM-
YecKoro rpagmeHTa (pasHuua 3neKTponoTeHLMAN0B), YTO obneryaet
MacCMBHbIA MEPeHOC Kansi B MPOCBET KaHabLeB. [pu XpoHuuec-
KOM MaTabo/14yecKoM asikasno3e BTOPUYHO BO3HMKAKOLWWWIA anbaocTe-
POHU3M MPUBOAMT K BbIBEAEHUIO Kanus. B T0 e Bpems npu auugo-
3¢ B NMPOKCMMa/IbHBIX KaHa/blax noTeps rmapokapboHaTOB 3aKaH-
YMBAETCA YBENNYEHVNEM OTPWLLATE/IbHOTO 3/1EKTPUHECKOrO MOTeH-
umana n yrpartoin kanus (cm. Tabn. 3.2).

13 >Key[O0UHO-KMLLEYHOr 0 TpaKTa Kainid BbIBOAUTCS C XKUAKOC-
Tbto. OCOBEHHO 3HAUMTENbHAS MOTEPs Kanus HabnogaeTca npu Xo-
nepe UAM B OTBET Ha CEKPEeLut0 TOPMOHa Ba30OMHTECTUHA/IbHOIO
nonunenTuaa Onyxosbio OCTPOBKOB MOMKENTYA0UHON Xenesbl. Pexe
BbIGPOC Ka/sns OCYLLECTBASETCA KPYMHbIMU BOPCMHYATHIMU OMyXO-
NAMW TONCTOW KWLLKW, CEKPETUPYHOLMMU MHOFO Cav3un, 60ratoi
KasmeM. TMNoKasmeMmsi MOXET ObITb OC/TOXXHEHWEM MHCY/IMHOTEpa
MK Npy AMabeTUYeCcKO KOMe, TaK KakK MHCY/IMH CTUMY/IMPYET BXOf,
Kanus B KNeTku. bonee penkoe HacneAcTBeHHOe 3abonesaHne —mce
MEMHbIA MepNoaNYeCKMIA TMNoKanMeM1MYecKnii mapaimy —xapakre-
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pa3yeTcs anu3o4aMu BbIPaXXEHHOW MOTEPW Kasius, YTO ObIBaeT Mpu
ynoTtpebnieHun nuwm, 6oraroir yrnesogamu (cm. Tabn. 3.2). lMpu
in(60 MaToforM  KOHUEHTpauus Kaaus B niasme Okono 2,0
MMO/Ib//I MOXET BbI3BaTb MbILLIEYHYK) C1ab0CTb, @ elle MeHbLINiA
YpOBEHb — Mapainy ¢ AbIXaTeNbHON HeA0CTaTOUYHOCTbID. OuyeHb
*bIM0 TUMOKAIMEMUSA COMPOBOXAAETCA apuTMUAMKU U BonsaMu B
Ilepnu,e C COOTBETCTBYHOLMMMN W3MEHEHUSMU Ha 3N1eKTPOKapamo-
pyMMC.

Munepkanuemus. W30bITOYHOE BCacbiBaHME Kains ObiBaeT
b» «K0, HO OHO BCe >e BCTpeyYaeTcs Mpu nepeso3vpoBKeE BO BPeMs
MHYIPVBEHHbIX BAMBaHWIA, a Takke NpyU YNnoTpebieHun B OYeHb

YMMOM KONMYecTBe (PPYKTOBbIX COKOB. CABWUry B paBHOBECUU
BHYTPW- 1 BHEK/IETOYHOIO Kaisi B CTOPOHY NOC/efjHero MoryT Bbl-
< lll. ocTpylo runepkaanemuio, 0f4HakKo BO MHOTMX C/lyyasax Mokasa-
. LU MOBbLILIEHHOr0 KOMIMYECTBa Kasna B Nna3Me He OTpaXaroT Aeid-

MTENIbHOTO €ero CoAepXaHns B LIe/IOM OpraHuamve.

YMeHbLUEHUE IKCKPELMN Kanns — O6LIMIA NpUsHaK OCTpoin 1
...... TECKOM MOYeYyHOM HeaocTaTouHOCTU (cM. Tabn. 3.2). Mpasaa,
"I XPOHMYECKOW (hopme 3HauMTeNbHAsA ruUNepKaiMeMns OblBaeT
<'||.ko torga, Korga ypoBeHb K/y60UKOBOW (DUnbTpaumn nagaet
Min. HA3KO, W 3TO CBSA3aHO C 0OMEHHbIM auMao3oM. unepkanve-

BCTpeYaeTcs W Npu aumaose, U npuM MacCYBHOM paspyLUeHWK
' LLei, HanprvMep pasMO3XKEHUAX, OXOorax, remonuse wu gp. 3ToT
....... . MOXET COMpoBOX/aTb TakXXe ObICTPOE pasBuUTUE rUNepriv-

«H1 (MOBbILWEHNE KOHLEHTPaLUN TIOKO3bl B KPOBMW) Y 60/bHbIX
4nMHam amabeTom. BbICOKME YPOBHW [/IHOKO3bl B M1a3Me MOBbl-
........ OCMOTUYECKOE [AaBfieHMe BO BHEK/IETOYHOM XXMAKOCTWU, UTO

Y'.'HOXJaeTca pasMeLleHeM BO0NbLIOr0 KOMMYECTBA KUAKOCTU

W.HT.HETOYHOM MPOCTPAHCTBE W LUMPOKUM MacCUBHbLIM Pacrpo-
....... MHOM Kanus. OTCYTCTBME MHCYNUHA M OO6MEHHOro aumpaosa

MH K HeJOCTaTOYHOCTU BO3BpaTa Kanms B KIeTKW. [pu
...... M NaToONMOrNN TUNEPKINEMUA CHUDKAET (DYHKLMUN KNETOYHbIX

*ii'’H 1 MoBbILAeT BO30YAMMOCTb CEpPAEYHON MbIlLbl. Cnuni-

* BbICOKME KOHLeHTpauun Kaaua B njasme CO3[aloT yrposy ans
*Y eHW 11 MOTYT NPUBECTU K OCTAHOBKE Cepaua.

| nnepcMnsA, BEHO3HbIN 3aCTON, LUOK

| 1'usHM runepemnsi (MOSHOKPOBKE) W BEHO3HbIV 3aCTON OTpa-
o 0/10TMYECKOE MOBbILLIEHME 06beMa LMPKYNNPYHOLLEN KPOBU
i "*i NHOW cucTeme, TKaHU WKW opraHe. MepBblii TEPMUH yNoT-

* iINV vawe ans 0603Haquvm aKTVBHOW, T.6. apTepuanbHOl n-
XOPOLLO 3aMETHOI NULLb Y XXMBOFO YeioBeKa. B 3aBucu-

....... MPUYKNH, YCNOBUI U CBA3AHHLIX C HUMW MeXaHW3MOB pas-

4 Mblie ISoT  BOCNanMTENbHYI, MNOCTULWEMMYECKYO  (mocne

... 1 C MECTHOTO MasOKPOBMS TKaHW) M AMCKOMMPECCUOH-
.<|'M pC 1KOW cMeHe 6apOMETPUYECKOr0 AaBNEHNS) TUMEPEMMIO.
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MnepemMnpoBaHHble TKaHW MNpUOBPETalOT KpacHOBATblIi OTTEHOK,
MX MECTHasi TeMrnepaTypa MOXET MOBbILLIATLCS.

opa3go GonbLuee 3HaueHMe B MPaKTUKE MMEET MacCuMBHas, WK
BeHO3Has, runepemusi (BeHO3HbIA 3aCTOM). OcTpblii BEHO3HBIN 3acT Ol
COMPOBOXAAETCS PE3KMM CMELLEHNEM PaBHOBECWUS MEXAY rvMapocTa-
TUYECKUM 1 OHKOTMYECKMM [aB/IeHMEM B Na3me B CTOPOHY yBenuye-
HWA MepPBOro U3 HWUX. ITO NPUBOAUT K OTEKY TON TKaHW, OT KOTOPOW
nopaxkeHHas BeHa(bl) OCYLLECTBAAET(IOT) OTTOK KposW. MepnneHHO
Pa3BMBAIOLLMIACS, U/ XPOHUYECKMNIA, BEHO3HbI 3aCTOIi XapaKTepu3yeT-
CSl XPOHMYECKOI TMMNOKCUE NOPAKEHHO TKaHW. TMMNOKCKSA BNEYET 3a
cob0I NaToNorMyeckoe paspactaHue CTPOMbI, pesy/ibTaToM Yero ABNs-
eTcst hnbpo3 (Mnm cknepos) opraHa. PrbPO3 Ha OCHOBE BEHO3HOIO 3a-
CTOS HasblBAKOT UHAYypaumeld, T.e. YNAOTHEHWEM, TKaHW. [ocTosHHas
BEHO3Has T1NepemMnsi CONPOBOXKAAETCSA TaKKe BbITECHEHWEM 3pUTPO-
LMTOB U3 MepenosiHEHHbIX BeH. 3a MpefenamMu COCYA0B 3pUTPOLMTLI
pa3pyLUaloTes, U B TKAHAX MPOMCXOAUT HAKOMEHME XeNe30coLepa-
Liero 6yporo NUrMeHTa —remocugepuHa. TKaHW NpuobpeTaroT TEMHO-
KOPWYHEBYH OKPACKY, a BECb MPOLECC HAa3bIBAETCA 6ypoi uHAypaLmei.
YacTb remocuaeprHa haroumTmpyeTcs CTpOMa/IbHbIMKM Makpodaramu.
Mocne nornoLeHns 60bLLOro KONMYecTBa NUIMeHTa 3T KNeTKN Ha-
3bIBAIOT rentocugepodaramu.

Mpn nepeXxaTm WM 3aKyMopKe KaKoM-nMbo MarnctpanbHol
BEHbI NMPOKCUMa/IbHEE 3TOr0 MECTa BO3HUKAET MeCTHbI BEHO3HbIN 3ac-
Toii. OfHaKO OH BCTPEYAETCA PEXE, YEM CUCTEMHbIA UM 06LLMIA BEHO3-
HbI 3aCTOR, MPUYMHBI KOTOPOr0, Kak NpaBuo, CBA3aHbI C MOPaXKEHU-
eM cepaua, nerkmx n neveHn. B coobuarolimxcst cuctemax (Kpyrax)
KpOBOOOpALLEeHMA orpefeneHHbIi 06beM KPOBU JOMKEH NPOXOAUTL B
KaKy-TO efjHALY WM OTPE30K BPEMEHW KaKoe-TO paccTosiHue, Be-
NYMHA KOTOPOro B HOpMe KonebieTcs B y3Kux npedenax. Ecnu atoro
HEe NPOUCXOAUT Y KPOBOTOK MO KaKMM-MB0 NpuyvHaM 3afepXXmBaeT-
cA, TO pa3BMBaETCS 3aCTON. PacCCMOTPUM MPUYUHBI U AUHAMUKY U3Me-
HEHMI NpX BEHO3HOM 3aCTOe B MasioM, 60/bLLIOM Kpyre KpoBoob6pa-
LLLEHMA 1 B CUCTEMe BOPOTHOIA BeHbI (cxema 3.2).

1 BeHO3HbI1 3aCTOlA B CUCTEME Maoro Kpyra KpoBoobpaLLlgHUs.
MpuumHamy 3TOro COCTOSIHWA SIBMSIIOTCA HEAO0CTAaTOMHOCTb (COKpa-
TUTeNbHas c1aboCcTb) NEBOr0 >Keyjouka cepaua; MUTPasbHbIiA
NnopoK ¢ npeo6iagaHnem nnbo cTeHo3a (Cy>XeHUS) 0TBEPCTUSA, NM6O
HeAOCTaTOYHOCTM KfanaHa (HerepMeTM4HOoe CMblKaHWe ero CTBO-
POK); a0OpTa/lbHbIN MOPOK; CXaTue NEerovHbIX BeH ONyXo/bio Cpefoc-
TeHWs. B caMoM Hauane [eicTBMS NepBbIX ABYX NPUYUH CTEHKa fe-
BOro npegcepamns (M. cxemy 3.1), KOMMNEHCUPYS 3aiePXKKY KPOBOTO-
Ka, noggepraeTcs pabouvenn runepTpoun (YTOSLLEHMIO). 3aTem
OYeHb ObICTPO HACTyMaeT AEKOMMEHcaLWsi U NaTosor1yeckoe pac-
lwpeHve (gunatauus) nesoro npegcepgms. C aTOro BPeMeHu Mpo-
rpeccvpoBaHne 3acTol KPOBW B BEHax JIErKMx CTaHOBUTCA Heyfaep-
XWUMbIM. Tpy aopTasibHOM NOpOKe (TPEeTbs NPUUYMHA) ABa YNOMSAHY-
ThIX 3Tana —paboyas rMnepTpodpusa 1 aunarauns npu LeKOMMeHca-
UMY — CMEHSIOT Apyr Apyra BHauane B /IEBOM >XKenyfouke, NOTOM B
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Cxema 3.2. KpoBoobpallieHune yenoBeka

‘eMMo 3HayeHunsa: BIB- BepxHas nonas BeHa; J/IB - neroyHble BeHbl, Jle - nerkue;
'nl nesoe npegcepaue; JIC - neroyHblii cTBon; MXK - npasblii xenygouek; JIXK - nesblii
4«HYflouBK. 11e4yB - neyeHOoUHble BeHbl; HIMB - HUXHAA nonas BeHa; M- neyeHb; BB -

«. Mas BeHa. A~ aopTa

" npescepaum (cM. cxemy 3.2). YeTseptas npuurHa — BHecep-
<HiM MPY HEW HeT Takux usmeHeHwii B ceppue. OHa BO3HWKaeT

........ OCTpblii BEHO3HbI1 3aCTON B MasiloM Kpyre KpoBoob6palleHus
W», MIACTCA OTEKOM JIETKUX, XPOHUYECKUA 3acTOii — Oypoit

nulbiumen nerkmx (puc. 3.1). B nocnegHem cnyyae npy MUKpPO-

......... Ma3ka MOKPOTbl 60/IbHOr0 B HEM MOXHO HailTW remocufe-
| UM KOTOpble MHOrAA Ha3blBAIOT K/ETKaMu CepaeyHOA HesocTa-
Y, MT. WK CEpAEHHOrO MopoKa.
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Puc. 3.1, A bypaa nHgypaums nerkoro. OKpacka reMaToKCUIMHOM U 303M-
HOM.

2. BeHosHblIii 3aCTOM B cUCTEMe BO/bLLIOTO Kpyra KposooGpalie-
HuAA. MpruuMHamMmn ABNSOTCA BEHO3HbIA 3acTOii B MasioM Kpyre Kpo-
BOOGpalLeHNsl, 0COBEHHO C Oypoii MHAypauuein nerknx (CM. cxemy
3.2); XpoHunYeckme AntdysHble CKNEePOTUYECKNE U3MEHEHWUS B Ner-
KUX, Pa3BMBatOLLMECA NP HEKOTOPbIX thopmax Ty6epKynesa, XpoHu-
YECKON MHEBMOHUW, NPOECCMOHANTLHOM 3anblieHUn (Y LUaxTepoB
1 ap.); NpaBoXenyAo4vykoBas HefOCTaTOUHOCTb KapAWOreHHon npu-
pofbl; MOPOKW MPaBOro Cepaua; ckaTue YCTbeB MOJbIX BEH OMyXo-
Nbl0 cpefocTeHns. Mpy NepBbIX ABYX NPUYMHAX pa3BUBaETCA KOM-
neHcaTopHas rMNepTpodua CTEHKWM NPaBOro XKenyaouka (nerouyHoe
CepALe), YTO MPUBOAUT K ee YTO/LLEHMIO B 5—6 pa3 1 6onee. 3atem
[OBOSIbHO CKOPO HACTynatoT [AeKOMMeHCaums fIero4yHoro cepaua,
Avnatauus npaBoro Kenyaouka W ero CoKpaTuTe/bHas CraboCTb.
C 3TOro BpeMeHU NporpeccupyeT 3aCTO KPOBM B BeHaxX 60/bLUOIO
Kpyra. TpeTbsi MpU4MHa 3aCTOs — NPaBOXe/yA04KOBasA HEAOCTATOY-
HOCTb KapAunoreHHOM npupogbl (NpU MH(apKTe, paHEHUN UK MUO-
KapauTte). UeTBepTas npuumMHa —ONyxonu cpefocTeHns —BCTpeYa-
eTCs pesKo.

[nHamyKa M3MeHeHUA npy TakoM 3aCTOe BbIPaXaeTcs B pa3su-
TUM OTEKOB (aHacapka, rMapoTopakc, acumT, rugponepukapa) v 3a-
CTOMHOM YBeNMYeHUN MeveHun. [locnefHAs Ha paspese MMeeT pucy-
HOK MycKaTHoro opexa (puc. 3.2 n 3.3) 1 nonyumna HasBaHue myc-
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in 11, » 6ypas nHaypaums nerkoro. Peakuus Meprca.

ttiHoii meueHn. PUCYHOK 3TOT 06pa3oBaH M3BMTbIMW, MepenseTaro-
MiMu 1 XenToBaTbIMM NONOCKAMMW Ha TEMHO-KpacHOM (oHe. [Mo-
“wmi  3TO Nepudepuyeckme 4acT nevyeHoUHbIX LONeK, nepeHe-
el ¥ _|VIHOKCI/IIO B YCNOBWAX 3aCTOSA, C OTIOXKEHNAMU Xupa B rena-

iii'ii K, 1.C. UEHTpaNbHble BEHbl U NPUMbIKAKOLLME K HUM YacTW Cu-

"nTt (cm. puc. 3.2). MonagaroTcsa y4acTKM LEHTPUA00YNSapHOro

TPPUTMYECKOr0 HEKPO3a, BbI3BAHHOMO CLABMIEHWMEM TenaToLuTOoB

iao < TEYEHWEM BpemMeHW, MOAO6HO WMHAypauuu Nerkux, 3ac-

U 1 neyeHN MOXKET 3aKOHUMTLCA €e cepieuHbiM mbposom, T.e.

sii.[iiliy WbIM cKnepo3om.

MevyoLLIOE MOHOKPOBME B CUCTEME BOPOTHO BEHbl, WM Mop-

*HVVM TVinepTeHsus. JTo6oi AnddysHbIN CKNEPOTUYECKUIA Npo-

*" | 1 neyeHn, COaBNMBAKOLLMIA e MUKPOLIMPKYNATOPHOE PYCIo,

1 N|M'uMTCTBOBATL MPOXOXAEHUIO KPOBM Yepe3 3TOT OpraH u3

Hiuli_neHbl B NEYEHOUHYIO 1 fjanee B HUXHIOW nonyto. Hanbo-

In mil NpUyMHOI NOPTa/ILHOV FMNEPTEH3UN ABNIAETCA MEJKO-

L1 (MOpTa/bHBIN) LMPPO3 NeYeH, BO3HUKAIOLYMIA NMOC/E remna-

I..1 N KayecTBe Apyrux npUUmMH BbICTYMAIOT 3aCTOMHbIA, UK cep-

1hi  (ubpo3 neyeHn, cuHipom Bagsa—Kuapu (G.Budd,

ml npy 3aKynopke WM CXaTuUM NeYeHOUHbIX BEH; LUUCTOCO-

. PYXKCKIE NeYeHn napasnTamy — LICTOCOMamM); 3aKymnopka
m’ mTenuc ONyXO0/1bi0 YCTbSi BOPOTHOM BEHBI.
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Puc. 3.2. XpoHn4yeckKoe BEHO3HOE MONHOKPOBUE MEYEHN — MyCKaTHasa e
YeHb. OKpacKa reMaToKCUANHOM U 303VHOM.

[na nopTanbHOW rMnepTeH3NM XapakTepHO HaauvmMe acumTa, 3a-
CTOMHON cnneHoMeranuu (yBennmyeHue cene3eHKn), BapUKO3HOrO
paclMpeHns  BHeMeYeHOYHbIX MNOPTOKaBalbHbIX aHACTOMO30B.
ACUMT CTAaHOBUTCA KAMHUYECKU 3aMEeTHbIM, KOrja B GpHOLWHON no-
NOCTU HakannuBaeTcsd He MeHee 500 mn TpaHccygata. O6bveMm noc-
NefHEro MOXeT AOCTUTraTb M MHOTUX IMTPOB, YTO MPUBOAMT K 3Ha-
uynTeNbHOMY B34YTWUIO XMBOTA. [0 CpaBHEHUIO C APYTMMU BUAaAMM
TpaHccyfaTa acumMTuyeckas XMAKOCTb Haubonee 6oraTa 6efnkom, B
OCHOBHOM afibOBYMWHOM, W COAEPXWT TakXke [NHOKO3Yy, HaTpuil u
Kanuidi. Mo3ToMy faxe MefneHHasa 3Bakyauus 60M1bLIOTO ee KOMye-
CTBa BneYeT 3a COOOM CYLLECTBEHHYH YTpaTy YKa3aHHbIX KOMMOHEH-
TOB M/a3Mbl.

B oTnnume oT ApYrux BMAOB CUCTEMHO BEHO3HOW runepemuun
nopTafnibHas runepTeH3ns BO3HWKaeT HeocTpo. OTeK GPIOLWHON no-
NOCTM HapacTaeT MOCTeneHHO. MaToreHes acuuTa CMOXEH W BK/HO-
YyaeT OfMH WU HECKOMbKO MEXaHW3MOB:e

e TUMepPTEeH3Usl BEHO3HOW KPOBU BO BHYTPUAONbKOBbLIX CUHYCO-
naax NpuBOAMT K BbIMOTY TpaHccyfgaTa B MPocTpaHcTBe Aucce
(J.Disse; wenu Mexay cuHycouamu M MevyeHOUHbIMU 6aska-
MW, KOTOpble B HOPME He3aMeTHbI); 3TOT TpaHCCyAaT yaanset-
cs B GPIOLIHYIO MONMOCTL Yepe3 NUMQaTUyecKne NyTH NeyeHu;
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irm 11 TloBEpXHOCTL paspesa NneyeHU NPy XPOHNYECKOM BEHO3HOM 3aCTOe.
I'ni YMOK MYCKaTHOro opexa.

M nepemMeLLeHnn TpaHccyaaTa UrpaeT posb U CMeLLeHue nnas-
MEHHO-TKAHEeBOro paBHOBeCUS B COAEpPXaHUU anbbyMUHOB U©
LUICKTPONMNTOB;

* M|K>CauyMBaHWe XMAKOCTU U3 NUMEpaTUUYeCKUX COCYLOB Kancy-
Nbl MeYeHN B GPHOLWHYI0 NOAOCTb; Npu HM6pPo3HONK (LUPpPOTU-
YeckoW) gedopmaummn Kancyfibl HOpMasbHbIi 06bEM AUMHbI,
YKOLHLLEN OT nmeYyeHW B rpygHONA NPOTOK, yMeHbllaeTca B 40—
*0 pfi, YTO CMOCO6CTBYET BbIXOAY XWUAKOCTU U3 nuMdaTmyec-
*HY COCYZ0B Kancynbl B 6PIOLIHYI0 NONOCTb;

* CbIKONY 3KccyfaTa COAeiCcTBYeT 3afepXKa NoYykaMu HaTpus u
"411,1, HecMOTps Ha 60nee BbICOKYH, YEM B HOPME, KOHLEHT-
pauuio HaTpus B KpPOBW.

WB* YHUeHMe cene3eHKW 6biBaeT 0YeHb 3Ha4YUTeNbHbIM. Ee Macca
MV, Wy ruratb 700 r 1 6onee. Moj MUKPOCKOMNOM B OpraHe BUAHbI
U " pm WwypeHHble CMHYCOUAbI C YTOJIWEHHbIMW CTEHKAMU, Mnepu-
................. KPOBOU3NUAHNA, HA MeCTe KOTOPbIX C TEYEHUEM Bpe-

" <|"'pMHpytoTCA YU6PO3HbIE Tenbua MamHbl—IaHgn (C.Gamna,
*'e1l  «V)» OTNIOXKEHMAMYU FEMOCUEPMHA N Conein n3sectn. Bapmkos

"" H.NbIX (NOPTaNbHO-CMCTEMHbIX) aHAaCTOMO30B BCTpeYaeTcs
" 1«%»u macc 3acTOWHOI KPOBM U3 NOPTaNbHON BEHbI BCUCTE-
I" H HCneAyOLWMX YeTbIpeX rpynnax BeH:
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Puc. 3.4. KapguanbHblii 0TAen NuLLeBoja U YacTb KapAumn Xenyaka npu nop-
TanbHOW runepTeH3nmn. Pa3pbiBbl BAPMKO3HO-paCLUMpPEHHbIX BEH NULLEBOAA.

e B BeHax nuweBoga v kKapauu xenygka (puc. 3.4), KoTopble
CBA3bIBAIOT NIEBYH) XKENYAOUHYIO BEHY (MopTasibHas cucteMa) u
Manyto HenapHyto (v. hemiazygos minor), oTHOCALLYHOCA K Ka-
Ba/TbHO CUCTEME;

* B BEHax MPAMOA KULUKM W aHyCa, CBA3bIBAIOLLMX BEPXHIOK
(nopTanbHas cucTema), a TakKXKe CPefdHIO M HIKHIOW (Ka-
Ba/lbHas CMCTEMA) remoppouniasbHble BeHbI;

* B BEHax KPYr/ioi CBA3KM MeYeH!, CBA3bIBAIOLLNX IEBYHO BETBb
BOPOTHOW BeHbl C NOBEPXHOCTHLIMI BEHaMV MepeHen bproLu-
HOM CTEHKM 4epe3 MyMo4yHOe CneTeHWe, BapuKo3 BEH KOTO-
POro KNMHUYECKU MMeEeT BUZ, Fo/oBbl Medy3bl;

* B BeHaX, PacnofOXeHHbIX B MeCTaX KOHTaKTOB OPraHoB >WBO-
Ta 1 3aAHEN OPIOLLIHOW CTEHKMU.

/13 nepeuncneHHbIX BUAOB Bapnko3a Hambonee BaxkHbIM SIB/ISET-
ca nepsbliA. OKo0 65 % 60/bHLIX LUMPPO30M MeYeHU CTpajatoT Kpo-
BOTEUYEHMSIMU W3 BaPUKO3HO-PACLUMPEHHbIX BeH MULLEBOAA U Kap-
OUW, Hepefko OHWM MormbatoT OT MNOCTreMopparvuyeckon aHemumu
(cm. puc. 3.4).

4. LLok. 9T0T pasgen noapobHO OcBelleH B Kypce natogusno-
norum, rge LWOK OTHeCeH K pasfeny 3KCTpPeMasibHbIX COCTOSHWIA.
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OnpefeneHns LIOKa BapbMpYHOT. B naTtonorMyeckoil aHaTomMmm OH
OnpefienseTca Kak Ts>Kenoe COCTOsHME, HacTynatoLLee rnocre CBepx-
CWILHOrO BO3AENCTBMA HA OpraHmn3m.

LLIok — Ts>Kenoe NaTo/IorMyeckoe COCTOSHYE, HACTYMatoLLee npu
OCTPOA HEAOCTATOYMHOCTW KPOBOOOpALLEHMST (LMPKYISTTOPHOM  KOfI-
Narce) rocnie CBePXCWIbHOTO BO3AEACTBMA Ha roMeocTas. PasnmuatoT
[P1 OCHOBHBIX TWUMa LIOKA — [MMOBO/IEMUYECKNIA, KapAnOreHHbIiA
M CEeNTUYECKMA, a Takke ABa 60nee pefKMx TUMa: HeMpPOreHHBIN,
BbI3bIBAEMbI OCNOXHEHUAMW HapK03a, NOBPEXAEHUAMMU CMUHHOIO
MO3ra W MPOSBASIOWMIACA B BbIPAKEHHON Basofunatauun nepu-
(hepyyecKoro COCyAuCTOro pycna, U aHaunakTUYecKuii, Bbi3biBa-
eMbliA FeHepann30BaHHbIMU PeakUUAMU  rMNepyyBCTBUTENBHOCTH
(cm. rnasy 59.

FMNOBONEMUWYECKUWA LWOK MPOABAAETCS YMEHbLUEHN-
eM 06bemMa LMPKYIUpYyLoLLein KpoBu. Hanbonee yactasd npuunHa —
mienas ocTpas KposornoTeps. MNpu 06LIMPHBIX OXOrax ¢ yTpaToi
K) % v 60nee NOBEPXHOCTU KOXW FMNOBONEMUS ABNSETCA CEACTBU-
em HbINOTEBAHMSA Ma3Mbl U3 MOBPEXAEHHOIO MUKPOLMPKYNATOPHO-
0 pycna, XOT B 3TOM C/lyyae OHa pa3BMBAeTCA Mef/IeHHee, YeM npu
O6LUMPHOM KPOBOTEYEHWM, & CryLLEHWEe KPOBU BbIPAKEHO CUJIbHEE.
| MMOBOIEMMYECKNIA LIOK BbI3bIBAET TKenMas fermaparauus npu
| VLL.HO MHOTOKpPAaTHO PBOTE U NPOChy3HOM MOHOCe.

HopMa/ibHbIN B3POCALIA MY>XXUMHA MOXET NoTepsATh 40 550 Mn
KpoBK, T.e. 0K0no 10 % UMPKYNUpYHOLLEA KpoBK, 6e3 Kakoin-nnbo
BbIPOXXEHHON CUMMNTOMATUKM. 3TOT 00bEM BOCCTaHaBNMBAETCH
Bepes HECKOJIbKO YacoB 3a CYUET Mepexofa BHeCOCYAUCTOM XUAKOCTM
1 cocyfpbl. Bo3melleHne nnasmMeHHbIX OefKOB 3aHMMaeT 1—2 cyT, a
NT CTaHOBNEHNE 3PUTPOLIUTHON MacChl — HECKO/IbKO Hefesb. YTpa-
LLL25 % o6bema KpoBu (0kono 1250 M) NPMBOAUT K 3HAUMTENLHOM
| nTMoBONEMUM B TeueHue crefytolmnx 36 4, a bbicTpas noTepst 0KoI0
W % Macchbl KPOBY COMPOBOX/AETCA HACTYMN/IEHMEM KOMbI (TshKenoe
1+ co3HaTeNlbHoe COCTOSIHME) U CMEPTMU.

KapAvoreHHb i WOK pa3BUBaeTCs B OTBET Ha OCTPOe
mIMDKEHVE 06bMa CepAeyHoro Bblibpoca (MUHYTHBIA 06beM cepaua,
| r 06beM KpoBuW, BblbpacbiBaeMblli Xenyaoykamm 3a 1 MuH). OH
OblBaeT Npy UH(apKTe MUOKapha, Npu ObICTPO 06pasytoLmxcs ge-
|y Max knanaHoOB cepAua WaM Mpu reMornepukapge ¢ TaMmnoHagol
*PLEYHON COpOUKM. CHMXKAEeTCS LeHTpa/lbHOe BEHO3HOE W XKEeny-
lo IKOBoe fimactonmueckoe fasneHvie. VI3MeHeHNs aHanornyHbl Tem,
Ny BbIBAOT NPU TMNOBOSIEMUMN U CBA3aHbI C MafleHNEM KPOBSHOIO
BI/-M/AH W CHUXKEHMEM KPOBEHAMONHEHNS TKaHei. CMepTHOCTb
o1 BAPANOrEHHOM LWOKe focturaet 80 %.

CenTMUYEeCKUN LWOK BO3HUKAET NPU pacnpocTpaHeHnUm
**'Hyauteneld THXeNbIX BOCMAUTENbHBIX U UH(EKLMOHHbIX NpO-
"ee"B, OH MOXET OC/MOXHATb WMH(PULMUPOBAHHbIE OXOrWM U ObITb

" 1 IuMcM pasnnYHbIX XMPYPruyecknx BMeLLaTeNbCTB (Ha ypore-
.......... N >XenyeBbIHOCALLEM TpakKTax, Npu MOAOCTHbIX Onepa-
. BCnyYae 3aHeCeHMs MH(eKUUU. ITOT LLIOK BCTPEYaeTcs Yy nuLy
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C UIMMYHOZEPUUNTHBIMU COCTOSAHUSIMU, B YaCTHOCTU, NPY NENKo3ax
N IUMOMaX, a TakkKe Kak OCNOXHEHWE MMMYHOCYNPECCUBHOMN Te-
panun. CenTUYeCKMiA LIOK 06bIYHO BbI3bIBAKOT FPaMOTpULaTe/IbHbIe
6akTepuun, Bblgensatowme 3HAoTokeuH E.coli, Proteus, Kilebsiella,
Bacteroides 1, ocobeHHO npu oxorax. Pseudomonas aeruginosa. Io-
pa3fo pex<e NPUYUHON LLIOKa CTAHOBATCA IPaMmnoNOXUTENbHbIE BaKTe-
pUn: CTaMNOKOKKM, CTPEMTOKOKKA WA MHEBMOKOKKW.

CuuTaeTcs, 4To NpY BO3AEACTBUM SHAOTOKCUHOB BaXKHYIO MaTo-
reHEeTUYECKYIO PO/b UTPalOT aKTMBALMA KOMIMIEMEHTA, Koarynaums,
(hMOPUHONNTNYECKAA U KMHUHOBAs CUCTEMbI C NOCMEAYIOWEN aKTu-
BaLell TPOMOOLMTOB U HEATPOPUNBbHBIX NENKOLMTOB. DHAOTOKCK-
Hbl CMOCOGCTBYIOT ObICTPOMY OCBO6OXAEHUIO oKcmpa asoTa (NO)
(cm. rnasy 11), dhakTOpa HeKpo3a OMyX0/n a, IHAOPPUHOB, UHTEp-
neiknHos (UN-1, NN-2, -6 n NJ1-8) 1 gpyrux LUTOKUHOB, BXO-
JAWMX B rpynny sHAOreHHbIX MeAMaTopoB, Y4acTBYIOLWMX B nartore-
Hese LLUOKa.

Pasnn4atoT TpW CTaaun LLIOKA: HEnporpeccupytoLlyto (paHHUiA
LLOK), NMPOrpeccupytoLLyto 1 HeobpaTumyto. [ns nepeon M3 HUX Xa-
PaKTEPHO KOMMEHCMPOBAaHHOE CHWKEHUE AaBlEHWS| KPOBW, CHUKe-
Hue ob6bema cepfievHoro Bblbpoca, pacLuMpeHmne COCyf0B C COXpaHe-
HMEM HOPMasibHOrO KpPOBEHArMoJ/IHEHWS opraHoB. BTopoit cTaguu
npucyLle NOHWXEHHOe KPOBEHAMO/IHEHWE OpPraHOB M Hayaio MeTa-
6ONMYECKNX W LMPKYNATOPHbIX PaccTPoiCTB. B TpeTblo, HeobpaTu-
MYlO, CTafMi0 BO3HUKAeT HeLOCTaTOUYHOCTb KPOBOOOGpPALLEHWUS Ha
YPOBHE MUKPOLMPKYNATOPHOIO Pycna, MOBPEXAAKTCa 3HAOTeNwui,
3aTeM MeMOpaHbl KNeTOK B TKaHsX. [MOTOM HacTynaeT rubenb no-
BPEXAEHHbIX KNETOK, COMPOBOXAAIOLLAACA (PYHKLMOHATLHON Hefo-
CTATOYHOCTbI0 BHYTPEHHUX OpraHoB. TpeTbsi CTaAMs LUOKA 3aKaH4u-
BaeTCs CMEPThHO.

Mpu ayToncum HamboMblUMe W3MEHEHWS HAXOAST B FOSIOBHOM
MO3ry, ceppLe, Nerknx, noykax v HaanoyeyHukax. B mo3re MoxeT
BO3HMKATb WLIeMUYecKas 3SHUedanonaTus, B cepiue NosBAAIOTCS
Cy63HAOKapavaibHble KPOBOM3NSHUA WM YYaCTKM HEeKpo3a, a
TaKXKe YYaCTKU CXKaTUA U YNIOTHEHNS MbILLEYHbIX BOIOKOH Cepaua,
B KOTOPbIX MPOMCXOAMT YKOPOUYeHWe capkomep, parmMeHTaums Z-
[UCKOB, WCKPUBNEHWE MUO(UIAMEHTOB U BbITECHEHWE MUTOXOHA-
puwiA. [1ns LLIOKOBOro IErKOro XapakTepHbl odyary aTesekTtasa (crage-
HMe NEeroYyHoi TKaHW), CEPO3HO-reMopparMyecknini oTek, MHOr4a c
BbiNageHneM hunbpuHa B NPOCBET aNbBeos, a Takke C Tpombamu B
MUKPOLMPKYNISITOPHOM pycne. B moykax pa3BMBaeTCsi HEKPO3 3Mu-
TeNus KaHasbLeB. 3MeHeHUs B HAAMOYEeUYHUKAX BbipaXKatoTcs B n-
MALAHOM WUCTOLLEHMMN K/ETOK KOPbl, NPOrpeccupytoweM OT peTuKy-
NIAPHOM K MYYKOBOM 30HE, YTO OTPAKAET C/IOXKHbIE MPOLIECCHI (DYHK-
LIMOHANbLHOM MEePecTPoOiKM, HanpaBfeHHble Ha UCMO/b30BaHWE U-
MWOOB AN CUHTE3a CTepouaoB. Pexe 0OHapyXMBatOTCH KPOBOM3-
NUAHWUA U YYaCTKM Hekpo3a (OCTpble 3Bbl) B C/IM3UCTOM 060/04KE
YKeNnyao4yHO-KMLLIEYHOT0 TPaKTa, CXO4Hble NMOPAXKEHWS B NeYeHu, rae
TaKkXKe MOXET ObITb OXXMPEHWE TenaToLMTOB.
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3.3. 'emocTas, KpoBOTEYEHME, TPOMOO3, IMb6OIUS

Mpn pasHbIX NaToNOrMyeckUX COCTOSHUAX KPOBb MOXET (hop-
MUPOBaTb BHYTPUCOCYANCTbIE XKeleobpasHble WM NAOTHbIE MPOOKK
[MO0 NPOHUKATb CKBO3b CTEHKWM KPOBEHOCHOTO pycra 6e3 B1AMMOro
HapyLleHus 1x Lenoctn. Mexay TeM CyLLEeCTBYeT Liefblii KOMI/EKC,
NOAAEPXKMBAIOLLMA KPOBb B HOPMA/IbHOM YXMAKOM COCTOSIHWW,
KOrfja HeT HW MaTo/0rMyecKoro CBEPTbIBAHWA BHYTPWU COCYAOB, HU
MpoCauMBaHNs Yepe3 UX CTEHKWU. ITOT KOMMJ/IEKC B COBPEMEHHOWA
(h13M0N0rMM 1 NaToNONMM Ha3bIBAETCA remocTasom. [emMocTas urpa-
m| BaXXHYIO pONb B MOAAEPXKaHM FOMEOCTasa KPOBM Kak Mpu HOp-
MafilbHOM LMPKYNAUUK, TaK U MpWU MOBPEXAEHMSAX KPOBEHOCHONO
pycna, BbI3bIBalOLLMX KPOBOTEUEHMS. OH ABASETCA MPOAYKTOM B3au-
MOJENCTBUS YeTbIpex rnaBHbIX CUCTEM: Koarynsuuum, gpubpuHonmnsa,
*HAOTENMANbHBIX KIETOK U KPOBAHbLIX NAACTUHOK (TPOMOOLUTOB).
PaccMOTPUM KaXKayH 13 3TUX CUCTEM.

| Koarynauusa (cBepTbIBaHME) KPOBW MPOMCXOAUT B pe3ynbTare
amuMauun’ Kackaga (hepmMeHTHbIX BO3LEWCTBMIA, B KOTOPbIX Mpes-
MHTTBEHHUKMN GENIKOB-MPOKOAry/siHTOB MPeBPaLiatoTcs C NOMOLLbHO
MoCnefoBaTeNlbHbIX M OrPaHNYEHHbIX NPOTEOIMTUYECKMX PeaKL WA B
0 1MHHble (hopMmbl. [nasmeHHble (hakTopbl Koarynaumum 0603HavaroT
puMckMMK Ludpamy (NopsiaKoBble HOMepa AaBanun Mo Mepe OTKpbI-

MM »TX (pakTOpoB): | — (mbpuHoreH, Il — npoTpoM6uH, I —
K NUTbINA hakTop, IV —kanbunid, V —npoakuenepuH, VII —npo-
e nHBepPTUH, VIII —aHTuremodunbHbliA dakTop, XII —hakTop Xa-

"Miiim (W.Hageman) v gp. KoHeuHas cTagmsi Koarynsaumm Kposu
BM|MXKOETCA B nNpeBpalleHMn (MOpuMHOreHa B HepacTBOPUMbIN
M/ NIMCP PMOPUH, YTO NIEXXWUT B OCHOBE Mepexoda nnasmbl U3 307151 B
M

MpuHATO fymaTb, 4TO Koarynsuus codeTaeT B cebe AeicTBume
LUK | UICTCM: BHYTpeHHell 1 BHellHeid. MepBas U3 HUX peannsyeTcs C
se.oMeHTA BXOX[EHWUS KPOBU B KOHTAKT C JI0ObIM HE3HAOTeNuasb-
HbIM 1Y6CTPaTOM, HECYLUMM OTpULATeNbHbIA 3NEKTPUYECKUIA 3apas,.
1K UM cybCTPaTOM MOXET OKa3aTbCs 6asasbHas MembpaHa cocysa

KOMNareHoBble  BOJIOKHA BHECOCYAMCTON  COefMHUTENbHOW
*MHU (CTpoMbI). BTopasi, BHeLUHAsA, cUCTeMa AEWCTBYET C MOMO-
mi.n |[KOHeBoro ¢pakTtopa Ill, ocBoboxgatoLlerocs U3 NOBPeXeH-

(Hoorenms M BHECOCYAMCTbIX TKaHeid. MoHavany obe cucTemsl
LI . NyTW) peasM3yloTcA He3aBMCMMO Apyr OT Apyra, 3aTtem

...... NT 9 B OAHY (PUHaNbHYIO cucTeMy. Kaxpgas M3 HUX TpebyeT
*M ........ paccMoTpeHus (cxema 3.3).

Hw ||H-umuna cuctema koarynauuun. llocne nNoBpexaeHUs CTeHKU
bl AW Kanunnsapa Ha NoANeXalyx K HeMy KoJifareHoBbIX BOSIOK-
wu Wb, HECYLLIMX OTPULATENbHBIN 3IEKTPUYECKINIA 3apsf, OTKa-

a1 hi inHl MpakTOpbl KOHTakTa: daktop X, NpekaMKpenH 1 BbICo-
m 1. 1 (\M1pHbIA KnHMHOreH. ®aktop XII npeBpallaeT npekanu-
. aKTUBHbIA (hepMeHT KannukpenH (no R.N.M.MacSween,
* el lmv 1494). MNocnegHWin BbI3bIBAET aKTUBALMIO CUCTEMbI KUHU-
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Cxema 3.3. Cucrema csepTbiBaHNS KPOBU

O603HaueHNn:

BMK - BbICOKOMONEKYNAPHbIA KNKUHOTEH
OHA - 3HJoTeNnmi

TL, - Tpomboumut

MK- npefwecTBeHHNK KannnkpenHa

Ha, a Takke hakTopa XlI, nepexoasilero B NPOTEOIMTUYECKMNIA BapU-
aHT —mpakTop XMa. Tak hopMupyeTca Kpyr NoONOXMTENbHON 06pat-
HOW cBsA3M: nocse (hasbl OTCTaBaHWA Ha HECKONIbKO MUHYT OT MOMEHTa
MOBPEX/eHNs 06pasyeTcs 3HauNTeNbHOE KONMYECTBO (hakTopa Xla,
KOTOpbIA aKTUBMPYET He TO/LKO CrIefyHOLLYH0 CTyMNeHb Kackaja Koary-
NAUMK, HO 1 cucTeMy (MBPMHOMK3A, a 3aTEM BK/IOUAETCS eLLe CUCTe-
Ma KnHMHa (cM. cxemy 3.3). C ynomsiHYTbIM BbICOKOMOEKYNAPHbLIM
KMHUHOTEHOM CBA3bIBaeTCA Takke hakTop XI, KOTOpbIA ONAThL Xe ¢
nomoLpto thaktopa XHa KOHBEpPTUPYETCS B aKTUBHYHO hopmy Xla.
370 faeT Hayano peakuusmM amnanpukaummn: gakrtop X akTuBMpyetcs
B hopmy Xa, pakTop Il (NpoTpoM6MH) —B hopmy [Ma (TpOM6VIH3,, KO-
TOPbIA 1 hopMupyeT PUBPUH 13 PrUbpUHOreHa.

BHewHsAsA cucTeMa Koarynauuu AENCTBYET yepe3 TKaHeBbl (ak-
TOp — anonpoTeMHO-MNNAHLIA KOMMIEKC, COAepXaliuiica B Lu-
TonnasMaTnyeckux mMembpaHax. BHauane npoucxoguT CBA3bIBaHWE
thaktopoB VII, X 1 NOHOB Kasbuus. Fpu 3TOM (hakTop X akTUBM-
pyeTcs M B CBOKO o4epedb akTuBMpyeT haktop VII, KoTOpbIi eLle
6onee ycmnnBaeT aKTMBHOCTb X (pakTopa. ITO TaKKe 4YacTb Kpyra
MONMOXNTENbHON 06paTHOW CBA3M, YMOMAHYTOrO Bbille. 3aTem
thopmupyetcsi (hakTop Xa, a TakkKe HadMHaeTca o0b6pa3oBaHue
TpombuHa (11 d)aKTOp;), NnoToMy 4TO 06pasoBaHue (HUbpPMHA npouc-
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XOOWUT TaK XXe, KaK M BO BHyTpeHHeli cucteme (no R.N.M.Mac-
Sween, K.Whaley, 1994). MNMepekpecTHasd — OT 06enX CUCTEM — aK-
TUBaUMs pacnpocTpaHseTcs Ha takTopbl VII—Xa un IX—Vila (cm.
cxemy 3.3).

Monekyna pubprMHOreHa coCTOUT M3 Tpex nap AuUCYbGna-Cas-
3aHHbIX MNOAUMENTUAHLIX Leneid. TPOMOUH OTLWenseT Masble nen-
Tnabl 0T N-TepMMHaIOB ABYX Map YKasaHHbIX Lenei ans hopmmupo-
BaHMS MOHOMepPOB (hMOPWHA, MOABEPratoLLMXCS GbICTPOA CMOHTaH-
HOM NoMMMepU3aLmMM 1 NPeBpaLLatOLLUNXCA B HEPACTBOPUMbIA (hn6-
puH. B panbHeiieM nonumepbl pubpUHa YKpennsTcs nog Bo3-
nelictBuem haktopa X1Ha, sBnsoLWerocs TpaHCaMWHA30W, nepe-
KPECTHO CBSAI3bIBAIOLLEA MpuUIexaline MOMeKy/bl NOMMEPU30BaH-
noro uobpuHa. ®aktop Xl npeBpalaeTcs B CBOK aKTUBHYIO
(hopmy Mof feicTBueM TPOMOMHA. Takum 06pa3oM, MOCNefHUA ur-
paeT ABe BaXKHble POJIN B XOfe Koarynaumm, crocobCTBys npespaLe-
HUIO nbprHOoreHa B pubpnH 1 akTneaumm akropa XIII gna cra-
6unnsauym NepekpecTHbIX cBa3eil hubpuHa. CTabuibHbIA NonMep
(hmbpnHa CTPOWUT CETHATYK OCHOBY AN KNETOK, YYaCTBYHOLMX B
BOCCTaHOB/IEHMM MOBPEXAEHHOr0 cocyfa no obe CTOPOHbI OT 6a-
LLSTbHOW MeMOpaHbI.

B jono/iHeHe K BbilLEYNOMSHYTOMY Kpyry Mo/oXuTebHOW 06-
paTHOM CBA3M HA KAXAOW CTaguu Koarynsuuy OCyLIeCTBASETCA
amnangukauma (MHOrokpaTHoe NOBTOPEHME), B X0Ae KOTOPOW ofHa
MoJlekynia (pepMeHTa MOXeT aKTUBMPOBAaTb MHOrM0 MOJSIEKYN TOro
cybcTparta, B KOTOPOM OHa AeicTByeT. [Npu OTCYTCTBUM MEXaHW3MOB
pei ynauum npouecc Koarynsaumum mor 6bl Npofo/mkaTbes 40 Tex nop,
Moka Becb (hMOPMHOreH Mnasmbl KPOBW He npespatuics ool B (hn6-
pyH. Cpeay (13NONOrMYECKNX UHIUOUTOPOB, TOPMO3ALLMX Ha On-
pefeneHHOM 3Tare Koarynsuuio, nydile BCEro M3y4eHbl [Ba: aHTU-
utom6uH 11 (AT 1) n cuctema 6enok C/6enok S. AHTUTPOMOUH
Il HelTpanusyeT TPOMOWH U pAL aKTUBMPOBAHHLIX (DaKTOPOB CBep-
n.nwHus; Xa, 1Xa, Xla, XWa. Ero geicTene ycunmBaeTcs B NpUcyT-
Il renapuHa u, BO3MOXHO, rernapuMHOMAOB, BblpabaTbiBaeMbIX
L AOTCNMNEM.

Benkn C 1 S aBnsaoTca BUTaMUH K-3aBUCMMbIMKU NPOTENHAMNA,
1UNTE3UPYEMBIMUN B MEYEHU, NPUYEM MOCAEAHWIA U3 HUX TakKe Npo-
eunpyetcs aHgoTenuemM. benok C ¢ nomoLbio TpomOrHa npespa-
TUT WA B aKTMBHYIO (POPMY, KOTOpasi COBMECTHO C ee KO(haKTOpOM
(«rvkoM S MHrmMéupyeT akTopbl Va u Villa. Y nuu ¢ BpoXxxaeHHoi
HefoCTaTOUYHOCTbIO aHTUTpoM6uHa 1l nam 6enkoB C M S yacto
pa iNMHaeTca TPOMOO03, MPUYEM PeLuMavMBUpYOWMA. K nHrnbuto-
pam Koarynauum oTHocaT Takke Cl &HaKTMBaTop KOMMN/IEMEHTA),

I M.3KpOrnobynvH 1 a- 1-aHTUTPUMNCUH.

) ®urbpnHoIM3. KoarynsaTtbl U CBEPTKK, 06pasytolmecs npu Kpo-
...0CHEHMAX B 061aCTW MOBPEXJEHMS COCY0B U MHOTa HerpaBu/ib-
|.|- MaNMHaemble TpOM6aMK, LOMKHbI HE TOMIbKO 3aKpbiBaTh MOBPEX-

MUC, CNOCOBCTBOBATL 3XKMBJIEHWIO, HO W He NPENATCTBOBATL KPO-
....OKy T[lo3aTomy B Xofie 3BONHOLMU BblpaboTancsd MexaHW3M CBOe-
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BPEMEHHOr0 yAafeHnUs MX U3/IMLLKOB. ITO cucTema (pnbpuHou3a.
MexaHusMm (MbprHOAM3a BKKOYAET aKTUBALMIO HEAKTUBHOIO Npo-
3H3MMa Na3MMHOreHa MyTeM ero nepexofa B MPOTEOIUTUYECKMIA
(hepMEeHT Na3MMH C MOMOLLbI0 HECKOMbKUX aKTWBATOPOB MJasmu-
HoreHa. XoTs OCHOBHbIM (PU3MONOrNYECKUM Cy6CTPaTOM BO3AENCT-
BUS 4N NNa3MuHa SBaseTcs QUOPUH, NNasMmnH Takxe ObICTPO pas-
pywaeT pubpunHoreH n taktopbl Koarynaumm V u VIII.

Cuctema (hnbpMHOIN3A aKTUBMPYETCS OHOBPEMEHHO C peasn3a-
Umeld BHYTPEHHEeN cucTeMbl Koarynsaumu. poncxoguT 3To ¢ Nomo-
LLbKO KOHTAKTHOI Lenu, cocToswelt u3 thaktopa XlI, kannmkpenHa v
BbICOKOMOJIEKY/IIPHOTO KMHMHOTeHa. Kpome Toro, ecTb eule 2 Tvna
aKTMBATOPOB M/1a3MMHOTeHa: TKaHEBbIN, BbIpabaTbiBaeMbIi S3HA0TEN-
€M, W YPOKMHA3HbI/A, CUHTE3NPYEMbIA pasHbIMW KIETKamu, B TOM
yuncne sHgoTenvem. Korga obpasyercs pubpuH, C HAM CBA3bIBAKOTCA
MM1a3MUHOTEH W TKaHEBbI/ aKTUBATOp. TKaHEBLIA aKTMBATOP, CBSA3aH-
HbIl ¢ PUBPUHOM, MpeBpaLLaeT CBA3aHHbIA ¢ (IMOPUHOM NNa3MUHO-
reH B MMa3MUH, KOTOpPbIV B CBOKO ouepedb YAANSeT U3ULWKKA (prbpu-
Ha. ATOT BaXKHbIA MEXaHW3M MPensTCTBYeT (DOPMUPOBaHUIO TPOMOa.

YPOKMHa3HbIA aKTMBATOP NNa3MUHOreHa (YPOKMHAa3a) MOXET
TakXKe yyaCTBOBaTb B PacTBOPeHWMM WU3OLITKOB (MOPUHAE, OAHAKO
60ee BXKHYI POSb OH BbLIMOMHSAET 3a NpeAenamMmum KpOBEHOCHOrO
pycna. MHOrue KneTky, HOpPMa/bHble W, HaNpuMep, OMyXOJfeBble,
MMEIT Ha uMTOonnasMaTuyeckmx MembpaHax crneumduyeckue pe-
LenTopbl K YPOKMHa3e, KoTopas, Oyayyn CBA3aHHOW C MembpaHoiA,
MOXET MpeBpalaTe NAasMMHOreH B NnasMuH. B pesynbTate OH
obecrneunBaeT KNeTKM 3PHEKTUBHLIM MEXaHW3MOM pPacTBOPEHMS
BHEK/IETOYHOIO MaTpuKca AN UX NepefBybKeHns nNpu BOCNaneHuu,
3/10Ka4eCTBEHHOW WMHBa3WUM 1 ap.

®unBpUHONN3 perynmpyeTcs ABYMs OCHOBHbIMMW BUAAMU UHINOK-
TOPOB NpOTeasbl B M/ia3Me: UHIMOUTOpaMM aKT1BaToOpa MaasMUHOre-
Ha W WHrMéuTOpamu nnasmmHa, Hanpumep a2nnasmMmHoMm u CL.
OCHOBHbIM BVAOM MHIMOGUTOPa aKTMBATOPOB NAasMMHOreHa B Mias-
Me SIB/INETCA MHIMOWUTOP aKT1BATOPOB Ma3MUHOTeHa 1, BbipabaThl-
BaeMbIl 3HAOTENIMEM U UMEIOLLMIACA Takxe B TPOMOOUMTax. OH UH-
rMoMpyeT Kak TKaHEeBbIl, TaK U YPOKMHA3HbIA aKTMBaTOop, TOrAa Kak
a2nniasmunH JeiCTBYET Kak rMaBHbIA MHIMOUTOP nnasMuHa. Ero Ha-
Nnyve B MiasMe OrpaHMyMBaeT akTMBHOCTb MAasMMHa mpefenamu
thopMunpoBaHns hrbpuHa.

TakuMm 06pa3oM, (HMOGPUHONUTUYECKAs aKTUBHOCTbL MpeLoTBpa-
LaeT pa3BUTME 1N pacnpocTpaHeHWe Tpomb03a, HO MaTOMOrMyeckKas
CBEPXaKTUBHOCTb (DMOBPUHONN3A NPUBOAMT K HECTOMKOCTU Koaryns-
TOB, CBEPTKOB M JaXe CTPYnoB B 06/1aCTV MOBPEXAEHWs COCyha.
PNOPMHONNTUYECKNE MHTMONTOPLI — MHIMONTOP aKTMBaTOpa Mas-
MUHOreHa 1 v a2nnasmMmMH — 0becrneumBatoT BaXKHbIA NOPOr AencT-
BWSA, KOTAa NN3NC yKa3aHHbIX KOarynsTtoB He MPOUCXOAWT Mmpexpe-
BPEMEHHO, T.e. 0 BOCCTAHOB/IEHNS LieN0CTN CTEHKM COCyfa.

PaspyLueHne M3nnLWKoB hrmbprHa ¢ NOMOLLLHO NasmMmnHa npowuc-
X0AWT M03TanHo. Mpu 3TOM OT MOAMMEPOB (HMBPMHA OTLLENAAHTCA
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(hparmeHTbl, U3BECTHbIE KaK NPOAYKTbl Aerpafalnunm guépuHa. 3T
MPOAYKTbl YAANAKTCS U3 KPOBOTOKA CUCTEMOM MOHOHYKNEapHbIX
(harouMToB, OfHAKO NPU MEPeHaCLILEHUN WK MoAaBNeHUN aro-
LUMTOB MNPOAYKTbl ferpagauuy (uobprMHa MOXHO O06HapyXuTb B
KpOBM 1 B MOYE.

3. KneTky 1 (hakTopbl, yHacTBYyHOLLE B KOArynsaumy 1 omopuHo-
/Wi3e. dupoTenuit — CNOW KNETOK ME30AepMabHOro MPOMCXOX[e-
HWS,, BbICTUNAIOWMIA M3HYTPU KPOBEHOCHOE W JUM{aT4ecKoe
pycno (cM. rnasy 11). DHAOTENMIA MrpaeT K/YEBYIO POSib BO MHO-
rMX NaTonornmyeckux npoueccax (Npy BocnaneHum, pacnpocTpaHe-
HUW 3/10KAYECTBEHHbIX OMyxoner u ap.). Mo CTPOEHUIO KNETKN 3H-
[OTeNnA HeOLHOPOAHbI. Hanprmep, B apTepusix OHW BbITSHYThI CBO-
UMW O/IMHHBIMU OCSIMU BAONb COCYAa, B BEHaX — HarnoMuHaloT By-
NbDKHYIO MOCTOBYI0. 3TW K/IETKU BbIpabaTbiBatOT U BbIAENAT MHO-
XKECTBO PEry/sIATOPHbIX NPOAYyKTOB (Tabn. 3.3). B noukax, neveHn u
HEKOTOPbIX PYT1X OpraHax 3HAOTENNI BbIMOMHSET Psif BbICOKOCTE-
LMaNM3MPOBaHHBIX (PYHKLMUIA.

Ta6nuuya 3.3. BellecTsa, BblensieMble SHAOTENMANLHLIMIA KNETKAMU U
YUaCTBYIOLLME B FEMOCTa3e 1 KPOBOTOKe

BeLuecTBo HanpaBneHHOCTb feicTBuS

Perynsauusa Koarynsiumu

: PakTop V
[ ®PakTop VIII

®dakTop Il (TKaHeBbIl hakTop) PaKTopbl Koarynauum
IdakTop hoH BunnebpaHga

1I'I'Iap|/|HOI'IO,q06HbIe MOJIEKY/ bl
Ipom60oMOayNUH HanpaBsneHbl Ha aHTUKoarynauuio
N1«NoK S

®aKTop, aKTUBMPYOLLUIA TPOMGOLUTBI
] KonnareH 6aszanbHbix MeMbpaH pasHbix  O6ecrneynmBaloT aKTMBaLMI0 TPOM-

| InHoii 60UMTOB
Hpocraumknun Cnoco6CcTBYOT UHAKTUBAL MK
JincHo3nH-gugocgaTtasa (ALdasa) TpomboumToB

10keug asota (NO, npogyuupyembiii
*HOOTCNMEM penaKcupyoLWnin akTop)

lkuHeBbIii akTMBaTOP NNasMUHoreHa O6ecneunBaeT HUGPUHONN3
VIHrM6uTOp akTMBaTopa naasMuHoreHa  TOPMO3NUT (UBPUHONNS

Perynsuus KpoBOTOKa

1 tiioTenun 1 OcCyLLeCcTBNAIOT Ba30OKOHCTPUKLUIO
JIMFMOTCH3MHNpPeBpaLLaloLWnii hhepmMeHT
NMNd)
<K ug a3ota (NO) Ob6ecneymnBaeT Basogunataymio

MpocTauynknnH
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Cxema 3.4. AKT*- 1 NpOoTPOMBOTUYECKME NPOAYKTbI 3HAOTENUS

D aKTop, aKTUBUPYIOLYNii
TPOMGOLUTBI
TkaHeBOWi (hakTop

MpocTaynknnu P aKTopbl Koarynsunm
Tpom6omogynunH dakTop hoH BunnebpaHpga
FenapnHonofo6HbIe DU6POHEKTUH

MONEKY bl MHIM6UTOpbI aKTUBATOPOB
AKTMBATOPbI NNa3MUHOTEHA nnasMuHoOreHa

B HOpMe KpOoBb fIErkO CKOMb3UT MO 3HAOTENNO, MIOTHO MOKPbI-
BatoLeMy 6asanibHyl0 MembpaHy. CKofbXeHue obecneymBaeTcs
6ekaMn aHTUKOarynsuun, BblAeNsieMbIMA SHLOTENNEM, B YACTHOC-
™M TpomMOBOMOAYNMHOM. [locnefHWn ABNSETCA TNIUKOMPOTEUHOM U
BbICTYMNaeT B pOSiM peLenTopa A1 TpPoOM6uHa. Eciv TpoMOMH cBA3aH
C TPOMBOMOAYIMHOM, TO PUOPUHOreH He npeBpaLlaeTcs B (hMOPWH,
a (paktop V — B Va. AKTMBaLMN TPOMOOLMTOB TaKXKe HeT, HO Mpo-
NcxXoauT akTuBauma 6enka C.

BMmecTe ¢ TeM HOpManbHbI SHAOTENNIA BblpabaTbIBaeT U Cy6CTaH-
LMK, CMOCOBCTBYIOLLME KOArynsaumm, Tak HasbiBaeMble MPOTPOMGOTN-
yeckue npoayktbl (cxema 3.4). K HUM oTHocATcs hakTopbl hoH Bun-
nebpaHga (VWF) v akTueauuy TpOMOOLMTOB, a Takke (PMOPOHEKTUH,
obecneyvBatoLLMin agreauto (MpUANMNaHne TPOMOBOLMTOB M (PaKTOpoB
V, VIII, 111). Takne npoTMBONONOXHbIE (hYHKLMKN 3HAO0TENNs obecne-
yMBaeT TpomboreMopparnyeckoe pasHoecve (cxema 3.4). Ha nosepx-
HOCTW HOPMaNbHOrO 3HAOTENNS NPeobNafaloT aHTUKOoArynsaLMOHHbIE
MexaHu3Mbl, & NPOTPOMOBOTMYECKAs aKTUBHOCTb MUHUMA/IbHA.

MoBpeXxaeHne 3HAOTENUA NPUBOAWUT K CABWTY YKa3aHHOrO paB-
HOBeCUsl B CTOPOHY BO3pacTaHMsi MPOTPOMOOTMUECKOW aKTUBHOCTM
1 ocnabneHns aHTUKoarynauMoHHbIX MexaHU3MoB. B oTBeT Ha no-
BPEXeHWE PSAOM PacnoNOXeHHbIe KETKU 3HA0TENUS CXKUMAKOTCS,
06HaXas TPOMOOreHHble, T.e. CNOCOOCTBYHOLLME Koarynsuum, cy6aH-
JOTeNManbHble KOMMOHEHTHI CTPOMbI: KO/MareH, 31acTuH, ¢ubpo-
HEKTUH, TPOMBOCMOHAVH, NaMUHUH U TMKO3aMUHOTIMKaHbl. Bce
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OHW, B YaCTHOCTW KOJ/areH, cnoco6CTBYIOT afre3un M akTusaumu
TPOMOGOLIMTOB, a TakxKe 06ecnevmBaloT UMEHHO Ty NOBEPXHOCTb, KO-
TOpas 3amnycKaeT BHYTPEHHIOK CUCTEMY Koarynsuuu.

Tpom6ounThl (KPOBAHLIE MAACTUHKN) LMPKYAMPYIOT B KPOBOTO-
Ke B KayeCcTBe CaMOCTOATE/IbHbIX Oe3bAAepHbLIX KNETOK, WMELLMX
OMCKOBUAHYIO (hOpMY M COAepXKaLLmX a-rpaHy/sibl, NAOTHbIE FPaHy bl
1 Nn30coMbl. Kpome TO poiun, KOTOPYHO OHW BbIMOMHAKT B Koary-
NAUMK, 3TU KNETKU Y4acTBYIOT B pasHbIX NaTtonormyeckux npoiec-
cax. K HopmanbHOMY 3HAOTENNIO NIACTUHKU He MPUAMNatoT, OfHa-
KO YXe Yepe3 HEeCKONbKO CEKYH[, Noc/e NOBPeXAeHUs N CKaTUS 3H-
JOTENNA OHWM NPUIMNAKT K OOHaXMBLUEWCS 6a3anbHON MembpaHe
cocyja Unm Kanunnspa u obpasyroT arperar. Tpu BaXHbIX npouecca
CMEHSIOT ApYyr Apyra B Xode (hopMmpoBaHMs TPOMOOLMTAPHOro ar-
perata: afire3vsi, CEKpeLms n arperaums.

Aparesuns (npununaHue). MNepBoHaYanbHO MpOLECC afgresvn
OCYLLECTB/AETCSH C MOMOLLbLIO MceBfonoani (BbINAYMBAHUIA LUTO-
nnasmbl) TpomboumToB. OHa 3aBUCUT OT thakTopa (hoH BunnebdbpaH-
[ia, COeQMHAIOLLEro rNMKOMNPOTENHOBBIE PeLenTopbl TPOMOOLUTOB C
KofinareHom 6asanbHoi MembpaHbl cocyfa Uam CTPOMbI. oyTn TOoT-
yac >ke TPOMOOLMTbI HacnavBaroTcs, 3akpbiBas AeeKT U yBenmym-
Bas CBOM ajre3vBHble CBONCTBA. [Mpy HEeBO/LLLIOM MOBPEXAEHWM
Cpasy >Ke B 3TOM MeCTe MPOUCXOAUT aAresusi, 3aTeM Mo Caok TPOM-
60UMTOB, 3aKpblBalOLLEMY AeeKT, NPOABUraeTca NpPontepupyto-
WA 3HZOTENMIA 1M npoucxoaut BoccTaHosneHe (No R.N.M.Mac-
Sween, K.Whaley, 1994). INpn 605ee O6LUMPHLIX MNOBPEXAEHWNSAX
NpouCXoauT (OPMMPOBaHME TPOMOOLMTAPHLIX arperartos, 4acto
BbIMOSHAIOLMX PONMb CBOEOOPA3HbIX «3aTblyeK», AOCTATOYHbIX ANs
npekpaLleHns KpoBoTeueHUs. ALresns TpoMOoOUMTOB cama Mo cebe
CTUMYNNPYeT UX aKTMBaLmio, 0becneumBalolLyto criefytouie asa
MpoLiecca: CEKPEeLMIO 1 arperauutio.

Cekpewusa. Bckope nocre Hadyana agresum NpomcXoauT pe-
aKuua BbICBOOOXJEHMS, T.e. BbIOPOC U3 LMTOMNA3MbI TPOMOOLMTOB
pasninyHbIX BellecTB (cM. rnasy 4). M3 a-rpaHyn BbICBOOOXAAtOTCS
(hmopuHoreH, (UOGPOHEKTUH, TPOMOOLMTAPHLIA (hakTop pocTa U
p-TpoMGoMOAYNUH. TIN0THbIE rpaHynbl BbigensoT Ca2t afjeHO3UH-
anmocatasy (AAP), ructaMuMH U CEPOTOHMH. pu 3TOM Ha no-
BEPXHOCTW TPOMOOLMTOB aKTuBMpyeTca daktop I, KoTopblid cBS-
3blBaeTcA ¢ hakTopamu koarynaumm VI n V. MNocnegHne ABnstoTCs
Ko(akTopamm npu akTueaumm thaktopos X u |1, obecneunsarowmx
paboTy BHYTpPEeHHeld cucTeMbl Koarynsauum. Bxofge akTueauuy TpoM-
6ounToB 06pasytoTCA MeTaboNUTbI apaxMAOHOBOW KUCNOTbI, B YacT-
HOCTN TPOMOBOKCaH A2 (TxA2).

Arperauuns CcTUMynnpyeTca TPEMS NPOLYKTaMu: BbilLeyKa-
tuifHbiM TpombokcaHom, AP 1 TpombuHOM. B camoMm Havane 3To
06paTMMbINA NpoLecc, HO MO Mepe CBOEro NMPOrpeccrpoBaHns 1 coeau-
HEHWS TpexX CTUMYNMPYIOLLMX MPOAYKTOB CTAHOBUTCS HEOOPaTUMbIM.
Monmmep thnbprHa, QopMUPYIOLLMIACA NPU BO3AENCTBUM TPOMOWHA
Ha ()MOPUHOreEH, CBA3bIBAETCA C KOarynsToM 1 cnocobcTByeT 06paso-
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BaHMIO CTabWNbHOrO arperara, MHOrA4a HenpaBW/IbHO Ha3bIBAEMOrO
Tpombom. Kpome TxA2 . mMeTabonutam apaxugoHOBON KWUCAOTbI OT-
HOCAT NpOoCTaUMKANH — npocTarnaHanH 12 TlepBblii U3 HUX — pe-
3ynbTaT aKTMBaLUMKM TPOMOOLUWTOB, BTOPOIA BblpabaTbIBAaeTCA 3HAOTE-
nvem. TxA2 —CUnbHbIA Ba30KOHCTPUKTOP U arperatop naacTUHOK —
0YeHb HEeYCTOWUMB M CYLLECTBYET B U30/IMPOBAHHOM JOPMe He fofbLLe
30 c. Mr12cyuectsyeT OKOMO 2 MUH U ABMSETCA MOLUHBIM Ba3oAusa-
TaTOPOM N MHTMOMTOPOM arperauumn TpomeoumnToB. B ManbiX Konmnye-
CTBax OH BblpabaTbiBaeTCAd HOPMasibHbIM 3HAOTENMEM, HO MOBPEX[e-
HMe cocyfa COMPOBOXAAETCA 3HAUMTE/IbHbIM YBEIMYEHUEM ero Mpo-
LyKUMK.

[NoBpexaeHne 3HA0TENNA Bbl3bIBAET ABa MPOTUBONONOXHbIX (-
(hekTa. lMepBblii BbIPAXAETCA B TOM, YTO O6HaXeHWe cy63HaoTenu-
a/lbHbIX CTPYKTYP BbI3bIBAET afres3vio U arperauuio TpOMOOLUTOB,
KOTOpble HaxoAsaTCs Noj BAUAHWEM [ABYX CMHEPrucToB, BblpabaTtbl-
BaeMbIX 3HAOTENMEM, — paccnabnaowmm (HakTopoM-AeprBaTom
aHgoTenuns n Mr1l2 BTopoit ahekT 3akaouaeTcs B ToM, 4to MIr12
npeaynpeXxxaaeTt arperayuio TpOMOOLMTOB B ropa3fo MeHbLUEeR KOH-
LieHTpaLmMm, Yem 3TO HYXXHO ANs npegynpexaeHus agresvun. Moato-
My MWHMMa/IbHOE MOBPEXAEHWe 3HAOTENUA MNPUBOAUT K aaresuu,
HO He K arperauum naacTUHOK.

Takom 06pa3oM, B HOpMe CyLLecTBYeT paBHOBecuMe MeXKAy BO3fei-
CTBMAMU TxA2 (CTUMYNATOpP arperayun), ¢ 0gHON CTOPOHbI, K M2 a
Tak>Ke paccnabnaowmm (hakTopoM-4epnBaToM sHAoTenms (MHrMbu-
Top arperauumn), ¢ Apyroii. HapylweHue 3TOro paBHOBECUSt MOXKET CO-
NnpoBO>KAaThbCA KPOBOTEYEHNEM UMK TpOM6030M.

4. KpoeoTeuyeHwve (remopparus) —BbIX0f KPOBM 13 KPOBEHOCHO-
ro pycna B TKAHU WU BO BHELLHIOK cpedy. TeHAeHUMs K CMOHTaH-
HOMY KPOBOTEYEHMWIO WM KPOBOMOTEPe B OTBET Ha MOBPEXAEHWME,
nofyac HesHauuTeslbHOe, 0003HaYaeTCA COOPHLIM MOHATUEM T e-
Mmopparmuyeckuin amates. Takoe COCTOSIHNE MOXET ObITb
06YCOBMEHO KOMMYECTBEHHLIMU MW KAYECTBEHHbLIMU W3MEHEHMS-
MW TPOMBOUMTOB, HELOCTATOUHOCTLH OAHOro unn 6onee akTopoB
Koarynaumu, naTonorMyeckoii OMKOCTbIO WX MOBbILLIEHHO Mpo-
HMLAeMOCTbLIO COCYANCTON CTEHKMU.

MpVUKHBLI KPOBOTEUEHNIA (KDOBOM3NSIHUIAY CrieoytOLLYE.

I.  JIOMKOCTb COCYAUCTON CTEHKM

1. BpoxXfeHHble fedeKTbl CTEHOK Kanuanspos:
reMopparvyeckas TefleaHrMakTasusa (aHomanbHOe paclinpeHune
Kanunnapos, cuHapom Ocnepa—PaHgto; W.Osler, H.J.L.Rendu)

2. NHekuymn:
PUKKETCNO3bl, KOPb, MEHNHTOKOKKOBbIE MH(EKLUU 1 Ap.

3. HekoTopble BUAbl BOCNaNeHUA:
remopparvyeckuin Backynut (nypnypa LUeHneliHa—I eHoXa;
J.L.Schoenlein, E.H.Henoch), BackynuT runepuyyBCcTBUTE/IbHO-
cTHn
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4. HapylieHune CTPYKTYpbl CTPOMbI:
LUMHra, KOpTUKOCTepomaHas Tepanus, cMHApom KyluunHra
(H.W.Cushing); cMHApOM HapyLleHUS CTPOEHUS COeANHUTENb-
HOW TKaHW Mpu runephyHKUUN KOpbl HafMOYeYHNKOB, CUHJ-
pom 3nepca—aHnoca (E.Ehlers, H.A.Danlos); cuHapom Hepo-
CTaTOYHOr0 pasBUTUSA KOMNAreHOBbIX BOIOKOH COeAMHUTENbHO
TKaHu

1. OetekTbl TpoM60OLNTOB

1. TpombounToneHna (yMeHblleHMe KoMMYyecTBa TPOMOOLUTOB A0
20 Tbic. B 1 mmj 1 meHee)

2. OcnabneHHas agresus:
6ones3Hb hoH BunnebpaHga (von E.A.Willebrand); HacneagcTBeH-
HOe CHWXeHue cofepxaHus akTtopa VIII nygnmHeHHoe Bpems
CBepTbIBaHMA KpoBU, TpomboumnTogmucTpothusa bepHapa—Cyrbe
(J.Bernard, J.P.Soulier); HacneacTBeHHbI remopparvyeckuii gu-
aTes

3. OcnabneHHas arperauus:
HacfnefCTBeHHass TpombacTeHUs (HeAOCTATOYHOCTb PEPMEHTOB
B TpoMboLmTax)

4. YMeHblUEeHHas cekpeuns:
Hef0CTaTOYHOCTb HAKOMJIEHUA U CEKPeLNN LUKI0OKCUTeHasbl,
CUHTe3a TpoMbOKcaHa

I11. HegocTaToyHOCTb (haKTOPOB Koarynsauuu
1. BpoxaeHHas:

no aktopy VIII — remocpunua A, no daktopy IX — remogu-
nua B, 6one3Hb poH BunnebpaHga, no daktopam I, I, 1V, VII,
X, X

2. MprobpeTeHHas:
nopakeHns MneyeHu, HanyMe aHTaroHMCToB BuTamMuHa K
(ABnseTcA aHTUremMopparmyeckKnum (PaKkTopom), Hainume aHTUTEN
K (hakTOopam koarynsauum VI n IX
IV. N36bITO4UHAsA BHYTpUCOCyAuCTass Koarynsauus
1. A BC-cuHApom

M3 pa3nnyHbIX NpUYMH, YKa3aHHbIX B Tabn. 3.4 U NpuBeAEHHbIX
B ApYrux rnaBax, Mbl OCTAHOBMMCS Ha MOC/eAHel, OTHOCALecs K
rpynne IV. Tpu cuHapome ANCCEMUHUPOBAHHOIO BHYTPUCOCYAMCTOrO
cBepThiBaHua (ABC-cuHgpoM) NMporpeccupytollas akTueaumsa kKoary-
NAUMKW MPUBOANT B KOHLE KOHLIOB K He0CTaTOYHOCTM BCEX KOMIO-
HeHTOB remoctasa. OTcrofa Apyroe Ha3BaHWe 3TOro COCTOAHUA Koa-
rynonaTus noTpebnenus. ABC-CMHAPOM MOXET BbI3blBaTb KaK OCT-
poe, nogyac CMepTe/ibHOE, TaKk W MHOrOKPaTHO MOBTOPSAHOLLeecs
KpOBOTEYeHMe.

[OBC-cuHapom pa3BuBaEeTCA BCe 3a MacCMBHBIM WU MPOLOS-
YUTENbHLIM OCBOOOXAEHMEM B KPOBOTOK PaCTBOPUMbIX TKaHEBbIX
(hakTopoB, a TaKxe TpoM6OMNacTMHOB — AEPUBATOB 3SHAOTENMS.
Mpn 3TOM NPOUCXOAUT reHepasn3oBaHHas aKTUBaLWA CUCTEMbI KO-
nynaumMn. Hanpumep, 3/10Ka4ECTBEHHbIE OMYXON MOTYT MPOAYLU-
|FoHaTb TPOMOONNACTUHBLI UM MPU HEKPO3e 0CBOBOXKAATb TKaHEBble
thakTopbl. [MoBpexXaeHne SHLOTENUSA Bbl3blBAET HE TO/IbKO OCBOOOX-
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[leHne TpomOOomnIacTMHOB B KPOBOTOK, HO W YMeHbLUEHWE CUHTe3a
Mri2wv 6enka S. Bbille y>ke rOBOPUIOCL O TOM, YTO OBHaXKeHUe Cy6-
SHAOTENNANLHOIO KO/lareHa Crnoco6CcTBYET aKTUBALMU CUCTEMbI
Koarynsuun. 3Ta akTUBaLMs NoBCEMECTHO B KPOBOTOKe BefeT K 06-
pasoBaHWO CeTU ubpuHa. VIHTEHCMBHOE NOTpebneHve (PakTopos
Koarynsiumm npruBOAUT K CHVDKEHWIO YPOBHEW WHTMOGUTOPOB Koary-
naumm aHTutTpomouHa Il n 6enka C, KOTopble MCNONMb3YOTCS (hak-
TOpamu CBEPTbIBaHUS.

PesynbTaToM arperaumMm TpOMOOUMTOB C MOMOLLBHO TPOMOUHA
ABNSETCA YMEHbLUEHME WX KONAn4yecTsa (TpombountoneHus). Arpe-
ratbl TPOM6OLMTOB MO0 OTKAALIBAKOTCA B MOBPEXAEHHbIX y4yacT-
Kax KpOBEHOCHOro pycna, mbo yaansoTcd MOHOHYK/eapHbIMK (ha-
rouutamum.

3 noBpexaeHHOro 3aHAoTenus, a Takke W3 TPOMOOUWUTOB U
NeKOLMTOB 0CBOGOXAAIOTCA aKTMBATOPbl NNasMUHOreHa, KOTopble
MpeBpaLLatoT ero B N1a3MuH, B CBOK o4epeb pacliennstowmii hnb-
pVH. B KpoBWM NOSBASKOTCA MPOAYKTbI Aerpagaumm ubprHa. -
(hEKTMBHOCTb (PUOPUHONUTUYECKOrO MpOLecca B KOHEYHOM CueTe
onpefensercs o6beMoM (hM6pUHa, AeNOHMPOBAHHOTO B MESIKUX CO-
cyfax. Mexgay Tem akTuBauuo UOPUHONM3A Hefb3sd CYMTaTb Nos-
HOCTbIO 6/1ar0TBOPHOI, MOCKO/bKY Ma3MWUH pacTBOPSET PUOPUHO-
red, akrtopbl V n VIII, ymeHbllas 3aTeM YpOBEHb Koarynsyuu
KpOBW.

P BC-cuHgpom — Bcergja OCMOXHEHWE Kakux-nn6o 3abonesa-
HU. Okono 50 % ero ocTpbIX (JOPM NPUXOAUTCS Ha aKyLIEepCKyHo
naTo/sioruko: amb6onus okKononnoAHbIMK BOAaMN, oTcnoika nnaueHTbl,
TUNOKCUS HOBOPOXKAEHHbIX. OCTpPble (hOpPMbI ObIBAIOT TaKXe MpU cen-
Ccuce, LLUOKe, O>Korax, TAXKENbIX TpaBMaX, OCTPbIX NaHKpeaTnTax WU
yKycax fiI0BUTbIX 3Meil. XpoHudeckne (hopMbl MHOrAQ OCNOXHAIOT
TeueHWe paka MOKeNnyno4uHON Xenesbl, XKenyaKa, Nerkoro, a Takxe
6onesHein moyek. Bonblloe 3HauyeHMEe KpoBOMOTEPW AN 6GOMbHbIX
3aCcTaB/ifieT paccMarpmBaTh 3TOT CUHAPOM MMEHHO B pa3fenie KpoBo-
TeyeHuin. OpHako 6onee nogpo6Ho ABC-cuHApoM 06CYXaeH B
rnase 12.

CkonneHve B TKaHW W3MIUBLUENACA KPOBW Ha3blBaeTCsi remaTo-
Moii. Hanpumep, npu paspbiBe aopTbl B 06/1aCTV aTepoCKIepoTUYeC-
KO aHeBpU3Mbl (BbINSYMBAHUE CTEHKM) MOXET chopMMpOBATLHCH
MaccuBHas 3abploLUMHHAA remMaToma; npuM 3TOM OCTpas noTeps
60/bLLUOr0 KOMMYeCTBa KPOBM 3aKaHUMBAETCA CMepTbo. CKOMIeHus
KPOBW B Pa3/IMyHbIX MOMOCTAX HAa3blBAOTCHA reMOTOPAKCOM, reMore-
puKapAoMm, remonepuTOHeymMOoM, remapTpo3oMm. Menkue, vHorga To-
YeyHble, KPOBOU3NNUAHUSA B KOXY, CIM3NCTbIE U CEPO3HbIE 060/10UKU
Ha3bIBalOT neTexusiMu, & 60/1ee KPYnHble U TOXE MHOXECTBEHHble —
nypnypoii. CUHAK gMameTpoM He 6onee 2 CM Ha3blBatOT 3KXUMO30M.
PacnpocTpaHeHHble NeTexMn 1 3KXMMO3bl BCTPEYAKOTCA B KOXKe npu
OBC-cuHApome. [na 3aToro cMHApPOMA, a Takke Apyrux 3abonesa-
HWIA, XapaKTepHbl TakKXe anucTakcuc (HOCOBOE KPOBOTEYEHUE), re-
MaTypus (KPOBb B MOYE), KPOBOM3NAHUA B MULLEBAPUTENbHBI 1
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TI'nc. 3.5. Ctapoe KpoBOU3NUAHNE B TKaHW rO/IOBHOrO MO3ra.

NbIXaTeNbHbIA TPaKTbl, B r0I0OBHON MO3r. Kpome TOro, B NpakTuKe
BCTPeYatoTCs Ha3BaHus remaTomeTpa (KpoBb B MaTKe B pe3ynbTare
MCTpOpparin, T.e. KPOBOTEYEHMS B 3TOT opraH), meneHa (KpoBb B
Kanie) n ap.

Caexxee KpOBOW3/IMAHME NpeACTaBNSeT COO0M Makpo- U MUKPO-
CKOMMYECKN OObIYHYH KPOBb, B TOW WM MHOW Mepe pasfBuraro-
LLYH, UHOTAa CAAB/MBAIOLLYHO OKpYXKatolime TKaHu. CTapoe KpoBoO-
NCAnsHWe — 3TO TeMO/IM3MPOBaHHAs KPOBb, T.e. rOMOreHHas 6en-
KoBasi Macca, OKpY>XeHHas 160 30HOW BocnaneHus (puc. 3.5),
B0 CoeMHUTENbHOTKAHHOI Kancynoi ¢ remocuaepodaramu. e-
MOF/I06MH, OCBOOOXAAIOLWMIACA B KPOBOUZUAHMSAX U3 PaspyLUeH-
HbIX 3pUTPOLUTOB, NpeBpaLLaeTcs B 6uAMpy6rH, a 3aTemM B FreMocu-
UCPWH. Y 60MbHbIX C OOLUMPHBIMUA KPOBOWU3NUAHUAMWU MPOUCXOLNT
MaccMBHOe BbICBOOOXAeHME 6UNMPYOMHA C pa3BUTUEM FeMONUTK-
YECKOW YKENTyXW.

3HaueHWe remopparuii 3aBUCUT OT 06bEMa KpOBOMOTEpPW, ee
M MMa 1 nokanusaunm npouecca. boictpas noteps go 20 % o6bema
LIMPKYNPYIOLLE KPOBW WM MefIeHHas NnoTeps faxe ele 60/bLue-
W rc KOMMYecTBa MMEKOT, KakK MpaBu/io, HeBO/bLIOE KMHUYECKOE
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3HauveHuve. bonee ocTpble 1 60s1ee KPynHble KPOBONOTEPU MOTYT Bbl-
3BaTb TMMOBONEMUYECKMIA LWOK. MHOrOKpaTHble KpPOBOTEYeHMS,
0CO6EHHO HapyXHble, MPUBOJAT He TOMbKO K YTpaTe MacChl KPOBU,
HO 1 K YMeHbLUEHMIO KONINYECTBA Xenesa B nnasme. B cBOIO ouepesb
XPOHMYECKasi MNOTeps >kefiesa 3akaH4uMBaeTCs KenesogehuULMTHOU
aHemueil. Havnbonee onacHbIM ABMSIETCH KPOBOM3/USHUE B rOJOB-
HOI MO3T.

[OBC —cuHApoM, 0 KOTOPOM TOBOPWJIOCH BbILLE, XapaKTepusy-
eTca He TONbKO KPOBOTEYeHWUsMU. [py HeM B MeNKWMX cocydax
KOXW, MOYEK, pexke Apyrux opraHos opmMupyroTcs Tpom6sl. B cny-
yae 3aKynopkyM UMK COCYJO0B MOryT nornbatb 3HauYMTe/bHbIE yyacT-
KV OpraHoB, HarnpuMep KOPKOBbI/A CNOI MOYeEK.

5. Tpom603 — NpV>KU3HEHHAA NaTOMOTMYECKas Koarynsauus Kposu
B MPOCBETE KPOBEHOCHOrO pycna. K Hemy NpuBOAUT HapyLleHue pe-
rynsiuum remoctasa, T.e. COanaHCMpOBaHHOIO B3aUMOJENCTBUS ue-
ThIpeX ero CUCTeM: Koarynsuuu, pubépuHoNn3a, sHLOTENMA U TPOM-
6ounTtoB. P.Bupxos (R.Virchow) Bbigensn Tpu rpynnbl NPUYXH
Tpombo3a (Tpuaga Bupxosa).

MoBpeXaeHWe CTPYKTYpbl M HapylweHne YyHK-
LMW 3HAOTEeNnsa —Hanbonee BaXHasa npuymMHa Tpomb6006paso-
BaHUA. CaMble YacTble NpUMepbl: hopMUpoBaHMe TPOMOOB Ha aTepo-
CK/IepOTUYECKUX BNALLKAX, 0COBEHHO M3bA3BIEHHBIX, UK Ha NOBEPX-
HOCTW MOBPEXAEHHOIO 3HAOKapAa, MOKPbIBAIOLWEro MOANeXaLllyto
30HY MH(papKTa MMokapga (cm. rnasy 11).

daMefgneHne MU U3MEHEHUe HanpaB/eHUd
(3aBMXpeEHNs)) KpPOBOTOKa. 3amef/ieHNe TOKa KPOBM OCOBEHHO
4acTo NpUBOAUT K TPOMGO3Y BeH, B KOTOPbIX U B HOPMe CKOPOCTb
KPOBOTOKA HWXe, YeM B apTepusix. Pa3nnyHble naTtonoruyeckue fe-
thopmaL My CTEHOK KPOBEHOCHOMO pycna (BapuMKO3HOE pacluupeHve
BeH, aHeBPM3MbI cepjLia 1 cocyfoB) CNOCOBCTBYHOT BO3HUKHOBEHUIO
B 3TMX 30Hax TPOM603a. bonbLUOE 3HAYEHME UMEET TaKXe CTas, T.e.
BPEMEHHas MaToformyeckas 0CTaHOBKa KpoBoTOKa (puc. 3.6). Ha-
npuMep, Npu nonuuuTemMum (cMm. rnasy 12) noBbllEHHASA BA3KOCTb
KPOBM BbI3bIBAET CTa3 W Kak CMeACTBME TPOMOO3 MESIKUX COCYLOB.
py HOpMaLHOM UMPKYAALMM (POPMEHHbIE 3/1EMEHTLI KPOBU Mepe-
MELLIatOTCA B OCEBOM C/l0e KPOBOTOKA. BHelluHWe cion npeacTaBneHsl
nnasmoi. Mpu cTase TPOMOOLMTLI BbIXOAAT BO BHELLHWIA CMOW Kpo-
BOTOKa, KOHTAKTUPYIOT C 3HAOTenueM, NpuaunarT K Hemy. Ctas
CrMOCOOCTBYET TakXXe MECTHOMY HaKOMNEHWUIO aKTUBUPOBAHHbIX
(haKTOpPOB Koarynsaumm. YTto KacaeTcs 3aBUXPEHWI, TO OHW COMpO-
BOX[AKOTCA YMeHbLUeHeM obpasoBaHusa MIM2u TKaHEBOro akTuBa-
TOpa nnasMyHoreHa.

M3meHeHNsa cocTaBa KPOBM, é)acnonararou.me K ar-
peraumn TpoM6oLMTOB 1 (hopMUpoBaHMIO ubpnHa. Nocne cepbes-
HbIX TPaBM, XMPYPrMYecKkuMx onepauuii, Ha MO3JHUX CPOKax bepe-
MEHHOCTU WM NOcfie POfAO0B, a TakXke MNpu AUCCEMUHUPOBAHHOM
KaHL,epoMaTo3e BCTPEYaeTCs MOBbILIEHHAsA CKIOHHOCTb KPOBM K KO-
arynsuum. MHorve n3 aTux COCTOSHMI pacnonaratoT K yBe/IMYeHNIO
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Inc. 3.6. Cta3 B cocyfax roJioBHOro mosra.

KO/MM4ecTBa TPOMOOLMTOB, KOTOpbIE CTAHOBATCA 60/ee afre3vBHbI-
MK, Bo3pacTaloT TakxXe YPOBHU CofepXxaHns (hakTopoB Koarynauum
B nnasme, a ypoBHW aHTUTpombuHa Ill 1 6enka C, HanpoTuB, CHU-
Xarotcsl. MNoBbILLEHHasA CBEPTbIBAEMOCTL KPOBM HabntofaeTcs v npu
He(POTUYECKOM CUHAPOME, MPWU KOTOPOM aHTUTPOMOuH |1l BbiBO-
OWTCS C MOYOW, WM, KOHEYHO, NPU BPOXAEHHOW HEeLOCTaTOYHOCTY
aHTUTpombuHa Ill. B kavecTBe 04HOro M3 (haKTOPOB pucka Ans
Ipomb03a paccMaTpuBatoT NOSBEHWE ayToaHTUTeN K dochonnnum-
Aam, koTopoe BcTpeyaeTcs y 10 % 60/bHBIX CMCTEMHOW KpacHOW
MO/14aHKoM (CM. rnasy 5).

Mo UBETY U CTPOEHUIO pasnnyaloT benble (61eAHbIE), KpacHble 1
CMeLLIaHHble TPOMObI. Befble TPOMObLI B BUfE MOTHBLIX, XPYNKUX, ce-
poBaT0-6€10BaTbIX MAacc, TECHO CBA3aHHbIX B KAKOM-/IMO0 MeCTe CO
CTEHKOW cocyfia, BCTPeYatoTcs TONLKO B apTepusiX. OHW COCTOAT U3
TpoMbouMTOB, (PUbpMHA U NelikounuToB. KpacHble Tpomb6bl npea-
CTaBfieHbl, KaK NpaBwo, 6osiee MATKUMU, XeNaTMHO3HbIMU, TEMHO-
KpacHbIMW MaccaMu, Takxe NMPUKPensieHHbIMU K CTEHKE KPOBEHOC-
HOro pycna. 310 TPOMO 3aCTOMHOrO KpoBOTOKa. OH BCTpeyaeTcs B
MeHax 1, MOMMMO TPOM6OLMTOB, (hMOPMHA N NEKOLNTOB, MMEET B
| Moem cocTaBe MHOXECTBO 3pUTPOLMTOB. Yalle BCero BCTpeyaroTcs
(MewwaHHble TpombbI (puc. 3.7). B HMX 4vepefytoTcs 30HbI 6e10ro u
KpacHoro LBeta. Hepeako OHW UMEHOT XapaKTepHOe CTPOeHue: ro-
HOHKY (MeCTO NPUKpPenseHns co CTpoeHWeM 6enoro Tpomoba), Teno
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Puc. 3.7. CMelaHHbIl Tpom6.

(cBOGOAHO nexallee B MPOCBETe U BK/KOYaloLlee 30HbI 6enoro u
KPacHOro LiBeTa) U XBOCT (KpacHbIn TPpOM6). BaXkHbIMM MaKpOCKO-
MUYECKAMU OTINUUAMIU TPOMBOB OT MOCMEPTHBIX CFYCTKOB KPOBU
ABNAKOTCS BUJ, MOBEPXHOCTU —TYCKNbIA Y TPOMOa, rnafkuii n onec-
TAWMIA Y CTYCTKA; OTHOLLEHNE K CTEHKE KPOBSIHOTO pyciia — TPOMO
M0THO NPUKPEN/IEH, a CTYCTOK /IeXUT CBOGOAHO. M0 OTHOLLEHMIO K
MPOCBETY COCyda UK KamepaMm cepfla TPoMObl 6bIBalOT MpUCTEeHOY-
Hble, 06TYpUpYIOLLME (3aKyMNOpMBatOLLMe) 1 LIapoBuaHble. MocneaHwnin
BM BO3HMKaeT B aHeBpum3max (puc. 3.8) wam B npeacepamsix. Pac-
CMOTPUM Tenepb OCOBEHHOCTU TPOM603a B BeHax, apTepuax U no-
nocTax cepaua.

TpomM603 BeH 4acTO BO3HUKAET B HUXHUX KOHEUHOCTSX
(rny6oKme BeHbl MbILLLL FONIEHN), 06bIYHO HOCMT OrpaHUYEHHbIN Xa-
pakTep, HO MOXET PacnpoCTPaHATbCS B 3a4HIO 60/bLIEOEPLOBYHO,
MOAKOMEHHY0, BefjpeHHYH, Ta30BYH, a MHOTA4A AKE U B HUKHIOK
Monyto BeHy. Takoe pacrnpocTpaHeHUe NpY MensieHHOM KPOBOTOKE
NPOMCXOAUT O4YeHb ObICTPO, HO Yallle pa3BMBAETA MO3TANHO W
BCTPEUAETCH Y O06E3[BMXKEHHBIX, THKEbIX M 06bIYHO MOXKW/bIX
00/IbHbIX C CEPAEYHON HE0CTATOUYHOCTbIO, MOC/E CIIOXKHbIX MOJIOCT-
HbIX onepawui, MHHapKTOB MUOKapaa.

MocnepoaoBoii TPOM6G03 Ta30BbIX BeH OblBaeT peako. OH Hauu-
HaeTcs B rMNepTPOMPUPOBAHHBLIX BeHax MaTKW, B KOTOPbIX MOc/e
POAOB A0BOSIbHO Pe3ko MajaeT WMHTEHCUMBHOCTb KPOBOTOKa. [pu
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Puc. 3.8. LLlapoBUAHbIN TPOM6G B XpOHUYECKO/ aHEeBpM3Me JIEBOTO XXenynou-
Ka cepaua.

pacnpocTpaHeHMMN TaKoi NPOLECC AOCTUraeT BHYTPEHHEN K 00Leit
Ta30BbIX BEH.

PacrnonaratoT K TpOM603y B BEHax [0/IT0E M TAXKENOe TeyeHue
CNOKAYeCTBEHHBIX OMyXofield U MH(EKLUIA. Tpom6bl, MoABAsOLLMe-
CA B TaKMX CUTYyaLuaX, Ha3blBatOT MapaHTuueckumin (MO-rpeyeckm
W3HYPSIOWMMU, @ HE 3aCTOMHbIMM, KaK WX WHOr4a HerpaBu/bHO Ha-
H.IBatoT). OTAENbHO CcnefyeT YNOMsiHyTb BOCMasieHne BeH — dne-
OUT, NpoTeKaloWUiA HepeaKo Kak TpomGocnebnT, a TakKe CenTu-
Yeckue NOpaxeHUs BeH, COMPOBOXAAIOLLMECS TPOMOO3OM.

Tpom603 apTepuin. Camoli YacToii NPMYMHOIL TPOMBO3a
apTepuin ABASETCA HanMuMe B CTEHKE COCyfa BbIMyK/bIX, WMHOrLa
1 CbSI3B/IEHHLIX aTePOCKIepOTUYECKUX brisituek. MocnefHre Bbi3biBa-
t0T 3aBMXPEHUS KPOBOTOKA, a MOBPEX/EHHbI 3HAOTENNIA Ha 6nsaLw-
kax — afresuo. B KpynHbIX apTepusax 3n1acTMYeckoro tmna (aopTa,
NEroYHbIA CTBOM), B KOTOPLIX [AaB/eHWe KpoBWu pocTuraeT 120—
MO mm PT.CT., a CKOpOCTb KpoBoTOKa — 0,5—1,3 Mm/c, Tpom603
00bIYHO HOCUT NpUCTEeHOYHbIN XapaKTep. B apTepusx MbllLeyHO-31ac-
TUECKOro TWNa, HanpumMep B MOAKMKOUUYHBIX U COHHbIX, @ TaKXe B
apTepuax MbILLEYHOro TUNa, UMEKLWMX CPeAHUIA 1 MeKMn Kannop
1 NPOXOAALLMX B KOHEYHOCTSX, B MONOCTAX Tefla U BHYTPEHHUX Op-
| .wax, TPOMBbI MOrYyT 6bITb 06TypupytoLUMU. AHEBPU3MbI apTeEPUIA
uac To COMPOBOXAAKOTCA MOSAB/EHNEM AUNATalUNOHHbLIX TPOMOOB.
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Tpomb603 B NONOCTAX CepAla Hepeako pa3BMBaeTCs
B Mpefcepamax, B YacTHOCTM B 06M1acT YLIKa, 0COBGEHHO cnpasa.
YCnoBusMM BO3HUKHOBEHWS ABSETCS CepAeyHas He0CTaTOUHOCTb,
(hmopuNNALMA paclUMpPeHHOro npeAcepaus, HanpuMep, Mpu MUT-
panbHOM CTeHo3e. B nocnefHem cnydae neBoe Mpefcepave MOXeT
ObITb MOYTW LESIMKOM 3anoSIHeHO TPoMOOM. B xxenygoukax npuym-
HO MPUCTEHOYHOrO TPOM603a CTAHOBUTCHA 3HAOKApZ, MOBPEXAEH-
HblA Had 30HON WHGapKTa. HakoHel, He6OMblUMe, B OCHOBHOM
TPOMGOLMTApHbIe BereTauuu, T.e. HaNOXEeHNS, BO3HWUKAKOT npu OCT-
pbiX hopMax peBmaTu3mMa, npu cencuce.

K ncxogam Tpom603a OTHOCAT: 1) KOHTpaKuuio (CxkaTue) TKaHw
TpoMba 3a CYET COKpalleHWs B Hell Maccbl (MOpuMHA; 2) nn3uc ¢
MOMOLLbLID Ma3MMHA WU NPOTEONUTUYECKUX (EPMEHTOB HEMTpo-
(hUNbHbIX NeiKouMToB; 3) OpraHM3auuto, T.e. NMpopacTaHue coefu-
HWTENbHON TKaHblO; 4) MHKOPNOpauui B CTEHKY KPOBEHOCHOMO
pycna, 0CO6eHHO B 06/1aCTV aHEBPW3MbI, C NMOCMeAyHLLEA 3HAO0Te-
NN3aLUCHA.

OKKNI03VBHbIE KpacHble TPOMObI B BEHaX 00bIYHO XOPOLLO Noj-
BEpratoTcs KOHTpakuuu. OHU MOryT OCTaBaTbCA MPUKPENIEHHbIMY
K CTEHKe B TOM MecTe, e 6bl1 NOBPEeXAeH SHAOTENNM, a 3aTeM CO
CTOPOHbI CTEHKM Hayasacb OpraHusauus. PeTpakuus (okatve u
OTXOA OT CTEHKM cocyfa) Tpomba, ero pacTBOpeHWe Mof BO3AEnCT-
BMEM M/1a3MUHA, a Takke (PepMEeHTOB MakKpoaroB U NefNKOLMTOB,
NPUBOAUT K KaHasm3aumm Tpomba (puc. 3.9) 1 pekaHamsaumm cocy-
fa, T.e. MOMHOMY WM 4YaCTUYHOMY BOCCTaHOBNEHWIO MNpOCBETa U
KPOBOTOKa. BaxkHYyl0 posib B 3TUX Mpoueccax BbIMOMHSET CETb Ka-
MMANAPoB, BYpHO pa3BMBaKOLLAsACs B TKaHU TPOM6a Npy ero opraHu-
3aumun. Ecnm KaHanmMsauuu He MPOUCXOAMT, TO TPOMO MOSIHOCTbLIO
3amelLaeTCs rpaHynaUnOHHON TKaHbl, KOTOpasd Mo Mepe CO3peBa-
HMUS U KONJareHmsaumm CTaHOBWUTCA (PMOPO3HONA. TakuM 06pasom,
BEHa B y4acTKe TpOoM603a MOXET MPeBpaTUTLCA B MAOTHbLIA py6LO-
Bbll LUHYpP. B HEKOTOpPbIX, OCOGEHHO Ta30BblX, BeHax MOMajaloTcs
(ne6oMTbl — BEHHbIE KaMHW, WM KOHKPEMEHTbI, SBAAIOLLMECS
pesynbTaToM neTpunkaumm (06bI3BeCTBIEHNE) TpOMOa.

B apTepunax OKK/O3MBHbIE 6enble TPOM6bI, (hopMUpyroLLMecs
Me[/IeHHee, YeM VX KpacHbIe aHanorn B BeHax, CofepXaT 60/bLuoe
KO/MIMYeCTBO TPOMOOLUMTOB. OCKOMbKY 3HAOTENUA B apTepusx fB-
NAeTCH OTHOCMTE/IbHO GefjHbIM MCTOYHMKOM aKTMBATOPOB MiasMu-
HOreHa, 3TO CMOCO6CTBYET ANNTENbHOMY MPUKPENEHUI0 Tpomba.
PekaHanu3auus NopaxxeHHOW apTepun — npouecc ewe 6onee pea-
KWiA N0 CPaBHEHWIO C BEHAMMW.

MpucTeHoYHble TPOMOLI, HanpuMep, B Kamepax cepaua 06bI4HO
M0THO (DMKCUPYIOTCS TPaHYNALMOHHON TKaHbO, ObICTPO BpacTaro-
LLei B HUX CO CTOPOHbI CTEHKW, B faHHOM ciydae cepgua. Mpuyem
KPYrHble TPOMObI Yepe3 HECKObKO NIeT MOryT BbITb €LLe HC MOAHOC-
TbHO OPraHM30BaHHbLIMU, HO Y)KE LIe/IMKOM MOKPbITbIMW 3HAOTE/IMEM.

6. 3MO0IMS — NPOLIECC, BbIpa>KatOLLMIACA B MEPEHOCE KPOBOTOKOM
MaTepuasioB WM YacTUL, KOTOpble B HOPMa/IbHOM KpPOBU OTCYyTCT-
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Tnc. 3.9. OpraHusyowuniica o6TypupyroLwnii Tpom6 ¢ ABMEHUSMU KaHanmsa-
uun.

«yoT. EC/n ambon He CAMLIKOM MenKuiA, TO, Kak MpaBuo, OH Mpu-
BOAWT K 3aKyMoOpKe Kakoro-nnbo cocyga Boanm OT MecTa MPOUCXOX-
JeHna ambona. Yalle BCero BCTpevaroTcsa TPOMO03M60NNA, KIeTou-
Has 1 MUKpPOGHast amb6onuns. Mopa3fo MeHblee 3HayYeHWe B NPaKTu-
KE MMEIT XXMPOBas M BO3AyLUHas 3M60/Ms, a Takke 3MO0MA OKO-
NOMA0AHBLIMY BOZAMU M UIHOPOLHLIMU TeTaMu.
Tpomboamb6onusa. [pu THXeNbIX onepauusx, TpaBmax 1
NpYruX MOBPEXAEHNAX W NPOLEcCax B BEHAX HUKHWUX KOHEYHOCTEN
1 Ta3a MOryT 06pa3oBbIBaTbCA TPOMOLI. [Mpu OTpbIBE OT MecTa npu-
KOMJEHUS OHWM HAYMHAIOT LUPKYNALMIO, MONaJaloT B HUXKHIOK Mo-
NYI0 BEHY U Jasiee, 4yepe3 MpaBoe CepfLe, B JIErOYHbIA CTBOM (CM.
cxemy 3.2). KpynHble ambonbl, ucxogsuive U3 30H Tpombo3a B bes-
PEHHbIX WM Ta30BbIX BEHax, 3acTpeBatOT B 06/1acT Gudypkaumm
NEroYyHOro CTBOJSIA Ha /IEBYIO M NpaByH eroyHble aptepuu. [sura-
AiCb Npy 6OMbLLOM AaBNEHUN KPOBM, MHOMLA OHW 3aKyMopuMBaloT 06e
npTepun. 3TO NPUBOAWT K BHE3ANMHOMY MPEKPaLeHN0 KPOBOCHA6-
YKEHUA NIETKNX, 06bEM KOTOPOro nagaeT MUHUMYM Ha 60 %, 1 K pes-
KO AunaTaumm NpaBoro >xenyfouka (OCTpoe ieroyHoe cepaue). bbi-
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CTPO BO3HMKAaET TsHKenas MpaBOXe/yA04KoBas HefoCTaTOYHOCTb, a
3aTeM HacTymnaeT CMepTb OT CepAeYHO-COCYANCTOro Kosarnca.

3aKynopka BeTBeiN NeroYHbIX apTepuin cpefHero Kaimbpa Yactamm
amb0n1a NPUBOANT K KPOBOU3NUAHNSAM B JIEFOYHYHO TKaHb M K NpaBo-
YKE/Y[JO4KOBON HEAOCTaTOUHOCTM, @ OBCTPYKUMS MESKNX, KOHLIEBbIX
BETBEV — K UH(hapKTam fierkmx. Cryyan NopaxeHUin CPeAHUX U KOH-
LeBbIX apTepuil 3aHMMaroT 20—30 % OT umcna Bcex HabnmogeHWi
TPOMB03MOOINN CUCTEMBI IEFOYHOr0 cTBOMa. OCTaNibHOE KONMYECTBO
OTHOCMUTCS K BHE3aMHOM CMEPTX OT Ko/lanca, ONMCcaHHOM Bbille. 3T
TSOKENOE OCNOXHEHMe MpeAcTaBnseT Co60i 6oMblUyo Npobnemy,
yHocs, Hanpumep, B CLLIA exxerogHo Ao 50 ThICAY XU3HEIA.

Tpomb60oaM60nna 6ObiBaeT M B APYrUX OTAenax apTepuanbHOro
pycna. OCo6eHHO 4acTO ee UCTOYHMKOM CAyXKaT TPOM6bl, BO3HUK-
LUMe Ha M3bA3B/IEHHbIX aTEPOCKIEPOTMUECKMX OAisillKax. W3 aopThl,
NopaXKeHHOW aTepocK/iepo3oM, 3M60/bI NONajaloT B COCYAbl NOYEK,
HUKHUX KOHEYHOCTEN, peXxe ApYrux OpraHoB. VICTOYHWMKOM TPOM-
603M60IMN MOTYT ObITb TaKXKe MPUCTEHOYHbIE TPOMObI B Kamepax U
Ha KnanaHax cepfua. B aTom cnyvae ecTb OMACHOCTb MonajaHus
3M60/10B B COCY/ibl FOMIOBHOIO MO3ra (CM. cxemy 3.2).

KnetouyHasa am60auMsa BCTpeyaeTcs 06bIYHO Y 6ONbHbIX
3N10Ka4YeCcTBEHHbIMK onyxonsmu. [locnegHue, npopacTasd U paspy-
LUas TKaHW Ha CBOEM NyTW, MpOpacTalT M COCyAbl, faBas K/IeTouY-
Hblli OTCEB B NMM{aTUYECKOe W KPOBEHOCHOe pycno. [anee B pe-
3ynbTate 3MOOAMM OMYXOMEeBbIX KMIETOK pasBMBAlOTCA MeTacTasbl,
OMNCTaHTHbIE OMyXO/eBble Y3/1bl B APYTMX OpraHax u TKaHsax (CM. rna-
By 7). Tak, npu pake 6pOHXa BO3HWMKAKOT MeTacTasbl B perMoHaslb-
HbIX MM(ATUYECKUX Y3MaX, AaNee remMaToreHHble MOpaxeHus ro-
NOBHOrO MO3ra, MeyeHn, KocTeidl. Pak npeacTaTeNbHONM XKenesbl Me-
TacTasvpyeT B MM{aTMyeckue y3fbl Ta3a, MHOMAA B MapaaopTasib-
Hble 1 AaXe HaAK/UYMYHbIE Y3/bl, 3aTeEM reMaToreHHO — B KOCTW.

MukpobHas aM60NMA MOXET HAUMHATLCA B KPYMHbIX
FHOMHMKaX, abcueccax. PacnnasnstoLlee geiicTene hepMEHTOB FHOS
Ha TKaHW CO3LaeT YCI0BUS 419 NPOHUKHOBEHUS MUKPOOOB B KpOBe-
HOCHOE pycfio ¥ Npy OnpefeNieHHbIX YCNOBUAX — 41 UX AUCCEMU-
Haummn ¢ hopMUPOBaHMEM [0YepHUX (MeTacTaTUYecKmx) abcLeccoB
MW 0YaroB BOCMANEHMsl, yaaneHHbIX 0T UCTOYHMKA.

Xnposasa aM60nunMs BO3HWKAET Npu nepenomax Tpybya-
ThIX KOCTE U PasMODKEHNSAX TKaHER, YTO CNOCOOCTBYET MPOHUKHO-
BEHWIO YaCTWL, XKUpa B BEHO3HOE Pycno. YacTuLbl 3T MOXHO 3aTem
06HapyXu1Tb B Kanuanspax nerkux (puc. 3.10), pexxe — noyek, ro-
NOBHOro Mo3ra. MocTeneHHO OHW YHUUTOXAIOTCA Makpoaramu.

IMb60NMA OKONOMANOAHbLIMKU BOogamMu (aMHMOTU-
UECKOIi XKMAKOCTbH) — HeYacToe M HerpefcKasyemMoe OCNOXHEHUe
POAOB, BO3HMKaKOLLEe MpU 06BLIYHOM POAOPA3PELUEHNN UK Kecape-
BOM CEeYeHMM, a TaKXKe Mpu BblKUAbILe. 3aKaHUMBAETCA CMEPTbIO
npvmMepHo y 80 % 6O0/bHbLIX, Y KOTOPbIX OHA BO3HWMKAET. AMHUOTU-
UECKas XMAKOCTb, BK/HOUAlOLLaa 3MeMeHTbl N1oga, vepes MiaLeH-
TapHOe Pycfio NonajaeT B BeHbl MAaTKU 1 fasiblue —B 60NbLUIOW Kpyr
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Iuc. 3.10. XXupoBas smGonma COCYAO0B nerkoro. YacTb Kanenb XWpa Uckyc-
CrBEHHO CMecTWnach B anbBeosibl MpU M3roToBreHUU cpesa. Okpacka Cyfa-
Hom 111

KpoBooGpalleHns. MymopanbHble (HakToOpbl XXMAKOCTU  BbI3bIBAOT
CMasm NeroyHbIX COCYZOB W COKpaTUTE/bHYIO €nabocTb cepaua, a
LcMeHThl nnoga —ABC-cuHgpom.

Bo3gywHasa aMb60NUS MOXET pasBUTLCA MPU PaAHEHUAX
LLeV C MOBPEXAEHNEM KPYMHbIX BEH. B 3TOM Cnyyae B NOBPEXAEHHbIE
BEPTUKa/IbHbIE BEHO3HbIE CTBO/IbI, B KOTOPbIX JaB/EHUE HIDKE aTMOC-
(hepHOro, MOXeT 3acacblBaTbCsl BO34yX. BosayluHas aM601Ms 0CNoX-
HSIET TOpaKa/ibHble OMepauynm, BEHO3HYHO WN apTepuasibHyo KareTe-
pU3aUMIo, BHYTPUBEHHOE BBEEHWNE KPOBW WM XUAKOCTeN. ManeHb-
Kve 06beMbl BO3gyxa ObICTPO nornowatoTes (abcopbupytoTces), Ho
06bem 60nee 100 M MOXKET BbI3BaTh TSHXKENYHO AbIXaTeNbHY HeaoCTa-
FOYHOCTb (AUCTPECC-CUHAPOM), a 06beM 6onee 300 M —CMepTb.

PVCK BO3LYLUHOW 3MOONUM BO3HMKAET M NpU 4EKOMMPECCUOH-
HOV 60/1e3HU, Korfja agantaumsi K MOBbILIEHHOMY aTMOC(EpPHOMY
|.TNEHWNIO CMEHSETCA BLICTPLIM MEPEXOAOM K HOPMa/lbHOMY AaBrie-
HWO (BO Bpems BHe3anHbIX NO4bEMOB BOL0/1a308B), MM60 Npu Pe3Koii
mVeHe HOPMa/bHOro aTMOC(EpPHOro [AaBfEHWS Ha MOHMKEHHOe
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(BO BpeMsi CKOPOCTHbIX CTapTOB NeTUMKOB). lMpy 3TOM pacTBOpPEH-
Hble B KPOBW rasbl BO3AyXa, FMaBHbIM 00Pa3oM as30T, BbIXOASAT W3
PacTBOPEHHOrO COCTOSHUA W LMPKYMPYIOT B BUZE My3bIpbKOB. Pa3-
NNYaOT OCTPYHO M XPOHUYECKYIO (hOPMbI JEKOMMPECCMOHHOI 60M1e3-
HW (cm. rnasy 9). [ns ocTpoi opMbl XapaKTepHa 06CTPyKUMS Co-
CyAoB My3blpbKamit BO3AyXa, YTO MPOSIBNSIETCA AWUCTPECC-CUHAPO-
MOM, KOMOW W MOXET 3aKOHUMTLCA CMepTbio. Jlerkue BapuaHTbl
0CTpOIi hopMbl NpeACTaBfeHbl MbILLEYHO-CYCTaBHbIMKU 60ASIMM TOTO
)Ke COCYAMCTOro reHesa. XpoHuyeckas opma (KecCoHHast 601e3Hb)
MOXeT COMPOBOXAATbCA WH(apKTaMW TO/IOBHOrO W CMWHHOIO
mo3ra. Bctpeuaetca n [ BC-cuHapom.

IM60NMA MHOPOAHBIMU TenamMu —camblii PeaKuii
BUA 3M60MIMIA. B kauecTBe 3MOONOB MOrYT BbICTYNaTb Mynn, OCKON-
KU MUH 1 CHapAa0B, nonagatolne B KPyMHble Cocyfbl. YacTbl ciy-
yan peTporpagHoOu amoouMK, T.e. ABWXKEHME MPOTWB TOKa KPOBW, B
[aHHOM CnyYae Mof AeiCTBMEM CUM TSHKECTU.

3.4. Nlwemunsa, MHDapKT

1 Viwemnsi (MeCTHOE Ma/IOKPOBME) — COCTOSIHME TKaHU Mpu
YMEHbLLEHHOM, HEAOCTATOYHOM KPOBOCHaGXKeHWM. OBCTPYKUMS, OK-
KK031st U 06Typaums, T.e. 3aKyrnopka apTepun TpomM6om unm sm6o-
NOM, COMPOBOXAAeTcA NOMHOW ULLEeMUWEN, a cnasM, YBenmumBaroLLas-
CAl aTePOCKNePOTUYECKast 6/IALLKA UMW YTOSLIEHNE MHTUMbI —YacTny-
HOW Mwemmnelr. OcTpast NOMHasA NLLEMUS YacTO MEPEXOAUT B MHAPKT.
XpOHMYECKasA YaCTUYHas MLLEMUS OpraHa MpUBOAUT K aTpotum ero
napeHXMMbl OT HeJoCTaTKa KPOBOCHAGXEHMS U ee MOCTENeHHOMY 3a-
MELLEHNO CTPOMOI  (CKNepo3vpoBaHMe, WM  (hrMbpo3npoBaHue).
CK/1ep0o3 MOXET 0Ka3aTbCA HACTONLKO BbIP&XXEHHbLIM, YTO OT HEro Ha-
UMHAKOT CTpajaTb M (PYHKUMS, U apXMTEKTOHMKA opraHa. YyBcTBu-
TeNbHOCTb TKaHeW K ULLEMUW pa3Has; 3TO 3aBUCUT OT aHaTOMO(K3NOo-
NOTMYECKNX 0COBEHHOCTEN 1 MeTaboM3Ma TKaHN (CM. cxemy 3.5).

Ponb KONnaTepanbHON0O KPOBOCHabXeHUA.
Jlerkve 1 nmeyeHb OTHOCMTE/IBHO YCTOWYMBBLI K MLIEMUM M3-3a TaK
Ha3blBaEMOro [BOMHOr0 TWNa KPOBOCHabXeHMs. Tpu OKKO3MM
BETBEI NIEFOYHON UM MEYEHOUYHON apTepuil AedMUUT KpOBeHanon-
HEHWs YCTPaHsETCS 3a CUET CUMCTEM OPOHXMANbHbLIX apTepuil U BO-
POTHOW BEHbI COOTBETCTBEHHO. B Apyrux opraHax feicTByeT Kosina-
Tepa/lbHOe CHabXeHWe yepe3 aHacTOMO3bl. Hanpumep, ecnn Bunau-
3meB Kpyr (Th.Willis) He nospexfeH, a ofjHa W3 YeTbIpex apTepuii
LLUeKn, CHabXatoLMX roloBHOM MO3r, 3aKyropeHa Win nepexara, To
MOBPEXJEHWUA MO3roBO/ TKaHW MOXET U He ObiTb. TOYHO TaK >xe
OKK/IO3Us OGEApPEHHON apTepun MOXET He BbI3BaTb MOBPEXAEHMA
TKaHel ro/fieHN, ecim apTepuasibHble aHaCTOMO3bl Ha KOHEYHOCTU
COXpaHeHbl. B ycnoBUSAX KOMMEHCATOPHOrO HampshKeHUs Konnare-
pabHble apTepun pPacLUMpsIOTCS WM HecyT ropasfo 60nblunii, Yem B
HopmMe, 06beM KpOBW. VIMEHHO TakK MOryT NepenosiHATLCA AMCTaslb-
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Cxema 3.5. BHYTPUKIETOUHbIE MPOLECCH NpU ULeMnn

Heob6patumble
O6paTuMble U3MeHEHNA M3MeHeHns

Kanunnsap. MospexaeHune
mem6paH
Motepa —
thochonmnupgos)
N3MeHeHUs
unTocKeneta,
obpasoBaHue

Mputok Car+
Hro 1Habyxanue knetok
MoTeps MUKPOBOPCUHOK

Na+ |,
Bakyonusauus

MUTOXOHApPMA b . cBOGOAHbIX
.o e >aCLLIVIpeHl/Ie A paguKkanoe -
I OknucnuTensHoe Jorrok MuennHosble hurypbl
' thochopunupo-
Y KoHgeHcauusa
BaHue
XpoMmaTuHa
Fnukonuns "r! PH
*7 [ MKOTeH BbigeneHue
1 aKTMBayms
NN30COManbHbIX
rne KThl
Apy q (hepmMeHTOB
OTpeneHne— CuHTes - OTnoXeHns /
pubocom N benka nmnugos HakonneHue
O6Go03HauYeHNSH: BHYTPUKNETOYHOTO
3MC - sHgonnasMatyeckas ceTb | - yMeHblieHue Ca2* basodunusa
AsApa pacujenne-
AT® - aseHo3nHTputocdar | - yBenunuenue Hue 6enKoB

Mble BETBM OPbDKEEUHbIX apTepuii, 06pasytoLie Ha CTeHKEe KuLley-
HUKa HaknafblBatoLMecs Apyr Ha Apyra apkadbl. OHW JenoHMpyLOT
KpOBb B C/lyyae npeBpalleHnsi yHKLUM OpYrvX BETBEM W3 TOW e
| ncTembl. B TO ke B eMsi B TaKUX OpraHax, Kak MOYKW W CeneseHkKa,
UCT 30H C B3aMMOMEPEKPbLIBAOWLMM TUMOM apTepuanbHOro cHab-
XeHusi. TaMm Mpu BbIK/OYEHUN KaKOW-NM60 M3 KOHLEBbIX BETBei
apTepua/ibHOrO ApeBa, KakK MpaBw/io, BO3HMKAET MH(APKT. AHanio-
1HHbM o6pa3om, T.e. KaK KOHLEBble BeTBM, paboTaloT apTepuu
M»HOBHOIrO0 MO3ra, PacnooXeHHble AUCTa/lbHee BUINM3MEBA Kpyra.
<>KK/HO31s 1060 13 HUX MPUBOAUT K MHADAPKTY.

Mem BbIK/OYEHNE MArnCTPaibHON apTepum MPOMCXOAWUT MOCTe-
MEHHO, TO KOMMEHCaLMs 3a CUET KO/MlaTepaslbHOro KPOBOCHAOXeHMS
MOXET pa3BMBATLCA TaKKe MO3TanHO. B Takol cuTyauum B Crydae
OKOHYaTeNbHOro BbIXOfAa M3 CTPOA MarncTpasibHOW apTepum Konate-
imW.NbIA KPOBOTOK CMOCOGEH NOAAEPXMBATL afeKBaTHbIA YPOBEHb
. [uocHabXXeHns. VIMeHHO Tak Yallle BCero 6bIBaeT B cepAue, Korga B
¥ yeHvie [JO/ITOr0 BPEMEHU aTepoCKIePOTMYECKME OAALLKN NOCTENeH-
HO CY)KAKOT KaKyt-NM00 M3 KOHLIEBbIX BETBEW KOPOHApHOI CUCTEMBI.
Yor MMEHHO B cepAue npu nNajeHuW apTepuasibHOro AaBfieHus U
. M.NMe BEHEYHbIX apTepuii ONacHOCTb Pa3BUTUA MH(apKTa OCTaeTcs
HanbonbLLeA.
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Puc. 3.11. Benblii (MW EMUYECKNIT) NHDAPKT CENTE3EHKMN.

Mwemna mocobeHHocTn MeTabonmima TKa-
Heil. KneTkn nio6oli napeHXumbl, T.e. CNeLManM3NpPoOBaHHON TKa-
HW opraHa, 60nee YyBCTBUTE/bHbI K ULIEMUW, YeM K/ETKW W apyruie
CTPYKTYpbl CTPOMbl, & TakXe >XUPOBON, XPALLEBON WM KOCTHOWA
TKaHW. MOMMMO TOHKOI 1 CNOXHOM MOPGOMYHKLMOHaNLHOW opra-
HU3aummn (guddepeHUNpPoBKa) NapeHXUMbI, BaXKHYIO pOfib UrpaeT ee
3aBUCUMOCTb OT FeMaTOreHHbIX (haKTOpPOB, MPUHOCUMBIX C KPOBbHO,
TOrJa Kak CTpoMa W HeKOTOpble Apyrve TKaHW Crnoco6Hbl A0Nroe
BpeMsl 00XOAUTLCS TKaHEeBbIMU (haKTopamu NUTaHUSA, CHMXas [0
MUHUMYMa YPOBEHb MeTaboIM3Ma, U [aXe OCYLLECTBAATL ero B aHa-
3p06HbIX ycnoBuax. Hampumep, M3BeCTHA HW3Kas YCTOMYMBOCTb K
MECTHOW TMMOKCUM U WLIEMWMN TKaHeR rofioBHOro Mo3ra u cepaua;
3TV TKaHW MMEIOT BbICOKMIA YPOBEHb MeTabomn3Ma, aspobHbIN ero xa-
PaKTep 1 0YeHb OrpaHNYeHHbIe Pe3epBbl FEMATOreHHOro CHabXeHMs.

OCTpas ULLEMVSt MOXKET He UMETb MaKPOCKOMWUYECKOTO BblpaXe-
HWA, TaK Kak efBa Hameuyarollancs 6/1eqHOCTb TKaHU BO3HMKAET He
cpasy W MOXeT 0CTaTbCs He3aMeueHHOW. [Mo3ToMy NS BbISBIEHUS
MWEMUM NPUMEHSIOT OKPaCcKy COMSAMMW TeTPasonus, Hanpumep Tes-
NYpUTOM Kanus. 3TOT peakTWB B3aUMOZEACTBYET C AernaporeHasa-
MU 1 OKpalluMBaeT HOPMa/bHble TKaHMW, COfepXalive PepMeHTbl, B
CEPbI UM YepHbIiA LBeT. 30HbI MLIEMUN, B KOTOPbIX aKTUBHOCTb
(hepMEHTOB CUIbHO YMEHBLUAETCA WM NCYE3aeT, OCTalTCA HEOoKpa-
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Tuc. 3.12. KpacHblii (remopparmyeckunii) MHMapKT Nerkoro.

LUCWHbIMK. [N MWKPOCKOMWYECKOro pacno3HaBaHUs WLLEMUWN UC-
NO/b3YIOT OKPAaCKW Ha FIMKOreH WAW Ha OKWUCUTE/IbHO-BOCCTAHO-
BUTE/IbHbIE (DEPMEHTLI. B NOpaXKeHHbIX Y4acTKax r/IMKOreH ucyesa-
rl, a akTMBHOCTb 3H3MMOB CU/IbHO NajaeT.

XpoHWYecKas MLLeMyst 00bIYHO NPUBOAWT K aTpotny TkaHu (CMm.
Imary 6) ¢ nocnefyloWwuM ee 3aMeLLEeHNEM COefMHUTENbHON TKa-
HbtO

2 WHbapkT —ouar Hekposa B TKaHW Wi opraHe, BO3HUKatOLLmIA
BC/IEACTBME NPeKPaLLEHUs WK 3HAUNTENIbHOrO CHU>KEHWS apTepualib-
Horo NMpPUTOKA. pekpalleHe BEHO3HOIO JpeHaxa, OCTaHaB/IMBato-
Lee apTepuasibHbIA NPUTOK, TOXKE MOXET NMPUBOAUTL K UH(APKTY.
'lInHC BCEro MHapKT BbI3bIBAETCA 3aKymnmopKoli apTepun TPOMOOM
HAM 3M60/10M. MakpoCKOMMYeCKU MH(apKTbl NoAPa3feNstoT Ha ABa
..... a Genble, UM unwemmnyeckne (aHemuyeckme, H6eCKpPOBHbIE), ”
*p HMble, Mnn remopparnyeckme.

Lierbe MHMDapKTbl 00bIYHO CBA3aHbl C 3aKyNMOPKOWA KakoW-n1m60
mpupuu. OHW BCTpevaloTCcAd B MUOKaphe, ceneseHke (puc. 3.11),
HOuKax, FoNoBHOM Mo3re. Yepes 24—48 4 nocne Havana AencTBus
MPWYMHbI 30Ha HEKpPOo3a 06bIYHO XOPOLUO KOHTPAcTUPYET CBOWM
MycaHbIM BUAOM C OKPY>KatoLLei TKaHbo. Hanpumep, B cepAue oHa
«CHIOHaTas WM CBET/I0-KOPUYHEBasA Ha POHe TEMHO-KOPUYHEBOrO
MUOKapa, B Cene3eHKe —>kenToBaTo-6enas wim cepoBato-6enas Ha
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Puc. 3.13. KpacHblii (remopparnyeckuid) MHapKT nerkoro. Okpacka reMa-
TOKCWIVIHOM 1 303VIHOM.

(hOHEe BULLIHEBO-KOPUYHEBOM TKaHW. 0 BHeLUHEMY KOHTYpY 30Ha
MH(apKTa B CepALe M Noyvkax MOXET UMEeTb TEMHO-KPaCHYI OKaH-
TOBKY (nosic runepemummn). benblii MHDApKT B GONbLUMHCTBE C/y4YaeB
npeacTaB/sfeT CoB0M CyXOM, KoarynsiLMOHHbIA HEKPO3, HO B FO/I0BHOM
MO3re OH — B/IXKHbINA, KOIMKBALMOHHBIIA.

KpacHble I/IHCbapKTbI BO3HMKAIOT MK 3aKyMopKe 1 apTepuid,
BeH. OHM BCTpeyaroTcst B lerkux (puc. 3.12), TOHKUIA KULLIKE, Any-
HMKax, NeyeHW W rONIOBHOM Mo3re (B MO3re ObIBAlOT U 6enb|e 7
KpacHble WHMapKTbl). Bonbluoe 3HayeHWe B naToreHese TakUX WH-
(hapKTOB UMEET YdKe YNOMSAHYTbIA ABONHON TUN KPOBOCHAaGXeHUA, a
TaKXKe Hasmume BEHO3HOMO 3acTos. bnarogaps NponuTbIBaHMIO KPO-
BbIO TEMHO-KpaCHasi 30Ha HEKpO3a XOpOLUO BbldenseTcs Ha (oHe
HEMOPaXKeHHO TKaHW, BOMbILIMHCTBO KPACHbIX UH(APKTOB CBA3AHO
C 3aKYMOPKOW apTepuii, 0AHAKO MpW AUHAMUYECKUX NepeKpyTax Ku-
LUeYHbIX NeTefb U KX CTPaHTYNALUMAX, T.e. YLIEMIEHUAX B FPbDKEBOM
MeLLIKe, BO3HMKAET NepeXxaTie BeH M Kak CnefCcTBue remopparuyec-
Kuin MHdpapKT KMWKN. KpacHble MH(apKTbl FOI0BHOTO MO3ra TOXe
MOryT GbITb CBA3aHbl C OKK/THO3Mel BEHO3HOMO pycna.
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'm | 14. HdapKT Munokapga.

It nonbiX M TpybuaTbIX opraHax WMH(apKTbl ObIBAOT TpaHCMYy-
,1111,[li,iMn (C mopaykeHWeM BCeWi TOMLLM CTEHKM) 1 MHTPaMypasibHbl-
M/ (C NOPaXXEHWEM KaKOro-inmbo BHYTPEHHEro cnos CTeHku). W3-

. WO, YTO NpW OBLLUMPHOM TPaHCMYpPa/lbHOM UHMDAPKTe MUOKapAa,
........ LIeHHOCTW NOABEpPriLUeMcs BTOPUYHOW KOMAMKBaL MK (pasmsr-
WUr B XOfe BOCNaNeHWs), BecbMa BefvKa OnacHOCTb pa3pblBa
Inalii B 30HE MOpaxeHws.
VoL, MMKPOCKOMOM Y>Ke Ha BTOpble CYTKM MO KpasM HEKpoTw-
.. KOro nons vHapkTa 3ameTHbl NPU3HaKK pa3BMBatOLLErocs BOC-
.MHm (puc. 3.13 n 3.14). Mvnepemuns, 0TeK, NporpeccupytoLias
HIOHUTapHasa M MakpodgaranbHas MHUALTPaUUa Mo Kpasm WH-
| .|l HaunHatoT hopMMpoBaThL 30HY AeMapKalMOHHOro, T.e. orpa-
... .ntrill,koro, BocnaneHus. Ecnmn MHMAPKT AOCTMraeT CepO3HON
MH PXHOCTW OpraHa, TO Ha Heli MOXKET NosBUTLCA PUOPUH. B Teue-
H«T KO/IbKUX AHEN NeiKoLUTbI 1 Makpogarn BHEAPATCA B Mo-
..... . TKaHb, CMoco6CTBYA ee 4aCTMYHOW pe3opbummn. 3atem C
C 1 1 ||1H[>apKTa Briy6b pacnpocTpaHaeTcst rpaHyNALMOHHas TKaHb,
" M Yero NOCTENeHHO 3aBepllaeTcs oOpraHM3auUus C WCXOLOM B
.4 3mwb B rofoBHOM MoO3re (hMHan gpyroii — obpas3oBaHWe Ha

M MHdapKTa KUCTbI (MOMOCTb, MHOFAA 3amOfIHEHHAs XXMAKOC-
Ne |11



MaBa 4. BOCIMANEHWE, SAXXNBJTEHWNE
N BOCCTAHOBJIEHUE

B nto6om opraHusmMe B OTBeT Ha MOBPEX[EHWE pa3BMBatoTCA
[iBa rnasHbIX Mpouecca: orpaHWyeHue pacnpocTpaHeHUs MOBPeX-
[leHnsi — BoOcCnajieHne M BOCCTAHOBJMIEHWE CTPYKTYPbl U PYHKUUN
MOBPEXEHHON TKaHN — penapaunsa v pereHepawus.

UeTblpe «KMIACCUYECKMX» KWHWKO-NATONOrMUYECKMX MpU3HaKa
BocnaneHus — rubor, tumor, calor, dolor (nokpacHeHue, npunyx-
NOCTb, MOBbILIEHWe TeMnepaTypbl, 60/b) — OblIM ONKUCaHbI eLle B
[peBHeervneTckoMm nanmpyce npmmepHo 3a 3000 fieT 4o H.3. OfHako
yKa3aHHble NaTUHCKWe 0003HayeHus, CTaBLUMe 3aTeM OOLLEen3BecT-
HbIMKW, BBeN B MPaKTUKY ApeBHepUMCKUiA yuyeHbll Llensc (A.C.Cel-

sius). MaTbld npu3Hak BocnaneHus — functio laesa (CHWeHWe
(hYyHKUMKN) — Obln gobaBNeH Mno3gHee OCHOBATeNeM NaTonorum
P.BupxoBsbIm.

VcTopua nsydeHus BocnaneHus 6orata BeNMKUMU OTKPbITUAMM
M BbIZAIOWMMUNCA UMEHAMU. Y Hac HET BO3MOXHOCTW PacCMOTPeTb
ee NoApo6HO M MO3TOMY Mbl YMOMSHEM /MLLb ABYX YUEHbIX, TPyfbl
KOTOpbIX 03HAaMeHOBa/IM CO6OW KpynHelwwme 3Tanbl B MO3HAHWUM
BOCNa/INTENbHLIX peakunii. CoBpeMeHHUK P.BupxoBa HeMmeLKuii
natonor Koureiim (J.F.Conheim) BnepBble UCMOMbL30BT ONTUYeEC-
KUA MUKPOCKON AN MU3y4YeHUsi BOCMasieHNs B OpbDKeike W A3blKe
narywek. OH npocneaun CTaguu MoBbILIEHNS COCYANUCTOW MPOHM-
LIaeEMOCTM 1 3MUTPaLMKN TEAKOLUTOB. YyTb NO3Xe poccuitckuin 6ro-
nor n natonor N.M.MeunnkoB (1845—1916) oTkpbin npouecc tha-
roumto3a (cM. rnaebl 2, 4). B 1908 r. U..MeuHukoB un I1.9panx
(P.Ehrlich —aBTOp rymopa/nbHoin Teopun BOCManeHus) obinn yaoc-
ToeHbl HoGeneBckoi npemumu.

CylllecTBYeT MHOXeCTBO OnpefesneHuidi BocnaneHus. Mbl npu-
JepXuBaeMcs TPagMLMOHHOIO OMpeAesieHns, NPUHATOro B Poccum
W psfe Apyrux cTpaH. BocnaneHne — 3T0 KOMM/IEKCHbIV, MECTHbIV
O6LLI NaTO/OTMYECKWIA MPOLIECC, BO3HMKAIOLLMIA B OTBET Ha MOBPE>K-
fieHve (alteratio) Wi AeViCTBME NATOIEHHONO Pa3APaXKNTENS 1 MPOsiB-
NAOLLMACA B peakumsax (exudatio 1 ap), HanpasneHHbIX Ha yCTpaHeHWe
MPOLYKTOB MOBPE>KAEHNS, @ eC/iM BO3MO>KHO, TO W areHTOoB (paszpa-
SKUTENeN), a TakKe NPUBOSALLMIA K MaKCUMa/IbHOMY /19 AaHHbIX YC-
noBwi BoccTaHoBneHUto (proliferatio) B 30He noBpedKaeHUs. W3 aToro
onpefenieHns cneayeT, UTO MPU pasHbIX BAaxX BOCMANEHNUS CyLLecT-
BYET MHULMaNbHasA (HauyasbHas) CTaAms, BbipaXaroLlasncs He 06s3a-
TeNbHO B NOBPEXAEHUN, HO 0653aTe/IbHO B TaKUX U3MEHEHUSX, NpK
KOTOpbIX 06ecneynBaeTca 3amycK peakTUBHOW cTaguu. ocnefHss
MPOSIBASAETCS B CaMbIX Pa3/INYHbIX, NOAYAC OYEHb COXHbLIX pPeaKnu
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X, KOTOpble 6yayT onucaHbl fanee. PUHaANLHONW CTaauelt ABNSETCS
BOCCTaHOBUTEeNbHbIM (MPOAYKTUBHbI) npoLecc.

BocnaneHne sBnsieTcA 3allUTHBIM OTBETOM, MWCKIOUUTENbHAA
PO/ KOTOPOro COCTOUT B MU30aBfeHWM OpraHvM3Ma Kak OT WHULM-
afbHOM NPUYMHBI NOBPEXJEHUS KNETOK, HanpumMep OT MUKPOG6OB,
TOKCUHOB, TaK W OT MOCNEACTBUI MOBPEXAEHUS — HEKPOTU3MPO-
BaHHbIX KNETOK U TKaHei. be3 3aBepLUeHUss TakOro oTBeTa MH(EK-
umMsa 6bl1a Obl MOCTOSHHOM, paHbl HUKOrAa Obl He 3aXMBanu, a B Mo-
BPeX/eHHbIX opraHax npoucxogun bbl npouecc HarHoeHus. OHaKo
BOCMasleHne 1 BOCCTaHOB/IEHWE MOTYT ObITb M NOTEHUMANBHO Bpea-
HbIMU. BocnanuTenbHble peakuuu, Hanpumep, fexar B OCHOBE
ONacHbIX AN XWU3HW peakumidA rmnepyyBCTBUTENIbHOCTU HA COHY
K|tOBOCOCYLLIMX HACEKOMbIX, /IEKAPCTBa M TOKCUHbI, a TaKkKe B OCHO-
BE HEKOTOPbIX XPOHUYECKMX 3ab60MeBaHMWA, TakMX KakK peBmaTouf-
HbI apTPUT, aTepocknepos u Guobpos nerkux. BocctaHoBneHne no-
CPeACTBOM CKepo3a MOXET MPUBECTU K KMLLIEYHOW HenpoXo4mMmoc-
v, PasBUTMIO NOYEYHON UM MEYEHOYHON HeLOCTaTOMHOCTU, Hapy-
LLEHWIO NOABMXKHOCTM CYCTaBOB. B cBA3M € 3TUM Oblin pa3paboTaHbl
MHOIOYUC/IEHHbIE «MPOTUBOBOCMAIMTE/IbHbIE NMPenaparbl», KOTOpble
YCUNBAKOT NONOXKMTENbHbIN 3h(eKT BOCNaneHus.

TVNOBO OTBET Ha MECTHOE MOBPEXAEHME Y BGECMO3BOHOYHBIX,
MMMOKNETOUHBIX OPraHN3MOB Y MHOMOK/IETOUHbIX NapasuToB BK/O-
iiiei tharoyMTO3 MNOBPEXAAIOLLEro areHTa, 3axBaT pasgpaXkaroLmx
BELLECTB CreLnann3nupoBaHHbIMK KIETKAMW WKW opraHensiamu, Ko-
TOpble MepeBapuBaloT WX, a TAKKE HeWTpanusaLmio BpeaHbIX CTUMY-
JIOB C MOMOLLbI0 TUNEPTPOUN KINETKU UM OLHOW U3 ee opraHesnsl.
He 3Tn peakumMn COXpaHWIUCL B MpoLLecce 3BOMOLUN, OLHAKO Xa-
paKTePHbIM OT/IMYMEM BOCNAIUTENLHOIO MpoLecca Y BbiCUMX (HOpM
CHUMETCA peaKLiMs KPOBEHOCHbIX COCY/10B, NPUBOAALLAA K Hakomne-
HUIO YXMAKOCTW U NENKOLUTOB BHE COCYAUCTOrO pycna.

Il HacToALLEee Bpemsi BOCMa/leHWe pacCMaTpUBAETCA KaK AuHaMu-
CCckoe B3aMMOfENCTBME TYMOPATbHOIO W KNETOYHOrO0 OTBETOB.

COXaNleHUto, MPU U3YYeHUU TUCTONOrMYeCKUX 06pasLoB Bocnase-
nne- MPELCTABNAETCH B BUAE 3aCTbIBLUEN KapTWHbI, XOTS Ha CamMOM
C V+ MB/ISIETCA CNOXHbLIM W JUHAMWUYHBLIM MPOLLECCOM.

W3yyas BocnaneHne, HeOOGXOLUMO MOMHUTb, YTO MUKPOCKOMU-
wew.ni KapTMHA 3aBUCUT OT JeWCTBUA Tpex (akTopoB. [lepBblit
AaiKTop — nNpupoja noBpe>KaaloLLero areHTa. BocnaneHve MOxeT
"C3H. BbI3BAHO OaKTepusAMMU, rpubaMu, MHOrOK/IETOYHLIMU Mapasu-
*CMWW, OMpefeneHHbIMU annepreHamu, TPaHCMIaHTMPOBAHHON TKa-
...... M CaMUMU KNIETOYHLIMW KOMMOHEHTamu. HekoTopble U3 3TUX
(C LLUOB BbI3bIBAOT XapaKTepHYIO TKAHEBYHO PeakuuIo.

I TOpOA (hakTOp — Bpems Hab/togeHNs. [10CKONbKY BOCNaneHue
....... 4yeln OUHAMWUYHBLIM MPOLLECCOM, ero Mop(osorus BapbupyeT B
........ CO BpeMeHem Hab/tofeHus. Hanpuvep octpoe mno-
VM «CBEHMC, COMPOBOXAAMOLLEECH BbIPAKEHHOW KIETOUYHOW peak-
...... (I MNCPKNETOYHOCTLIO), OT/NIMYaeTca OT 6onee MO3AHErO, B
- CH.LUMHCTBC C/lyYaeB 6e3KNeTOUHOro NoBPeXAeHNs B CTaAumn CKIe-
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po3a. TpeTbMM (hakTOPOM, BMSIOLUM Ha KapTWUHY BOCNANEHNs, SB-
NAETCA UMMYHHBIN cTaTyc xo3auHa. [peLBapuTeNbHO CEHCMOUIN3N-
POBaHHbIA Creunu@uyecKnM NaToreHoM OpraHuW3M pearvpyeTt C
0O/bLLENA, YEM HEOOXOAUMO, CUMOWA. B TO e Bpemst OpraHusm ¢ 1wm-
MyHo,qeq)l/lLl,l/lTOM nMeeT ocnabneHHbId UNM U3BPALLEeHHbIA OTBET Ha
[IE/iCTBME NOBPEXAAOLLMX (HaKTOPOB.

TpagnuMoHHO BOCMAIEHNe KNacCu@uUUMpPYOT MO KAMHWYECKAM
NPosBEHNAM 1 BpemeHu oTBeTa. OCTpoe BOCMa/leHNe OTHOCUTESb-
HO KOpPOTKOe MO BPEMEHW, MPOAO/HKAETCA HECKO/IbKO MWHYT WIn
4acoB, MOAOCTPOe — MPOTEKAET HECKO/bKO AHEN WMAM Hedenb, Xpo-
HNYeCcKoe — 10 HECKONbKUX MecaueB. K CoXaneHWto, 310 AeneHue
YC/IOBHO, M MHOrMe MOP(ONOrnyeckme npusHakm MpUCYTCTBYIOT B
KakaoM nepuoge.

OCHOBHbIMU XapakTepucTuKamyu OCTPOro BOCNaNeHUs SIBNATCA
3Kccyfaums >XMAKoCTKU 1 6enkoB nnasmbl (0TEK) M aMurpauns neiko-
LUMTOB, MPEUMYLLECTBEHHO HEWTPOCMIOB. XpPOHMYECKOE BOCMANEHNE —
6onee ANMTeENbHbIA MPOLECC M FTUCTONOTMYECKU CBA3AHO C MOSABAEHWEM
AMMGOLMTOB M Makpogaros, HOBOOGPa30BaHNEM KPOBEHOCHbIX COCYA0B
U COeAMHUTENBHON TKaHu. MHorve akTopbl BAUAKT Ha TeuyeHue W
Mopdonormyeckme NpU3HaKM Kak ocTporo, Tak W XpoHWYecKoro socna-
NeHus.

4.1. OcTpoe BOCMasieHne

OcTpoe BocrnasieHme — HenocpPeCTBEHHbIA 1 PaHHWIA OTBET Ha
nospexgarowwmin areHT. OHO CKTafblBaeTCA U3 TPEX OCHOBHbIX KOM-
MOHEHTOB: YBE/NMYEeHWs MNPOCBETA COCY[O0B, COMPOBOXAAOLLErocs
YCWUNEHNEM KPOBOTOKA; W3MEHEHMWSI CTPYKTYpbl CTEHKM COCY[OB,
NPUBOAALLIETO K BbIXOAY M3 KPOBOTOKA GE/IKOB U NIEVIKOLUTOB; BbIXO-
[la NeMKoOUMTOB M3 MUKPOLIMPKYNATOPHOIO pycna U UX HakonjeHus
B MECTe MOBPEXEHMS.

Hanbonee NpocTbiM OTBETOM Ha MOBPEXAEHME ABNSIETCA TpaHc-
cysaums. TpaHccyfaT npefcTasnseT coboi XMAKOCTb C HUSKMM CO-
AepxaHnem Genika, rnaBHbIM 06pasoM anbOymuHa ( /n) 1 yaenbHbIM
BECOM MeHee 1012 OO6bIYHO TpaHCCyAaT NpeacTaBAeT coboit yNbT-
paduibTpaT Maasmbl  KPOBM, 0O0Pa3ylOLUMIACS MpU  HapyLLUeHUN
rmapocraTMyeckoro 6anaHca Ha YpOBHE 3HAOTENNS COCYAO0B (CM.
rnay 3). Mpu BOCNaneHun TpaHCCyAauus KpaiHe peako Hocut
CaMOCTOSATe/bHbIV XapakTep. OfHAKO OHa ABNSETCA Haua/lbHOW CTa-
Oveit akccyaaunn — BbIXOAA XUAKOCTW, GENKOB M KMETOK KPOBM U3
COCYAMCTOrO pycna B UHTEPCTULMANIBHYIO TKaHb UK NOMOCTMU Tena.
Jkceypat npefcraBnseT coboli BOCMAIUTENbHYIO BHECOCYAUC
KUAKOCTb, VMEIOLLYIO BbICOKYHO KOHLIEHTpauuto 6enka (>3 r/n),
MHOXXECTBO OCTAaTKOB KNETOK U yaenbHbli Bec 6onee 1,020. MoBbl
LUEHHAs coCyamMCcTas NPOHMLAeMOCTb, NpuBoAsLLas K BbIXody 6ora-
TOVi 6E/IKOM XMAKOCTU —3KCCydaTa —B UHTEPCTULMA/IbHYH) TKaHb,
ABNAETCA CTEPXXHEM OCTPOro BocnaneHus. oTeps nnasmoii Kposw
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Goratoil 6efIKOM XWUAKOCTU BEAET K CHUMXKEHWUIO BHYTPUCOCYAUCTOrO
OCMOTWYECKOr 0 AiaBNeHns U YBENNYEHUIO OCMOTUYECKOTO JaBneHuns
VHTEPCTULMANTbHOM XMAKOCTM. OJHOBPEMEHHO C MOBbILIEHHbLIM
rMapocTaTMyYecknM fassieHnemM, 00YCNOB/IEHHLIM PacLUMPEHMEM CO-
CY[0B, MPOUCXOAAT BbIXOA U HAKOM/IEHWE XULKOCTU B MHTEPCTULN-
aNbHOl TKaHW. KAMHWYECKM W TMCTOMOrMYeckn 06a aTmx mpouecca
NPOSBNAKOTCS KaK OTeK.

Mpy noBpexzaeHUn Bcres 3a KPaTKOBPEMEHHbLIM CMa3MoM apTe-
pvon NPONCXOAUT pacLiMpeHne KPOBEHOCHbIX COCYAO0B, KNUHUYECKU-
M/ MpU3HaKaMu KOTOPOro fIBNAIOTCA XKap M NOKpacHeHWe. 3amef-
NleHne KPOBOTOKA, PA3BMBAOLLEECA BCNEACTBME pacLUMPEHUs cocy-
[0B, COMPOBOXAAEeTCSH MOBbILLIEHNEM MPOHMLLAEMOCTU COCYAUCTON
| TOHKM 1 BbIXOAOM 60raToil Ge/IKOM XXMAKOCTW 3a Npefenbl cocy-
. B pesynbTaTe 3pUTPOLUTLI KOHLEHTPUPYHOTCA B MESIKUX COCY-
[8X 1 MPOUCXOAUT MOBbILLEHWE BA3KOCTM KpoBu {cTa3). CTa3 cno-
<06CTBYET pa3BUTUIO PEHOMEHa, OMMCAHHOMO KaK KpaeBoe CTOsiHWe
neiikouMTOB, B PE3y/MbTaTe KOTOPOro NEeWKOUWTLI, FNaBHbIM 06pa-
|<M HeliTpounbl, NpUAMNatoT K 3HAOTeNNO (agresust) 1 NPOHMKa-
MV CKBO3b COCYAMCTYHO CTEHKY B UHTEPCTULMATBbHYIO TKaHb (3Mu-
rpauus).

| 1lakonsigH1e NEMKOLMTOB B MECTE MOBPEXIEHNS ABNIACTCA BaK-
NrywvM aTanom socnaneHms. Konmuectso NeKoLUTOB 3aBUCUT OT
Np1poLbl MOBPeXAaloLwero areHTa. JlelkoUMTbl MepeBapuBatoT Mo-
BpeXJaloLye areHTbl, YHUUTOXaloT 6akTepun, paspyLuatoT HeKpo-
|TUpOBaHHbIE TKaHW N Yy)XXEPOAHble aHTUreHbl. BocnaamTenbHbli
micyaT, boratblii neikouMTamu, rnaBHbIM 06pa3oM HelTpoduna-
MW, WM OCTaTKaMn MapeHXMMaTO3HbIX KNETOK, Ha3blBaeTCs rHOeMm.
*HOpaszoBaHMe THOSi MOXET MPOMCXOAUTL Kak Mog AelCTBMEM MMO-
1'HHbIX (THOEPOAHbIX) MUKPOOPraHU3MOB, TakK U B CTEPU/bHbIX YC-
LNMAX, Hanpumep B pesy/bTare ULIeMUW TKaHW. Ecnn nmoreHHble
LUMY/Ibl HE MOSIHOCTHIO MMMUHUPYIOTCS, MPOUCXOAUT POPMUpPO-
BaHMe abcliecca, MOPMONOrMyeckn nposBastoLeecs obpasoBaHMeEM
mipi.epa 13 PubpPoOBACKYNAPHON TKaHW, MOHOLMTOB, Makpogaros u
MM||[K>LMTOB BOKPYT NnoBpexaatoLlero areHta. OgHOBPEMEHHO C Ha-
*4TEHMEM HEeWTPOPUIOB N MOHOHYKNEAPHbIX KNETOK HaynMHaeTcs
MuLLlecc BOCCTaHOBMEHWS TMOBPEXAEHHOW TKaHW — penapauusi.
|, MMHHAUWA NeiKOLMTApHON aKccydaumn 1 penapauum xapakrtep-

NN MHPEKLMOHHbLIX NPOLLECCOB, 06pa3oBaHUsA 3B Y MH(APKTOB,

lo ac /19 paccacblBatOLLMXCs remopparuii. HeCOMHeHHO, neiko-
,-H1 MOTYT NPONOHIMPOBaTh BOCMa/IEHNE U Bbl3blBaTb paspyLLeHue
>UKM (hepMeHTaMM, XUMUYECKUMU MeAMaTopaMn U TOKCUYECKUMU
, MLlemmammn kucnopoga. B pesynbTtare aTOro pasBuBaeTcs XpoHU-
........ mBOCNaeHMe.

1.1KMM 06pa3omM, Mcxofamm OCTPOro BOCMasieHWst ABAKTCA MOS-

. » |M LrELeHne, 3KMBMEHNe MyTeM 3aMeLLeHUs COeANHUTENLHO
un.to (pnbpos), obpasoBaHMe XPOHUYECKOro abcuecca, Nporpec-
, JM.lUMe B pa3NnyHble (HOPMbl XPOHMYECKOro BoOcnaneHus (no
B , I tiitun, V.Kumar, T.Collins, 1998).
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MonHoe paspelleHne. BUOMOrMYECKUA CMbICA BOCNAIEHMsI COCTO-
UT B HElTpanmM3auuy MOBPEXAAOLLEro (hakTopa v BOCCTaHOB/IEHWM
MOBPEXJEHHOro yuyactka. [MofHoe BOCCTaHOBMEHWE HabntogaeTcs
npu Mabix 00bemax noBpexaeHws. PaspellueHne BocraneHus
BK/IOYAET HEMTPam3aLmio XMMUYECKUX MeLMaTopoB, BOCCTaHOB/E-
HVMEe HOPMa/bHON COCYAMCTOI MPOHWULAEMOCTM, NPeKpallleHne nei-
KOLMTapHOW WHPWALTPaLUN U, HaKOHeL, YOaneHue OTeYHON Xua-
KOCTW, 6enka, NelKOUUTOB, MHOPOAHbLIX areHTOB W HEKpPOTU3UPO-
BaHHbIX OCTaTKOB.

3a>KMBNeHNe NyTEM 3amelleHns COeanHWTENbHOW TKaHblo (hnb-
po3). lpouecc HauyMHaeTca Moc/ne YaCTUUHOMO PaspyLUeHWUs TKaHM
WM NpW PasBUTUM BOCNAIUTENILHOrO MOBPEXAEHUS B TKaHSAX, He
CMOCOOHLIX PereHepurpoBaTh, a TakXKe MpU MAcCUMBHOWM 3KcCydauum
thmbpuHa. B ToM cnyyae, ecnm hMOPUHO3HBIA 3KCCyAaT B TKAHU W
Cepo3HbIX MonocTax (Ha nneepe M 6proLIMHE) paccacbiBaeTcst (pe-
30p6upyeTcsa) He MOMAHOCTbIO, COEAUHWUTENbHAA TKaHb MpopacTaeT
3KccyaaT, npeBpallas ero B Maccy puopo3Hoii TKaHW. ITOT npoLecc
Has3bIBaKOT opraHu3auuen.

OGpasoBaHue xpoHuueckoro abeuecca. Habnogaetcs npyu nHMeK-
LUMSX U CBA3AHO C HENOAHBLIM YAaNneHWeM MUOreHHbIX MUKpoopra-
HWU3MOB WK KX (hparMeHTOB. XPOHUUECKUIA abCcLiecc OTrpaHUYyeH oT
OCTa/IbHOM TKaHW (hMOPO3HOIN Karncy/on.

MporpeccupoBaHMe OCTPOro BOCMANMTENbHOINO OTBeTa B pasnny-
Hble dJOprI XQOHI/IHGCKOFO BOCI'I&!"IBHI/IFI. BCTpe‘—IaeTCFI B TEX cny4vasx,
KOrga OCTpbIi BOCMaNUTeNbHbI OTBET HE paspeLlaeTcs, MMeeTcs
NepcUCTUPOBAaHME MOBPEXAAIOLLEr0 areHTa Wan HapyLueHue npo-
Liecca opraHmsauun. Hanpumep GakTepuansHas UHGeKUMa nerkoro
HauMHaeTCa Kak (POKYC OCTPOro BocnaseHmsi (MHeBMOHWSA), O4HaKO
pacnnaBneHne MOBPEXAEHHbIX TKaHEA MOXET MpMBECTU K Bblpa-
YXEHHOW AuCTpodun nocnefHUX M 06pa3oBaHMi0 MOM0OCTU, B KOTO-
POl MPOAOMKAeTCA BocnaneHme, obycnosaneatoLlee hopMMpoOBaHMe
XpOHMYeckoro ab6euecca nerkoro. [pyroil npvMep XPOHWUYECKOro
BOCMaNEHNs C MEPCUCTMPYIOLWEA CTUMYNsAUMeli — 3TO pasBUTMe
NenTUYECKOW $3Bbl >XeNyaka WM [ABEHaUaTUNEPCTHON  KULLKW.
lMenTuuyeckne s3Bbl MOTYT MEPCUCTMPOBATbL B TEUEHME MECsLEB U
NET 1 NPOABAATLCA KaK OCTPOW, TaK U XPOHUYECKON BOCMaNMTESb-
HbIMU peakLusMu.

4.2. XpoHu4eckoe BocnasieHue

Mog, XPOHMYECKVM BOCMAIEHMEM MOHUMAOT MPOAO/HKUTENbHbIN
npouecc (Heden M Mecsillbl), MPU KOTOPOM MOBPEX/AEHMEe TKaHel,
PeaKTVBHblE M3MEHEHUs 1 PyGLEeBaHMe Pa3BMBAKOTCS OAHOBPEMEH-
HO. HecmoTpsi Ha TO 4YTO XPOHMYECKOe BOCManeHVe MOXET Cnefo-
BaTb 3a OCTPbIM, YaCTO OHO HauMHaeTCs KakK cnabblil, nHorga bec-
CUMNTOMHBIA, Mpouecc. STOT MOCMEAHUIA BapuUaHT XPOHUYECKOTO
BOCMa/IEHNs1 XapaKTepPeH A/1sl TaKuMX FeHepasn3oBaHHbIX WHBA/IMAM-
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3V|py+0Lgmx 3a060/1eBaHWNi, KaK peBMaTOMAHbIA apTpuT, aTepockie-
po3, Ty0epKyne3 1 XpoHUYeckne 3ab60/1eBaHUA NErKNX W NOYeK.

MPUYNHBI XPOHUYECKOrO BOCMAIEHNS:

nepcucTupytowme (AONT0 coxpaHswowmecs) MHekuyun, Bbl3biBae-
Mble HEKOTOPbIMU MWKpPOOPraHW3Mamu, TakuMu Kak 6aumnnbl Ty-
6epkynesa, 6nefHas TpenoHema (Bo30yauTeNb CUKUIMCA) U HEKOTO-
pble Tprbbl. ST MMKPOOPraHU3Mbl 0071aat0T HU3KOM TOKCUMYHOC-
Tl W BeflyT K PasBUTUIO UMMYHHbIX peakuuidi rnepuyBCTBUTENb-
HOCTI 3amefieHHoro Tuna (M3T). BocnanuTe/bHbIA OTBET NPy 3TOM
HOCUT cneundUyecKnii xXapaktep B BUAe FpaHynemMaTo3HOW peak-
Lum;

AnnTEeNnbHOE BO3,IJ.€I7ICTBVI€ NOoTeHUNanbHO TOKCUYHbIX 3K30IMeHHbIX U
3HfOreHHbIX BewecTB. HabnogaeTcs npy nonagaHuy B OpraHU3M He-
paspyLLAtoLLMXCA HEOPraHUYeckux BellecTB. Hanpumep, npu gau-
Te/IbHOM B[bIXaHUM YacTWL, KPEMHMWS BO3HWKAeT BOCMa/MTeIbHOe
3aboneBaHvie Nerknx — CUINKO3;

npy HeKOTOPbIX 3a60/1eBaHNAX (POPMUPYIOTCA 3allUTHbIe peak-
LMW NPOTUB COOCTBEHHLIX TKAHE! OpraHnW3ma, 4YTo MPUBOAMT K pas-
BUTMIO ay TOMMMYHHbIX GonesHeii. Mpy aTUX 3a60NeBaHNSAX ayTOaHTK-
FCHbl BbI3bIBAIOT CaMOMNPOM3BOSIbHYIO WMMYHHYIO peakuuto, o6y-
C/IOB/IMBAIOLLYH0 BO3HWKHOBEHWE HEKOTOPbLIX reHepaIn30BaHHbIX
MPOHMYECKNX BOCMa/IMTENbHbIX 3a00/eBaHUA — Hanpumep, pacce-
SHHOIO CKJ/1epo3a, PeBMAaTOMAHOr0 apTpuTa, CUCTEMHOW KpacHOW
BOMYaHKK (CM. rnasy 5).

B oTnnume oT ocTporo BocnasiieHWs, MNPOSBNAIOLLErocs COcy-
OUCTBIMW peakumamu, (UOPO3HbIM BbINOTOM, OTEKOM W BbIPaXEH-
HOM WH(UNbTPaLMEn HenTpounamm, XPOHUYECKOe XapaKTepusy-
rrcs UHGUAbTPaUMein MOHOHYK/IEapHbIMU KNeTKamy, BK/OYato-
WMy Makpodaru, TMMGOUNTBl U Nna3MaTUyYecKme KNeTku, otpa-
XaloWmMy NepcUCTUPYIOLLYIO peakLuio Ha NOBPeXAeHue; paspy-
LeHneM TKaHei, 06bIYHO BbI3bIBAEMbIM BOCMANTE/IbHLIMU KNET-
Kamu; MOMbITKOM BOCCTaHOBMEHMS Pa3pyLUEHHbIX TKaHe MmyTeM ux
bIMELLEHNS COEAUHWTENBHOW TKaHblO, a UMEHHO HOBOOOpa3oBa-
HMEM MefIKUX KPOBEHOCHbLIX COCYAO0B (@HrMoreHes) M 4acTUYHO
thnbposzom.

[MpU3HaKM XpOHWYECKOro BocnaseHus:

I) MOHOHYKNeapHast MHpUAbTpauus. TpaguLMOHHOE TUCTONOrN-
414 Koe MOHATUE «MOHOHYK/eapHble KNEeTKWU, MOHOHYKeapbl» Moj-
HUYMeBaeT BCe OAHOALEPHbIE KNETKW, MMEIOLLMe NPOUCXOXIeHNe
mt | IBonoBoii kpoBeTBOpHON KNeTkn (CKK), Kpome apuTpoLMTOB,
n IMEHTOAAEPHbIX NEKOLMTOB. Makpohar — OCHOBHasi K/eTKa
VPOHMYECKOro BOCNasieHns. Makpoarn fBisalTCA KOMMOHeHTaMu

In IrMbl MOHOHYK/eapHbIX (harounToB, paHee N3BECTHOWN KakK peTu-
*\ Mo MLoTenmanbHas cuctema. CuctemMa MOHOHYKNeapHbIX (haro-
||H WM cocTonT 13 TECHO CBA3AHHBIX KNETOK KOCTHOMO3IOBOro Npo-
H MOKZEHWS, BK/l0Yas MOHOLMTbI KPOBM W TKaHeBble Makpodaru.
Mo» ucaHve AUddy3HO pasbpocaHbl B COEAMHUTENBHOR TKaHW, mne-

ol |WwK afIbHOW MONOCTWM WM COCPELOTOYEHbI B OpraHax, Hanpumep
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B neveHn (knetkn Kyndepa), ceneseHke v nMMEpaTUYeCcKuX yanax
(cuHycoBble TUCTMOLUTBI), KOXe (KNeTKU JlaHrepraHca) W erkux
(anbBeonsipHble Makpodiaru). Bce OHWM MMetOT 00LIero npeaLecT-
BEHHMKa B KOCTHOM MO3re, KOTOpbIA AaeT Ha4alo KneTkamMm MOHO-
uMTapHoro psga. M3 KpoBM MOHOLUTbI MWUTPUPYHOT B PasfiMuHble
TKaHW W npeBpaliaoTcs B Makpodarn. MOHOUNUTBI KPOBU XKMBYT
OKO/10 OAHOr0 AHA, TOrja Kak TKaHeBble Makpojarn — HeCKO/bKO
MeCsILIEB.

Mpy XPOHWYECKOM BOCMANEHWM BCTPEYaloTCd U Apyrve TUMbl
«MOHOHYK/1€apoB» — NIMMGOLMTHI, NnasmMaTnyeckme KNeTku, 303u-
HOW/bI U TYUHbIE KNETKWU. JIUMOUMTLI ABASOTCS TNaBHbIM KOM-
MOHEHTOM peakunii 3T —TKaHeBOro O0TBeTa Ha BUPYCHble MHeEK-
UMK, a TaKxKe, MO HEU3BECTHLIM MPUYMHAM, NPY HEMMMYHHOM BOC-
naneHun. JinmgounTtbl pasHbix TUNoB (T-, B-numdouuntsl) nim B
pasHbIX COCTOAHUAX (HATUBHOM, aKTUBUPOBAHHOM) WCMOL3YHOT
pasHble aAresvBHbIe MOJIEKY/bl M XUMWUYECKME Meanatopbl. [lpu
XPOHMYECKOM BOCMA/IEHUM OHU UMEKT PELUMPOKHYIO CBA3b C MakK-
pocaramu. AKTUBUPOBaHHbIE NTUM(OLUTLI NPOAYLMPYIOT NMMGOKK-
Hbl, MPWYEM OCHOBHbIM CTUMYISTOPOM MOHOLMTOB M Makpogaros
ABNSAETCH Y-MHTEP(CPOH. LIMTOKUHBI M3 aKTUBMPOBaHHbIX MaKpo-
(haroB (MOHOKWHbI), HA060POT, aKTUBUPYIOT MMQOLUTBI, KOTOPbIE
camu o cebe TakXkKe NPOAYLMPYIOT BOCNAIUTENIbHbIE MELUATOPbI.
Tak o6ecneuvBaeTcs CTagusi MEPCMCTUPOBAHWS BOCMAIUTENBLHOIO
oTBeTa.

MnasmMaTuyeckve KNeTKU NPOAYUMPYIOT aHTUTeNa, HanpasB/eH-
Hble MPOTMB NEPCUCTMPYIOLLEr0 aHTUreHa B o4are BOCMasieHWUs Wam
MPOTUB KOMMOHEHTOB Pa3pyLUEHHON TKaHW.

303HOWbI XapaKTepHbI AN UMMYHHbIX OTBETOB, CBSI3aHHbIX C
annepruyecKMmn peakumsamMm, U napasmTapHbiX UHGekuunin. Ckon-
NeHUs 303MHOMMNOB HabMAaloTCA B PECNUMPATOPHOM TpakTe Mpu
aJIN1IepPreHacCcoLMNPOBaHHO acTMe U B TKaHsAX, WHMULMPOBaHHbIX
MHOFOK/IETOYHbIMW Mapas3uTamu, B YaCTHOCTW refibMuUHTaMu. [lo-
[O6GHO HelTpouiaM, OHW WCMNOMb3YIOT afre3vBHble MOMEKY/bl U
XEMOTaKCUYECKME areHTbl, 00pa30BaHHble TYYHbIMU KETKamu,
AMMGoLNTaMM 1 Makpogaramu, 41s BbIX04a 3a Npeaesibl KPOBEHOC-
HOro pycna. WX rpaHynbl COAepXaT rNaBHbIA 6eoK, a Takke KaTu-
OHHbIN 6EeNoK, TOKCUYHBIA NS NMapasMToB W BbI3bIBAKOLMIA TN3NC
3ANUTENNA/bHBIX KNETOK MIEKOMUTAIOLLMX.

HecMoTpsi Ha TO 4TO HEWTPO(U/bI UrpatoT FNaBHY PoNb MpK
OCTPOM BOCMaNEHWW, MHOrMe (OPMbl XPOHWYECKOrO BOCMASIEHUS,
MPOLO/MKALLMECH MECsALaMM, TakKe CONPOBOXAAKTCA HAKOM/IEHU-
eM 00/NbLUNX KO/IMYECTB HENTPOMIOB. ITO CBA3AHO C COXPAHEHWEM
(nepcucteHuwmelt) 6akTepuii UM BbIGPOCOM MeLMAaTOPOB Makpoda
raMm WAM HEKPOTU3MPOBAHHLIMU K/eTKamu. [lpy  XpoHWYecKom
6aKTepnanbHOM BOCMANEHUN KOCTeld (OCTEOMUENWT) HEWTPOtUNb
HbIiA BKCCYf]aT MOXET 06HapYXXM1BATbCS B TEYEHWE HECKO/bKUX Me-
caueB. HemTpowibl UrpatoT BaXHYH POMb B XPOHUYECKOM O
BPEXAEHUN NIETKNX, CBA3AHHOM C KYPEHUEM W MHBLIMU MPUYUHAMY;
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2) nepcvUCTUVpYOLWaa LeCTPYKUUA COEOVHATEbHON TKaHu fB-
NSeTCA OCHOBOI XPOHMYECKOro BOCMasieHus. [03ToMy BOCCTaHOB-
NeHWe paspyLUeHHbIX TKaHei COCTOWUT B 3aMeLLeHUW MOBPeXAeH-
HbIX MapeHXMMATO3HbIX KMETOK COeAMHUTENbHON TKaHbi, B pe-
3ynbTaTe 4ero pasBuBaeTcs (MOpPo3 MAM NPOUCXOAUT pybLeBaHUeE.
3TOT npouecc UMeeT CXOACTBO C 3aXKMBMEHWEM paH, OfIHaKO 13-3a
TOro, 4YTO MOBPEXJeHWe MepcUcTMpyeT, a BOCNaUTe/IbHasA peak-
LM TO CTUXaeT, TO BO3HMKAET, COObITUA CTAHOBATCA MeHee Mpes-
CKasyembIMy.

4.3. 'paHyfieMaTo3HOe BOCMasieHne

I"paHyneMaTo3HOe BOCMasleHne — CreLuann3MpoBaHHas  opmMa
XPOHNYECKOI BOCMANUTENBHON peakumn, Npu KOTOPOK npeobnagato-
MM TUMOM KETOK ABSIOTCA aKTUBMPOBaHHbIE Makpodary, UMeto-
Lme MOAUMULMPOBAHHLIA 3MUTENMOUAHLIA BUA. 3TO BOCMaNeHue
|M LWMBaETCA KakK NpyY XPOHUYECKUX UMMYHHBIX U MH(EKLMOHHbIX 3a-
60neBaHUsAX, TECHO CBA3aHHbLIX C UMMYHHbLIMU peakLMsamu, Tak U npu
MeUMMYHHbIX 3aboneBaHuax (Tabn. 4.1). paHynemaTo3Hoe BOcMase-
HWe HabnrogaeTca npu Tybepkynese, capkouaose, 601e3HM KoLlavbmx
nnpanuH, NaxoBo nMmdQorpaHynemc, nenpe, 6pyuennese, cugunmce,
HEKOTOPbIX rPUOKOBLIX UHPEKLUMAX, Bepunamnose 1 peakuusx Ha Bee-
BCH/C pa3fpakarolmx IMnugoB. M3-3a OrpaHUYEHHOr0 KOMMYecTsa
MKHONCBaHWIA, MPU KOTOPLIX OHO BCTPEYAETCS, OUEHb BaXKHLIM SB/SET-
* 1 pacro3HaBaHWe BMAa rpaHynemarosa npu Guoncuu.

me6nunya 4.1. MpaHynemaTo3Hble 3a60/1eBaHMSA

l.abi TpnanbHbie FeNbMUHT ble

lyOrpkynes WwucTocomos
nnpa TPUXNHENNes
Gpyuennes hunapurartos

m3'H.MOHenNnes
mHU 1T )M 03
LHuHUC
MOOpHAKa Ky

. W MmnpoHaUHble MeTannammn
‘Il punnunos
||| IM>HuCBbIN rpaHynemartos

1|'ml'munmc
». 11110 IMO3
" Mi HIMUKO3
*VXX pYyBETBUTCAbHAA MHEBMOHUA

"I%C | *HBIT U XJIAMUHEBbIE
" HW. KOLaybUX LapanuH
..... 1»Mpamyiema BeHepyM

WHAYLMPOBaHHbBIE YYXXEPOAHBIMU Tenamu
MHEBMOHNA YYXXepPOoaHbIX Ten
KpPeMHeBbIli FpaHynemaTos

HescHOW NpuumnHbI

capkomgaos

60ne3Hb KpoHa

rpaHynemato3 BereHepa
rMraHTOKNETOUHbIV apTepunT
NepBUYHBIA GUIMAPHBIA LMPpPO3
KOMbLIEBMAHAA rpaHynema
peBMaTOUAHbIA apTpUT
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FpaHy/emMa CAYXUT MECTHbIM MPOSBNEHMEM TpaHyfieMa-
TO3HOro BoCnaneHus. OHa npefcTaBnseT cO60i CKOMNEHUE MaKpo-
(haroB, KOTOpble TPaHCPOPMUPYIOTCA B 3NUTENIMOUAHBIE KNETKU,
OKPY>XEHHbIE KO/bLIOM U3 MOHOHYK/IEApHbIX KNETOK, FNaBHbIM 06-
pasoM NMMQOLMUTOB M MHOFAA NAasMaTuyeckux KetTok. Ha 06bly-
HbIX NpenapaTtax, OKpaleHHbIX FeMaTOKCUIMHOM W 303MHOM, 3MKu-
TeNNOUAHbIE KNETKN UMEIOT 6/1eJHO-PO30BYIO 3ePHUCTYIO LIMTOMN/IA3-
MY C HEYETKUMM rpaHuLamu. YacTto anuTennoniHble KNeTku Kak 6bl
CMBAKOTCA Apyr C Apyrom. Fapa y HUX HaCbILWeHbl XPOMAaTUHOM
MEHbLLE, YeM Y IMMAQOLMTA, WMEIOT OB/IbHYIO WM BbITAHYTYHO
thopmy 1 cKraguaTtyto saepHyto MembpaHy. bonee ctapble rpaHyne-
Mbl OKpY>XeHbI (hMOpobnacTamMyM U COEAMHUTENbHOI TKaHbto. YacTo
3MUTENIMONIHbIE KNETKM CAMBAKOTCA, 06pasys MHOrosiaepHble ru-
raHTckue Knetku amameTpom 40—50 MKM Ha nepudepuu wim B
LeHTpe rpaHyneM. OHW cogepxkaT OO/bLUYD Maccy LUTOMAasMbl U
oKofio 20 1 6onee MeNKMX SAep, PacrofioKeHHbIX MOMYKPYrom B
KpaeBoW 30He uUMTOMMa3Mbl (FMraHTCKME KETKM Tuna JlaHrxaHca
npu Ty6epKynese) WM NPoun3BobHO (TMFaHTCKME KETKM TUMa UHO-
POAHLIX Ten).

Mpun Tybepkynese rpaHynemMa, KOTOPYIO TakxKe HasblBaloT Byrop-
KOM, 4YaCTO XapaKTepusyeTcsi HaMuMem B LEHTPe TBOPOXMCTOrO
(ka3eo3Horo) Hekposa (cM. rnasy 14). Ka3eO3Hblii HEKPO3 penko
BCTpeyaeTcs Npu Apyrux rpaHyneMarosHbix 60ne3Hsax. Mopdgonoru-
yecKne NPOSBIEHWUS NPU Pas/INYHbIX FPaHYNeMaTo3HbIX GONE3HAX
MOryT COMPOBOXAAThCsA CNeLMpUYeCKUMN NpU3HaKamu, 4To obner-
YaeT MaToNoroaHaToOMy MOCTAHOBKY AMarHo3a. BcTpeyaeTcs MHOro
aTUMUYHBIX MPOSIBAEHNA, MO3ITOMY BCerga Heo6XOAMMO MAEHTUDN-
LMpOBaTb CNELUPUYECKNiA 3TUONOTNYECKNIA areHT. Ero MOXHO Bbl-
ABUTb TMCTOMOMMYECKN C MOMOLLBLIO CreLuanbHbIX MeTOA0B OKpa-
LUIMBAHUA MWUKPOOPraHM3MOB, MyTeM 6aKTepMos0rnyeckoro nocesa
1 NoNyYeHns KynbTypbl BO36yauTens (Tyb6epkyes, rpmbkoBble 3a60-
NeBaHus), a TakxKe B X04e CEPOIorMyecKoro muccneposaHus (cudum-
NnC). ITUONMOMMNA CapKoM03a HEM3BECTHA.

Takum 06pasoM, rpaHy/semaTo3Hoe BOCNajieHue SIBSeTCA cre-
UM(pNYECKUM TUMOM XPOHUYECKOW BOCMANTENBHON peakuum, Xa-
PaKTepPU3YHOLLENCS HAKOMIEHNEM MOANMULMPOBAHHbLIX MakKpoda-
ros (3aNUTeNMongHble KNeTKM) M BO3HMKaIOLLEW B OTBET Ha BHepjpe-
HVe pPasNNYHbIX UHHEKLUOHHBLIX N HEMH(EKLMOHHBIX areHToB. Ha-
Nnuue cnabopacTBOPUMBIX pPa3fpaXkarolux BeLlecTB uan T-KieTou-
HOrO UMMYHMWTETA K 3TVM BELLEeCTBaM, WM TOr0 U Apyroro sBaseTcs
HeobXxoAMMbIM YCnoBmem 06pa3oBaHus rpaHyneMbl.

4.4. MegnaTopbl BOCnasieHUs

B HacTosiLee Bpems UAEHTUHULMPOBAHO FPOMaJHOe KOSIMYECTBO
MeauaTopos BocnasneHws. OHK 06/1aaaloT CrefytowmnmMn  Hanbonee
BadKHbIMK cBoicTBamK (Mo R.S.Cotran, V.Kumar, T.Collins, 1998).
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1 Megnatopbl MOTYT MMeTb KaK K/IETOYHOe, TaK U BHEKeTou-
Hoe (na3MeHHOe) MpoMcxXoXaeHve. Meanatopbl MnasMbl KPOBM,
HanpumMep KOMMMEMEHT, HaXO4ATCa B NnasMe B BUAe NpejLlecTBeH-
HWKOB, KOTOpble aKTMBMPYKTCS MyTeM MNPOTEO/MTUYECKOrO pac-
LensieHnsl, MOCne Yero MOMyT MPOSABAATL CBOWM 6Guonormnyeckue
cBoiicTBa. MefmaTopbl KNETOUHOr0 MPOMCXOXAEHMS 0ObIYHO cOCpe-
[IOTOYeHbl BO BHYTPUKIETOUHbIX rpaHynax (Hanpumep, rucTtamviH B
rpaHynax TYYHbIX K1eToK). OHM [OMKHbI CEKPeTUMpOBaTbCA WK
CUHTE3MpOBaThCA de NOvo (T.e. Cpasy Kak TakoBble, Hanpumep, Npo-
cTarnaHivHbl) B OTBET HA COOTBETCTBYHOLLME CTUMYTIbI.

2. BONBLWNHCTBO MeAMaToOpOoB NPOSBAAET CBOKO OGUMONOrMYECKYIO
aKTMBHOCTb, CBA3bIBAACH CO CMELM(pUYECKUMM peLenTopamyn Ha
KNeTKax-MUWeHsX. HekoTopble, 0fHaKo, 06nadaloT npsamoli dep-
MEHTATUBHON aKTUBHOCTbIO (HarpumMep, MpoTeasbl SIM30COM) WU
BbI3bIBAKOT OKWC/UTENIbHbIE MOBPEXAeHMs (Hanpumep, MeTabonmuTbl
KUCNopoga).

3. XuMunyeckme meamaTopbl MOryT CTUMYNMPOBATb BbIGPOC Me-
OMaTOpPOB CaMMMK K/IETKaMW-MULLEHAMU. 3T BTOPUYHbIE Meaua-
OpPbl UAEHTUYHbBI WM MOXOXW Ha NepBUYHbIE MeANATOPbl, HO MOTYT
bIKXKe 00/1afaTb NPOTUBOBOCNANNTENBHOM aKTUBHOCTBIO. OHM 06ec-
MeYnBatoT MexaHu3Mbl YCUNEHUS WX, B HEKOTOPbLIX CMy4asx, Hen-
rpanusauum encTBus NepBUYHbIX MeLNaTopPOB.

4. Meavatopbl MOTyT [eACTBOBaTb Ha OfWH WM HECKO/IbKO
IMHOE KNETOK-MULLIEHEN UMK AaxKe [aBaTb pasHble 3PMEKTbI B 3aBU-
CMMOCTM OT TUMOB KNETOK U TKaHew.

5. BONbLWKWHCTBO MeAMAaTOPOB SBNAKOTCA KOPOTKOXMBYLLUMM.
OHWN CMOHTaHHO paspyLiarTca (HanpuMep, MeTabonnTbl apaxugo-
MOBOW KWCNOTbI), UHAKTUBUPYHOTCA (hepMeHTamu (Hanpumep, Ku-
HVMHa3a MHaKTMBMPYET GpafuKWHWH), yaanatoTcs (aHTUOKCUAAHTI
YBanaloT TOKCMYECKUe MeTabonuTbl KUCI0po4a) WaM TOpMO3ATCS
(Hanpvmep, MHIM6UTOpPaMK KOMMNIEMEHTA). Takum 06pa3oMm, CyLle-
<XKYET cMCTeMa KOHTPO/S 1 6anaHca B perynsuum AeicTBns Meapa-
tOPOB.

6. BO/bLIMHCTBO MeAMaTopoB 06/1afaeT Kak MOMOXKMTEbHbIMY,
bIK U OTpULATENbHbIMK 3deKTamu.

MnasMeHHble MegMaTopbl. PasfnMuyHble NPOABAEHMS BOCMaau-
M'IbHOV peakuun perynvnpyroTcs Tpems B3auMOCBA3aHHbIMMW (haKTo-
pamn Mnasmbl: CUCTEMOI CBEPTbIBAHWS KPOBW, KMHWHAMU W KOM-
NaeMEHTOM.

CeepTbiBaloLLias cucTeMa KpoBW MNpencTaBnseT coboi rpynmy
MeaHoB M/a3Mbl, KOTOPble MOTyT aKTUBMPOBATLCS PaKTOpOM Xare-
mana (cxema 4.1). KoHeuHbIli 3Tan Kackaga — npespalieHve punb-
pUHOreHa B (oMOPUH nog AeicTBremM TpoMbuHa. B npouecce aToro
npeBpalleHnst 06pasytoTcs (hUOPUHONENTUABI, Bbi3blBatoLiMe yBe-
MUCHME COCYAMCTON MPOHULLAEMOCTU M XEMOTAKCUYECKON aKTWB-
iNMMM B OTHOLLEHUWU NeiKouMToB. TPOMOWMH Takxe onocpeayeTt
MM-anyeHve aare3avn neiikouuToB W nponudepauunto pubpobnac-
OB



Cxema 4.1. KoarynsiuMoHHble NpoAyThl BOCNaNeHusi

Monekyna pubpuHoreHa

Tpom6uH B A", DdunbpuHonenTuabl

Monumepr3oBaHHbIi — @ ® — — =

Ne “® ® — o ® ® -

MnasmuH

PacuienneHHble

_® r® _ npoAyKTbl

D- D- gumep E-thparmeHT

DUOPVHOMMTIUYECKaA CUCTeMa KpOoBM CMOCOGCTBYET pPa3BUTUMIO
COCYAMCTbIX PEHOMEHOB MpW BocnaneHun (M. rnasy 3). AKmBaTop
nnasMmnHoreHa (Bbl4ensieTcs SHAOTENMEM, IeKOUUTaMU U ApyTUMA
TKaHAMW) pacliennseT naasMMHOreH — 6GefloK Miasmbl, KOTOpGIiA
CBA3bIBAETCA C Pa3BMBaIOLLMMCA (PUOPUHOBLIM TPOMOOM, 06pasys
NNasMUH — MybTUDYHKLMOHANbHBIA (epMeHT. KananmkpenH n ak-
TUBMPOBaHHbLIN (haKTOp XaremaHa TaKXe MOryT npespallarth nas-
MWHOTEH B MAa3MMH IN Vitro, HO (PM3MONOTMYECKNIA CMBICA 3TOMO
AB/IEHUA HEMOHATEH. MNasMuH UrpaeT BaXKHYHO PO/b B PACTBOPEHU
(hMOPUHOBLIX TPOMOOB, Bbi3blBasA pacluensieHne GubprHa, KOTOpbIi
B/IUSET Ha NMPOHULLAEMOCTb COCY/OB.

KWHWHBI — nonmMnenTugabl C NOTeHLMaNbHbIMU Ba30aKTUBHbLIMM
CBOICTBaMN —= CMOCOOCTBYHOT MOBbILIEHNIO COCYAWNCTO NPOHULIae-
MOCTW, COKPALLEeHWIO NafKUX MbILL, PacLUMPEHUI0 KPOBEHOCHbIX
cocyoB, (DOPMUPOBAHUIO (HEHOMEHA «KpPaeBOro CTOSHUA NenKouu-
TOB». OHWM 06pa3ytoTcsa nocne PepMeHTHON 06paboTKM NIa3MeHHbIX
NpesLecTBEHHNKOB —s KUHUHOreHoB. PepMeHTHas 06paboTka ocy-
LLEeCTBNAETCA CEPUHOBLIMU MpPOTEa3aMu — Kal/IMKpenHamu, op-
MUPYIOWMMUCA B TKaHAX MW Mnasme CUCTEMOI KOHTaKTHOW aKTu-
BaLun. 3Ta cMCTeMA COAEPXNT 4 NnasMeHHbIX 6e/ka: (akTop Xare-
MaHa (KoarynsumoHHbI (akTop XI1), npekansimMKpenH, BbICOKOMO-
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Cxema 4.2. MexaHu3m 06pa3oBaHus XMHWHA B Nna3mMe

BbICOKOMONEKYNAPHbI i BpagvKnHuH
KVUHWHOTEH

B |\ MMpHLIA KWHWHOTEH W KOoarynsaumoHHblin daktop XI. Mpoayk-
.... XMHWHA HaUYMHaeTCca ¢ aKkTMBaLuK (hakTopa XaremaHa B pe3yb-
MH KOHTaKTa C TaKUMU OTPULATENbHO 3apSHKEHHLIMU MOBEPXHOC-
....... KakK KonnareH u 6asanbHble MembpaHbl. [ocne ob6pa3oBaHus
MeHmeHTa (hakTOpa XII (aKTMBaTOp MpeKaNIMKPenHa, Uan (akTop
Hill) HpcKannMKpenH nnasmbl NpeBpawaeTcs B aKTUBHYI MPOTEO-
WIMH CKYyI0 (DOpMYy — (hepMeHT KannukpeuH. KannukpeuH pac-
slour | nnasMeHHbIA [IMKOMPOTEUHOBBIA NPeALeCcTBEHHUK —
"IOMOMEKYNAPHBIA KUHUHOTEH, B pe3y/ibTare Yero obpasyercs
"bIMKUHUH (cXxeMa 4.2). bpagnKNHWH SBNASETCA KOPOTKOXMBYLLMM
imic-HMeM, TaK KaK ObICTPO MHAKTMBUPYETCA Noj AeACTBMEM KK-
»| Kpome T0ro, KannmkpeuH o61ajaeT XeMOTaKCUYECKOW aK-
*HMOCTHIO, & TakKXe HEenoCcpeACTBEHHO BbI3bIBAET MpeBpaLleHue
* ...nuta KomnnemeHTta C5 B Cha.
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Cxema 4.3. AKTMBaLms CUCTEMbI KOMI/IEMEHTA

Knaccuueckuit nyTb Al'b'l'ep—ﬂ'l'VB-bl/ll'M'b

CvcTema KOMMieMeHTa SB/SETCA [NaBHbIM KOMIMIEKCOM Mas-
MEeHHbIX 6eNKOoB, BK/IKOYas rpynny npoteas, LMPKYIUPYIOLWNX B 3U-
MOreHHOW (hopMme, KOTOpble aKTMBUPYIOTCS B BUAE Kackafja peak-
umin. MpofyKTbl akTUBaL MU KOMMIEMEHTa BbI3bIBAOT YBeAUYeHe
COCYZIMCTOM MNPOHMLAEMOCTM, MNPUB/EKAIOT B OYar MNOBPEXAeHUs
NenKoUMTbI, YCUIMBAKOT MX CMOCOBHOCTL (harouMTUpoBaTb CEHCU-
6UNN3NPOBaHHbIE YaCTULbI, UMMOBUAN3NPYIOT NEKOLUTBLI B o4are
BOCMa/IeHMs, a TaKXe CrnocoOCTBYIOT (PUKCALMU LUTONUTUYECKUX
KOMM/IEKCOB Ha MOBEPXHOCTU KNIETOK. Befikn cucTeMbl Koarynsaumm,
(mbpnHONM3a N KMHMHOO6PA30BaHMs, Kak U Apyrve rpynnbl Oen-
KOB Nfa3mbl, UMEKOT B CBOEM OCHOBE NMPUHLAN peakLmil N1aTeHTHOro
OrpaHN4YeHHOro npoTeonusa. B HECKONbKO MocneaoBaTesibHbIX CTa-
AU NPOUCXOAMT akTUBauMs NpeaLlecTBeHHUKA, WUAW 3MMOreHa, B
npoTeasy, KoTopas ¥ pacliennseT 6enokK nna3mbl. Mpy 3TOM BbICBO-
60XK[aeTCa aKTUBMPYOLWWIA NenTua, reHepupyeTcs HoBas MnpoTeasa
NN U3MeHseTCs cneumuf;\quOCTb yXKe aKTMBUPOBAHHOW MpoTeasbl.
3TOT BHOBb 06PAa30BaHHbLIN MPOTEONIUTUYECKUIA (DEPMEHT B CBOHO
ouepesib pacliennseT elle oavH 6e/10K NnasMbl, AaBas Hauyano cne-
LyloLel MpPOTeoNIMTUYECKON aKTUBHOCTU. Kackaf peakuuil 3akaH-
ymBaeTca 06pasoBaHMEM MembpaHoaTaKyoLlero Komnnekca (C5b-
C9) (MAK).

CylectByeT aBa NyTW aKTMBaALWUKW KOMNNEMeHTa
(cxema 4.3). Knaccuyeckvii nyTb UHULMMPYETCS MNocne (PUKcaumm
KOMMOHeHTa KomnnemeHTa Cl Ha msotunax IgM, IgGl, 1gG2, 1gG3
(cM. rnasy 5). AnbTepHaTUBHbIA MyTb BK/IOYAETCH OTPULATENBHO
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MPSOKEHHLIMY  NOBEPXHOCTAMW, B YACTHOCTU MoAMcaxapuiamu,
(pnbamu, 6akTepusiMK, BUPYCaMK U arpermpoBaHHbIMU MMMYHOT10-
6ynuHamm, 0cobeHHO n3otuna IgA. AnbTepHaTVBHbIV NyTb BKAKOYa-
r| yyactue rpynnbl CbIBOPOTOUHbIX KOMIMOHEHTOB, TakK Ha3blBaeMyHO
NPOHepPAMHOBYIO cucTemy (MponepavH, gaktopsl B v D). O6a nytu
Lp-6yt0T akTUBauum pakuuy C3 KomniaemeHTa. depmeHT C3-KOH-
T prasa pacluennseTt C3 Ha ABa OCHOBHbIX dparmeHTa —C3a 1 C3b.
MocnegHnid N3 HUX NpeAcTaBnisieT COB6OM rMaBHbIA NPOAYKT, BOB/E-
PK'MbI B MPOLLECChl aKTUBALMM, KOTOpble MPUBOAAT K 00pa3oBa-
Huo Cha 1 MAK (C5b-C9). MAK, npou3sofs rnapodobHoe cas-
HIVHAC ¢ ABOAHBLIM NUMUAHBLIM CNOEM K/1ETOK-MULLEHEH, hopMu-
PYrT TpaHCMeM6paHHble KaHasbl, YTO BbI3bIBAET IM3UC KNETOK.

KOMMOHEHTbI KOMM/IEMEHTa CNoCO6CTBYHOT PasBUTUIO Cliedyto-
LUMX MPU3HAKOB OCTPOro BOCMAEHNS.

I. CocyancTble nposenenus. C3a, C4a n Cha (Tak HasblBaemble
WHbI(UNATOKCUHDBI) ABNAIOTCA BbIPAXKEHHBIMU KaTUOHHbIMKU Oefka-
M4 OHM NOBLILWAKT COCYAUCTYIO MNPOHMLLAEMOCTb W Bbl3blBAKOT
Wck. COKpalleHWe rnafknx MbillL, U BbiAeNeHNe rmcTammHa U3 Tyu-
..... KeToK. Cha TakXkKe aKTMBUPYET SIMMOKCUTeHa3HbIl MyTb MeTa-
OH/IM3MA apaxMOHOBOA KMCNOTbI B HEATPO(UIAX M MOHOUMTAX,
« MaKas fanbHewnid BbIGPOC BOCNIUTENbHBIX MeAMaTOPOB.

> MpununaHue, xemMoTakcuc U akTueauus neiikouynTos. Komno-
wyn KomnaemeHTa C5a — CUAbHbIA XeMOTAKCUYECKUIA areHT A
N MKOLMTOB 1 hnbpo61acToB (XEMOTAKCMC —3TO TaKCUC, UK [4BW-
*IMye, HanNpaB/eHHOE K Pa3fpaXunTento 1 0T Hero 1 06ycoBIeHHOe
| | MIOHEN B KOHLEHTpauumM Kakux-nnbo CoeamHEeHWA, B 4aCTHOCTU

nvrponntos). OH ycunBaeT NpuannaHue NenKouuToB K 3HAOTe-
B« M0BbLILLAS UX PYHKUOHA/IbHYI0 aKTUBHOCTb, YCWAMBaET aBuf-
....... MOBEPXHOCTHbLIX PEL,EnTOPOB NIENKOLMUTOB K UX NMraHham Ha
Mo IrNnasbHbIX KeTKax.

| ®aroynTos. KomnoHeHTbl KomnaemeHTa C3b n iC3b ¢mk-
HVKTen K CTeHKe GaKTepuanbHOM KNeTKMW, AeiiCTBYS Kak OMco-
a, 1 cnocobCTBYIOT harounTosy Heltpodmnamm n makpoda-
lll. koTopble 06nagatoT peuenTopamy K C3b Ha NOBEPXHOCTU

K U |KW.

KneTouHble MeanaTopsl. Ba3oOaKTUBHbLIE aMUWHBIL.

""" <MMH — LUMPOKO pacnpocTpaHeH B TKaHsaX. BoraTelwmm wuc-
TOKOM TUCTaMWHa CNYXaT Ty4Hble KNETKM, KOTOpble B HOpME
iNLLOXXEHbI B COEANHUTENBHON TKaHW pagom ¢ cocygamn. OH 06-

N *rn Takke B 6a3omnax Kposu 1M TpoMoouuTax. [MCTaMUH Ha-

- hiun a B rpaHynax TyYHbIX KNETOK W BblIeNsAeTca U3 HUX B OTBET
v LIYeckoe NoBpexaeHve (TpaBMa, XOM0A UK Xap); UMMYHHbIE

| onun, y4yacTBYIOLUME B CBA3bIBAHWWM aHTUTEN CO CTBOJIOBbIMM

HUMW; aHadmnaTokcuHbl (C3a n C5a); 6enku, CTUMYNMpYtoLLme

W/ MeHVe TCTaMUHA U COofepXKallmecs B NeikoumTax; Heriponen-
|| (Hanpumep, cy6cTaHumsa P); umtokuHbl (U1-1, WUN-8). Tuc-
un SBMIAETCA INaBHbIM MeAMaToOpoOM HeMeAeHHOW (hasbl MOBbI-
..... M COCYAMCTOM NPOHWLAEMOCTU, CBA3AHHOW C COKpalleHneMm
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3HAOTENNS BEHYN U PaCLUIMPEHVEM MPOMEXYTKOB MEXIy dHA0TeNu-
a/TbHbIMK KJIETKaMn. STOT MeauaTop BO3LENCTBYET HA MUKPOLUPKY-
NAUMIO, rNaBHbIM 06pa3om Yepe3 H,-peuenTopsbl.

CepoTOHUH (5-rMAPOKCUTPUNTaMUH) — BA30aKTUBHBIA Mefua-
TOp, 00MaAaoLIMA CXOAHBLIM C TMCTaMUHOM feicTBreM. OH BCTpe-
YaeTCs B TPOMOOLMTAX, IHTEPOXPOMADPUHHBIX U TYUHbIX K/ETKaX.
BbI6poC CEpOTOHMHA U TUCTaMWMHA M3 TPOMOOLMTOB MPOUCXOAWT B
npoLecce arperauuy TpoOMOOLMTOB MOC/E KOHTaKTa C KOsiareHoMm,
TPOMOMHOM, afeHO3nHAMGOCHATOM U KOMMJEKCaMW  aHTUMeH-*-
aHTUTeno. Arperaums TPOMGOLUTOB ¥ BbIOPOC CEPOTOHMHA CTUMY-
NUpyoTCA (PAKTOPOM aKTMBaLMW TPOMOOLUMTOB, KOTOPbIA Bblaens-
eTCA U3 TY4YHbIX KNeToK B npouecce IgE-00ycnoBneHHbIX peakLuuii.
BblgeneHvie cepOTOHMHA TPOMOOLUTaAMM MPUBOAUT K YBENUYEHMHO
NPOHULLAEMOCTIN COCYAO0B NMPU UMMYHHbIX peakLuusx.

MeTabonMTbl apaxmMgoHOBOM KMCMIOTbl — MpocTarfaHAnHbl 1
neiikoTpreHbl. BellecTsa, obpasyrolumecs B npouecce Metabosnsma
apaxvAOHOBON KWCMOThI, TaK HasblBaeMble 3KO3aHOU[b!, BAUAOT
Ha pas/MyHble BMOMOrMYEeCKMe MPOLECChI, BKOYas BOCMasieHWe U
remMoctas. VIx Takke HasblBalOT ayTOKOMAMW, WM MECTHbIMU KO-
POTKOLMCTAHTHLIMU FOPMOHaMK, KOTOpble ObICTPO 06pa3ytoTcs,
OKa3sblBalOT MECTHOe fAelCTBME, a 3aTeM pa3pyLuatoTcs CMOHTaHHO
WAn Nof BAMSHUEM (DEPMEHTOB.

ApaxvoHoBas KuCoTa npeacTaBiseT COo60iM MOMUMHEHACbULEH-
HYIO YXUPHYIO KUCNOTY, uMetoLlyto 20 yrnepofHbIX ocTaTkoB. OHa
MOCTYNaeT B OPraHWM3M HEMoCPeSCTBEHHO M3 MULLM WU BO3HWUKAET B
pe3y/ibTate NpeBpaLleHns 13 IMHOMEBOM KWUCNOTbI; B KETKax B CBO-
604HOM Buae He BCTpeyaeTcsi, a obpasyeTcd K3 ochonmnmngos
MeM6paHbl, 0CO6eHHO M3 thochaTuaANIXonnHa n hochaTngmanHo-
3MTONMa MyTEM aKTUBaLMW K/ETOYHbIX (Poconunas MnocpescTeoM
MeXaHNYeCKUX, XUMUYECKUX 1 (PU3NYECKNX (DaKTOPOB WK NOf, Aei-
CTBMEM MHbIX MeuaTopos (Hanpumep, C5a). MeTabonun3m apaxugo-
HOBOI KMCNOTbI OCYLLECTBASETCA NOCPEACTBOM OfHOr0 U3 ABYX OC-
HOBHbIX NyTei (cxema 4.4).

LInknookcureHasHblil NyTb NPUBOAMT K CUHTE3Y MpocTariaHiu-
HOB 1 TpomboKcaHa A2 KaXAbll U3 KOTOPbIX 06pasyeTcs nof BO3-
JelicTBMeM cnewlmguyeckoro tepmeHTa. HekoTopble U3 aTux tep-
MEHTOB MMEIOT OMpeje/ieHHyto JIoKanm3auuo. Hanpumep, Tpom60-
LUWTbI codepXaT (hepMeHT TpomboKcaHCMHTeTasy. TpombokcaH A2
BbI3bIBAET arperayuio TpOM6GOLMUTOB 1 CMa3M COCYf0B, OfHAKO OYeHb
HecTabuneH K 6bICTPO MNPEBPALLAETCA B HEAKTUBHYK (opMy —
TpombokcaH B, 3HAOTENWA COCYLOB MCMbITLIBAET Ae@ULMUT TPOM-

OKCaHCUHTeTasbl, HO 06/1afaeT MpOCTaLUKIMHCUHTETAa30M, KOTOo-
pasi BbI3blBaET 06pa30BaHMe MPOCTALMKANHA W ero CTabubHOroO Ko-
HEYHOro npogykTta. MpoCTauMKIMH pacLUUpseT cocyabl U ABMSETCA
MOLLUHBIM UHTMOMTOPOM arperauuu Tpom6ounToB. TpomboKcaH A2u
NPOCTaUMK/IMH UrPatoT B remoctase MpPOTMBOMONOXHYHKO posb. Ac-
MWPUH U HECTEePOMAHbIE MPOTMBOBOCMA/IMTE/IbHBIE Mpenapathbl, Ha-
npvMep WHAOMETaLMH, TOPMO3ST LUK/IOOKCUreHasy W, cnefoBa-
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Cxema 4.4. Metabonusm apaxugoHOBOW KUCNOTbI

ApaxupjoHoeas
Kuncnorta
LinknookcureHasa JlunookcureHasa
MpocTarnanguu E2 NeiikoTpueH B4
Mpoctarnangmm F2u NeiikoTpuen C4,D4, E4
Mpoctaunknuu (Mriz) HETE

Tpomb6okcaH A2

Ir n,HO, CMHTE3 npocTarnaHAMHOB. Ha nunookcureHasy, OfHaKo,
*in MPOTMBOBOCMANIMTENbHbIE NpenapaTbl He AelCTBYHOT.
Mpy NIMNOOKCUTeHa3HOM NyTU Noj AeCTBMEM 5-TMMOOKCUTeHa-
HI obpasytoTcs neiikoTpureHsl (B4, C4 D4un E4) v ruapoKcmaiikosa-
nMpaHongHele kucnotel (HETE). JleikoTpreH B4 — cunbHbIA Xe-
M.MaKCMYECKWIn areHT, BbI3blBAlOWMIA arperaumio U npuaunaHue
N aKOHWUTOB K 3HJOTENIMI0 BEHYS; OH ABNSAETCA TAKXKE BbIPaKEHHbLIM
«TMOTaKCUYECKM areHTOM, AEACTBYHOWMM B HAHOMOJISIPHbIX KOH-
VH rpauusx. JleiikotpueHbl C4, D4 n E4 BbI3bIBalOT MCTaMUHHE3a-
WA, MBI CMasM COCYA0B, BPOHXOCMAa3M U MOBbLILLIEHNE COCYAUCTON
'‘poHnuaemoct. HETE (5-HETE, 12-HETE) cny»aT XeMOTaKcu-
“ . Kk MIMU (haKTOpaMun Ans HeMTPOhUIoB M 303MHODMIOB.
dakTop akTvBauum TpomoouToB (PAT) ABNseTCS MeMbpaH-
0.1 M |1tochonunumaHbim MeamaTopom. OH 06pasyeTcsi MOC/e aKTuBa-
onn ocdonunasbl A2u HacTo BbieNseTcs COBMECTHO ¢ MeTabonu-
iKiii apaxufoHoBOW KucnoTbl. Momumo atoro, AT cTUMynmpyeT
O [>r|Aumio 1 aKTMBaLuMio TPOMOOLMTOB, BbI3blBaeT cnasM COCYA0B U
HPHMXOB, & B HU3KMX KOHLEHTpaUWUsX — pacluMpeHune cocynoB u
K TYeHUe npoHuuaemocty BeHyn B 100—10 000 pa3 cubHee, YeM
W, 11MUH. AT ycunmeaet npunvnaHue ﬂGﬁKOIéVITOB K 3HAO0TENUIO
e Morakcuc. MHoOrme TUMbl KNETOK, BKAOYas 6a30(unbl, HEATPO-
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(hU/ibl, MOHOLMUTBI U 3HAOTENUaNbHbIE KMETKW, MOTYT BblpabaTbiBaTbh
AT, feiCTBYIOWMNIA HEMOCPEACTBEHHO HA KMNETKU-MULLEHWN Yepes
cneynduryeckne peLenTopbl U YCKOPSHOLWMWIA CUHTE3 MeAMaTopoB,
0C06EHHO 31AK03aHOMA0B, NeAKOUMTaMU UK APYTUMU KIIETKAMU.

B BocnaneHne BOBNeKaeTcsi 60/bLIOE YMCNO KNeToK. Coobuye-
HVe MeXZy KeTKaMu pa3IMyHbIX TUMOB OCYLLECTBAAETCH Yepes CeTb
MOJIEKYNAPHBIX MeANaToOpOB — LUMTOKMHOB. LIMTOKMHbLI MpeacTaBns-
0T COO0IN HWM3KOMOMEKY/IIPHbIE NOMMNENTUALI, KOTOPble NPOAYLM-
PYHOTCA MHOMMMMW TUNaMU KJIETOK WU MOAYNMPYIOT (DYHKLUUIO ApYrux
TUNOB KNETOK. Byayus BOBMEYEHHbIMW B KNETOUHbIA VMMYHHbI
OTBET, 3TW BeLLEeCTBA MrparoT BaXKHYIO PO/b B BOCMA/IUTENILHOM OT-
BeTe. OCHOBHbIMW LUTOKMHAMU, PErYUPYIOLLMMK BOCNANeHne, AB-
natotea U-1, ®HO (a n P), XeMOKUHBI, Y-UHTEPEPOH, KUCABIA 1
OCHOBHOIi (haKTOpbl pocTa (hMOpPo6NACTOB, TPAHCHNOPMUPYHOLLNIA
thakTop pocTa p. VX adhekTbl peannaytoTcs Tpemsa crnocobamn. OHU
MOrYT [eliCTBOBaTb Ha Te Xe K/ETKMW, KOTOopble WX BblAeNaoT (ayTo-
KPMHHBIA 30heKT), Ha KNETKW, HaxoAsLiMecs B HEMOCPeACTBEHHOW
6N130CTM OT K/ETOK-NPOAYLEHTOB (MapakpuHHbIA 30IeKT) nnn
OKa3blBaTb CUCTEMHOE feiiCTBMe, MOL0OHO rOPpMOHaM (SHAOKPUHHBLINA
aduchekT).

CemelicTBO nHTepnelikmHa-1 (J1-1) BkntovaeT age hopMbl a K
P v aHTaroHucT peuentopa WJ1-1. MepBoHa4asibHO OH Obl/1 OMMcaH
KakK OCHOBHOM NPOAYKT MOHOLMTOB Y Makpogaros, no3xe HalifeH B
HeiTpotunax, numdounTax, KepaTMHOLMTaX, B FMaIbHbIX, 3HAO-
TeNnanbHbIX U 60MbLUMHCTBE CTPOMa/bHbIX KNeTokK. CuHTes WJI-1
BbI3bIBAIOT 3HAOTOKCWMHBLI GakTepuii U Bupycbl. Ero nposocnanu-
TeNbHasA aKTUBHOCTb BK/HOYAET CTUMYNALUIO NMMABOLUTOB, CUHTE3A
npocTarnaHAMHOB, XEMOKWHOB W 3KCNPECCUN 3HAO0TeNUabHbIX aj-
resvBHbIX MOJiekyn. oBblweHne ypoBHA WJ1-1 B KPOBM BbiI3blBAET
HETPOMUNbHBIA NENKOLUWTO3, NNXOPadKy W MNPOAYKUMIO O6enKoB
OCTpOi1 (hasbl. B 10 e Bpema WJ1-1 cTUMynmpyeT BbIpaboTKy rto-
KOKOPTUKOMIO0B, KOTOpble MojaBnaT npoaykumwo W/1-1 no npuH-
umny obpaTtHoli cBA3n. Makpodaru cnocobHbl NPoOAyLMPOBaTh aH-
TaroHmcT peuentopa WJ1-1, KoTopblii cnocobeH MHIMbUpoBaTh 6Ko-
norunyeckue agekTol W1-1.

dakTopbl Hekposa onyxom (PUNO)—a n p (MMMGOTOKCUH) —
[Ba Jpyrux BaXkHbIX (hakTopa BocraneHus. ®HOa, OCHOBHbIM UC-
TOYHMKOM KOTOPOro SABNSIOTCA MOHOUUTHI, BepBble Obll OTKPbLIT B
nnasMe XMBOTHbLIX MOCNe BBEAEHWS GaKTepuanbHOro 3HAOTOKCUHA.
MHorue gyHKLMM 3TOr0 LMTOKMHA MOJOOHLI TakoBbIM WJ1-1. Ma-
peHTepasibHoe BBeAeHMe ®HOa BbI3bIBAET MOALEM TeMMepaTypsbl
Tena, nenkoneHnto 1 runoteHsnin. ®HOa ABnseTCA rnaBHbIM Me-
[MaToOpoOM CENTUYECKOrO LLIOKa M KaxeKCUm Mpu XPOHUYeCcKnX 3a60-
NeBaHuax. ®HOp, unn NMMQOTOKCUH, NPOAYLIMPYETCA aKTUBUPO-
BaHHbIMW B-numounTtamu.

|/|HTepI'Iel7IKVIH-8Lé|/|ﬂ-8) — Haubonee M3BECTHbIA MONUMNENTUA U3
CeMelCTBa «MaTbIX» LMTOKWHOB, WM XEMOKUHOB. Hapsagy ¢ MOHO-
UMTapHbIM XeMOATTPaKTaHTHbIM 6efKoM-1 1 MakpodaraibHbIMU
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BOCMaNNTebHbIMU 6enikaMu — la 1 p, ABASETCS CUIbHbIM XeMOoarT-
TPaKTaHTOM W aKTMBaTOPOM /IEMKOLUTOB. XeMOKUHbI BbIAeNaTcs
noA [AeicTBMEM APYrUX LMTOKWHOB, rNaBHbIM o6pasom W/1-1 wn
®HOa.

y-MHTepdepoH, Kak u apyrue UHTepgepoHbl, UHIMOMPYET pen-
NVKaLMIo BUpYCoB. B oTnnume oT Apyrux MHTepdepoHOB, NpoayLm-
PYeMbIX CTPOMa/IbHBIMU KNeTKamu, Y-uHTepthepoH 06pasyeTcs KeT-
Kamy MWenongHoro psga. y-ViHtepthepoH cnocobeH akTUMBMPOBaTb
NEAKOUMTBLI, B MEPBYH 0Yepefb MOHOLWTLI, U MOALEPXKMBAET pocT
B-numdoumTos.

dakTopbl pocTa (hakTop pocta (prbpobnacToB 1 TpaHChHopMM-
pytoLmiA thakTop pocTa P) ABNAKOTCA XeMOTaKCMUECKMMU areHTamm
N NERKOLMTOB N Me3eHXUMa/IbHBIX KNEeTOK, PerynmpyrotT vx npo-
NepaTMBHYIO U CUHTETUYECKYIO aKTUBHOCTb. JTW (PAKTOPbl aK-
FMBHO Y4acTBYIOT Kak B KOHTpOJ/ie BOCMa/IMTENbHONM peakuun, Tak u
K mpouecce penapauun MOBPeXAEHHOW TKaHW. TpOMOGOLMTApHBIi
(hakTOp pocTa MPMHUMAET Yy4yacTue B Perynaumu MHOUALTPaLMn
IOHbl MOBPEXJEHUA fenkouMTamu 1 perynnpyeTt nponugepauio
ME3EHXUMa/IbHBIX K/IETOK.

Okemp asoTa (NO) — pacTBOpuMbIiA CBO60AHbIA ra3006pasHblii
pagvkan, KOTOPbI/A BbIAENAETCH SHAOTENMAbHBIMUA KIETKaMu U
makpocgaramu. OH cuHTe3MpyeTcs M3 L-apruHuHa, MONEKYSPHOro
kucnopoga n HAL® c nomolwbto cuHTasel NO. Pasnuyaior fge
thopmbl thepmeHTa. OfHa U3 HUX MOCTOSIHHO MPUCYTCTBYET B 3HAO-
M’ NIMIbHBIX KNIETKaX W ObICTPO aKTMBUPYETCS MpY MOBbILLEHUN
KOHLIEHTpauun LMTOM1a3MaTUYECKNX UOHOB KalbLWs B MPUCYTCT-
N KanbMOoZynnHa. BXoxzaeHve kanbums B 3TV KNETKU NPUBOAUT K
<{urpomy obpaszoBaHuio NO. B makpodarax, Ha060poT, nocne ak-
LMWL UX LUTOKMHAMW, Hanpumep Y-uHTep(epoHOM, obpasyeTcs
NHAYUM6enbHas opma hepMeHTa. YBennyeHne KOHLEHTpaummn um-
MUMLL3MATUYECKOrO KanbLus npu 3TOM He Habmogaetcd. NO Bbl-
>bHaCT penakcaumio rafKoOMbILLEYHbIX KIETOK, YMeHbLUIAeT arpera-
LMo v NpununaHme TpoméoumToB. NO, 06pa3oBaHHbIn MaKpogara-
mu, JEACTBYET KakK CBOOOAHbLIV paavkan, 06nafarolnii LMTOTOKCH-
UrcKvMM CBOWCTBaMU B OTHOLUEHUWM MMKPOOOB M OMyXO/eBbIX Kie-
IOK.

CopepXunumoe nu3ocom. HeldTpoduabl, MOHOLUTLI U
|[ftoMBOUNTLI cOofepXaT NM30COMaVIbILLE TPaHy/bl, KOTOpble MOryT
, N reoeatb B BOCNanWTensHOM OTBeTe. bonee menkue cneundu-
Ke. Kne (BTOPWYHbIE) rpaHy/bl COAepXaT NakToheppuH, NN30LMM,
LenoyHyto thocartasdy, KomnoHeHTbl HAL®P-okcuaasbl, MHTpauUu-
H.NMa3MaTUYeCcKWin My MHTErPUHOB W KomnareHasy. KpynHble asy-
..... (nepBUYHbIE) TpaHy”nbl coaepXXaTt 6akTepuumaHble (ak-
ndM (nmsoumm, fLeeH3UHbl), KUCMble TMAPONasbl U pasinyHble
HelTpa/ibHble MpoTeasbl (3nacTasa, HecneuMUUeCKMe KosnareHa-
..... MpOTenHa3a). ATU (hepMeHTbI BbIAENAOTCA TaKKe nocne ruéem
K/JEerok. VIMelTcs, OfHAaKo, M pasnnuus mobunusauum cneumgu-
HIKMX 1 a3ypotunbHbIX rpaHyn. Crneuuduyeckue rpaHysbl nerye

147



CEKPETMPYHOTCS MOf, AEACTBMEM MEHbLUMX KOHLEHTpauWii aroHuc-
TOB, XOTS NOTEHLMaANbHO 60/1ee AeCTPYKTUBHbBIE a3ypohusibHble rpa-
Hy/bl BbIZENAOT CBOE COAEPXMMOe BHadasle B (harocomy, a Ans Bbl-
JeneHns 3a mnpegenbl KMETKN OHW HYXXAATC B OYEHb BLICOKONA
KOHL,EHTpaLMmn aroHUCTOB.

Kucnble npoTeasbl Pa3pyLUAtOT GenKky MPU KUC/bIX 3HAUEHMSX
pH. Haunbonee BepoATHbIM MEXaHU3MOM WX LeACTBUA ABNSETCA pas-
pyLUeHve 6aKTepuii U OCTATKOB MOBPEX/EHHbIX TKaHel B (paronmso-
comax, rge uveetcs Kucnoe pH. HeliTpanbHble NnpoTeasbl CNOCO6HbI
paspyLuaTb pasfiyHble BHEKIETOUHbIE KOMMOHEHTbI. TN (hepMeH-
Tbl MOTYT aTakoBaTb KOMMareH, 6asanbHylo MembpaHy, (UOPUH,
aNaCTUH M Xpsll, Bbi3blBasl paspyLUeHUe TKaHei, XxapakTepHoe [ns
FHOMHOro BOCNa/ieHns. HelTpasbHble NpoTeasbl MOryT HEMOCPeaCcT-
BeHHO pacLuennatb C3 n C5, Bblgenss aHauMNaToKCUHbI Y KWNHUHO-
NoLO6HbIA NenTug U3 KMHMHoreHa. MoHOUMTbLI M Makpodaru Takke
coflepxxaT Kuchnble ruaponasbl, KonnareHasy, anactasy W akTMBaTop
nnasmMvHoreHa. OHW Hambonee akTUBHbI MPU XPOHUYECKOM BOCMa-
neHnn. M3HauanibHas neiikounuTapHas UHQWALTPALMA MOXET rMo-
TEHUMPOBATb fa/bHelLIee yBe/MyeHne CoCyancToi NpoHMLLaeMoc-
TW, XeMOTaKCMCa W TKaHEBbIX MOBPEXAEHWW. [MpoTeasbl perynmpy-
tOTCS CUCTEMOIA MHIMGUTOPOB NPOTeas, COAEPXKALLENCA B CbIBOPOTKE
KPOBM UMM TKAHEBOM >KMOKOCTW. [eduunt 3TUX WHIrMOMTOpOB
MOXET NMPUBECTN K YCUNEHMIO IENCTBIA NeKOLMUTaPHbIX NpoTeas.

CeoGogHble pagnkanbl kucnopoga MOTYT BblAeNATbCA neikouuTa-
MU 32 Mpefenbl KNeTKU MOA AEeCTBMEM XEeMOTaKCUUECKMX areHToB,
MMMYHHbIX KOMMIEKCOB W/IN (haKTOPOB, CTUMYMPYHOLLMX cbarou,m—
T03. VX npoaykums 3aBUCMT OT akTmBauunm HAL®P-0KUCAUTENbHOM
cucTeMbl U 0b6pa3oBaHUs nepekucu. CbIBOPOTKA, TKaHeBas XWA-
KOCTb M KNETKU-MULLEHN 06/1aat0T 3alUTHBIMU MeXaHu3mamm, Ko-
TOpble 00ECneyMBatoT AeTOKCMKaLUMI0 MOTEHLMAbHO OMacHbIX pa-
AVKa/OoB Knciopoda. 3TV aHTUOKCUAAHTbI BK/KOUAKOT: COAEPKALLMIA
Mefb CbIBOPOTOUHbLIA 6GeNoK LepynonnasMuH; >Xene3ocoLepxalllyto
(hpakuMIo CbIBOPOTKM TpaHCHeppuH; (PEPMEHT CynepoKCULANCMY-
Tazy, KOTOpas HaXOAUTCA UM MOXKET 6biTb aKTUBMPOBAHA B Pa3/INY-
HbIX TUMax KMeToK; (hepMeHT KaTanasy, KoTopas HeWTpanusyet
H2 2, rnotaTroHnepokcmgasy —elle OfMH MOLUHbIA MHAKTUBATOP
H2 2 Takum 06pa3om, BAMSHME CBOGOAHBIX PaaVKaIoB KUCI0pOAa
npu /1060 BOCNANMTENbHON PeakLUM 3aBUCUT OT GasaHca Mexay
00pa30oBaHMEM W VHAKTMBALMeRd 3TUX MeTabo/UTOB KIeTKaMu |
TKaHAMM.

HeiiponenTwugpl, HarnpuMep cy6cTaHUMs P, BbI3bIBAIOT pacLumpe-
HWe COCYfl0B W YBEMYEHME UX MPOHWLAEMOCTM Kak Hernocpesact-
BEHHO, TaK 1 MyTeM CTUMYNALMM BbIGpOca MMCTaMUHA U 31 AK03aHO-
MA0B TYYHbIMW K/IETKaMU.

Takmum 06pa3om, Ans N06OoIN cTaanm BOCNaNUTENbHOMO O0TBETA Ha
MnoBpeX[eHne NpuCyLl, CBOM CMeKTp MeanaTopoB, KOTopble o6ecre-
YMBAIOT PErYNALMI0 OCHOBHbIX COObITUI, XapaKTepHbIX TONbKO AR
aToi ctagun (cxema 4.5).
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Cxema 4.5. Craguv BocnasmtensHOro otseta

HavanbHas NHhunbTpaumns PaspeweHue BoccrtaHoBneHue
YcuneHue cocyamcToir  YcuneHue akcnpeccum  AKTUBALMS NeNKOLMTOB Ycunenue pocta
NpoHULLaemMocTH, aAresMBHbIX peLenTo- (paroymnTos). thunbpobnacTos,
akcnpeccus poB Ha 3HAoTenuu, yBenuyeHue obpasoBaHune
aAresnBHbIX XeMoTaKcuc, yBenunye- KonmyecTBa HOBbIX COCY/0B,
peLenTopos HUe KonnyecTsa neiikoynToB, npoAyKuum
Ha aHAoTeNun neiikouunToB CUHTE3 aHTUTeN KonnareHa

O603HauyeHus: WI- uHtepneiiku, ®HO - thakTop Hekposa onyxonu, C5a- (hakTop cuCTeEMbI
KoMnnemeHTa, d®P - anugepmanbHblil hakTop pocTa, ®P® - dakTop pocta hubpobnactos, TyudP -
LuloM6oLUTapHbIA thakTop pocTa, T®P - TpaHchopmupyowmii paktop pocta, ®AT - (aKTop akTUBaLUM
*pomboLMTOB

4.5. KneTo4Hble N MOJMEKYIAPHbIE NPOLECCHLI BOCMasieHUs

HapyLueHue CTPYKTYpbl 3HAOTENNS U YCWNEHWE ero NpoHuLae-
MOCTU — OAMH U3 BaXKHEWLUMX 3TanoB BocnaneHus. B 30He no-
MPEXAEeHNs MPOUCXOAAT KPaTKOBPEMEHHbIA CnasM mpekanunasap-
neix apTEPMON, MOCcnefytowas ux gunaraumsa ¢ ycuneHuem nepgy-
HM W, KaK CneicTBue, YBE/INYEHME MPOHMLAEMOCTU MENKMUX U
1PCAHUX NOCTKanUANAPHbIX BeHyN (cxema 4.6). OnucaHbl 5 0CHOB-
HbIX MEXaHW3MOB YBe/IMYeHUA NPOHULAEMOCTN 3HAOTeNus npu
um naseHnu.

| CokpallieHre 3HIOTE/MMANbHBIX KNETOK Mg [e/iCTBNEM TUCTa-
MuHa, OPaJUKUHNHA, NENKOTPUEHOB M HEKOTOPbIX APYr1X K/1accoB
MeaMaTopoB MPUBOANT K PACLUMPEHNIO MEXK/ETOUHbIX Liefeid. 310
Hanbonee pacnpoCTpaHeHHbIA MexaHU3M COCyAUCTOW MpOHMLae-
....... n. Mofl06HOE MOBbILLIEHNE COCYANCTON NPOHULIAEMOCT PasBi-
var Ics cpasy nocne BO3AENCTBUA Meanatopa, 00bIMHO HENMPOAOMKU-
n n,koro (15—30 MuH) 1 06paTUMOroO.

) PeopraHmsauysi UMTOCKeNETa M MeXKKIETOYHbIX KOHTaKTOB
H|YcxoamT nopg AelicTBMEM TakKMX LUTOKUHOB, Kak WJ1-1, ®HO u
, UHTEp(epoH. 3TU LMTOKUHbI BbI3bIBAIOT CTPYKTYPHYIO peopraHu-
BMuun) LIMTOCKESIeTa, B pe3y/ibTaTe Yero 3HAOTEeNMaSIbHbIe KIIETKU
m || HOTAgpyr oT gpyra B Mectax MeXKNETOUHbIX KOHTaKTOB.



Cxema 4.6. ®aktopbl, perynmpytouime cocygncTyo NpoHMLaeMocTb

Mpon3BOAHbIE KNETOK

QHpoTennii -N M 2, 1

TyuHble KNeTKu - ruct

TpombouuThl - cepoT HapyweHue

HeliTpodunsl - neiike MeX3HA0TeNnanbHbIX
KOHTaKTOB U ycuneHue
/' Toka nnasmsbl

Mpon3BogHbIe NNasMbl

Cba
PubpuHonenTUabl
MpoayKTbl pacuienneHns pubpuHa
BpagnkuHuH

O603HauvyeHuns: M- npoctarnaHguH, ®AT - (hakTop aKTUBaLUM TPOMOGOLMTOB,
Cb5a - (hakTop cUCTEMbI KOMNAEMeEHTa

3. MpAmoe nospe>KaeHWe 3HLOTENMS, MPUBOASALLEE K HEKPO3Y U
CNYLUMBAHMNIO 3HAOTENNANbHBIX KNETOK, 06bIYHO BO3HMKAET MpU He-
MOCPEACTBEHHOM BO3AEACTBMM MOBPEXAAIOLMX (HaKTOPOB Ha 3HAO-
TeNWiA, HanpyMep NpY TSHKEbIX OXKOrax Win Mof AencTBrem GakTe-
PUIA, BbI3bIBAOLLMX M3NC TKaHei (depes PHOa). B GonbLUMHCTBE
C/lyyaeB YBE/IMYEHME MPOHULAEMOCTU COCYL0B MPOUCXOAUT cpasy
nocne MoBpeXAeHNs W NOLLEPKMBAETCA HA BbICOKOM YPOBHE B Te-
YyeHne HECKONbKUX YacoB, MOKa MOBPEXEHHble COCYAbl He TPOMOK-
PYHOTCA WM He BOCCTAHOBATCA. [pW 3TOM MeXaHWU3Me HapyLUeHbl
BCE YPOBHW MUKPOLMPKYNAUUN, BKIKOYASA BeHY/bl, Kanuinspbl u
apTepuonbl. OTCMOKa 3HAOTENMANBHBIX K/IETOK YacTo COMPOBOX/Aa-
eTCA NnpuAnnaHueM TPOM6OLMTOB 1 TPOMBO3OM.

4. ToBpe>KaeHVe 3HAOTENNS, BbI3BaHHOe NerkouuTamu. Aaresus
aKTUBMPOBAHHbIX NIENKOLUTOB K 3HAOTENNIO Pa3BMBaeTCA Ha OTHO-
CUTENIbHO paHHel cTagun BocnaseHns. AKTUBMPOBaHHbIE NEAKOL M-
Tbl CNOCOOHbLI BbIENATb TOKCUYHbIE COEAVHEHNS KMCIOpoAa U Npo-
TEONIMTUYECKME (DEPMEHTHI, BbI3blBatoLLMEe MOBPEXAEHWE WAW OT-
C/ONKY 3HAOTENNSA, YTO BefleT K MOBbILLEHWUIO COCYANCTON NPOHULA-
emMocCTW.

5. MoBbILLEHHAsA MPOHWLAEMOCTb PEreHepUpYHOLLIMX  Karmunispos.
B npouecce penapauuun aHAOTeNUanbHble KNETKW Nponvgepupyot
1 06pa3ytoT HOBble KPOBEHOCHbIE COCY/bl (aHIMOreHes). 3Tu Kanun-
NAPHble POCTKU OCTalOTCA NPOHMLAEMbIMU, NOKa UAET AUdhepeH-
LMPOBKAa 3HAOTENNANbHBLIX KNETOK M 00pa3yloTcs MEeXK/ETOUHble
COeMHEHNS.
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AKKYMyNAuus NEAKOLMTOB B 30HE MOBPEXAEHUSA BbI3blBAET
CEPUI0 KOMM/IEKCHBIX B3aUMOAEICTBII MEXAY 9HA0TENMabHbIMM
KneTkamu v nerikountammu. OT MOMeHTa yxo4a NeiKouuTos 13 npo-
CBeTa cocyfa 0 MPOHNKHOBEHUA B UHTEPCTULMAILHYIO TKaHb Mpo-
NCXOAMT CnefytoLlee: B MPOCBETe cocyja pa3BuBaeTcs (heHOMEH
«KpagBOro CTOAAHUS JIEAKOLIMTOB», 3aTeM (PEHOMEH «KaTALMXCS
NEeKoUMTOB» MO MOBEPXHOCTW SHAOTENNASIbHBIX KMNETOK M UX Mpu-
NnNaHve; NPOHWKHOBEHWE CKBO3b 3HAOTeNWi (guanenes); Murpa-
LUMA B MHTEPCTULMANIbHYIO TKaHb MO HanpasieHUo XemoTaKcuyec-
KVX CUTHa/10B.

B HOpManbHOM KpPOBOTOKE 3pUTPOLITLI M NIeAKOLUTLI KOHLIEHT-
pUpYIOTCS B LiEHTpanbHOW 30He cocyfa, nokupas 6efHble KneTkamu
C/IOV Mnasmbl OKOMO 3HAOTeNnuA. B paHHIOK CTaAMIo BOCMA/IEHUS,
OAHOBPEMEHHO C MOBbILLEHWEM COCYAMCTOM MPOHULLAEMOCTU, MPo-
NCXOONT U3MEHEHUWE MOBEPXHOCTN 3HAOTENM&NbHbLIX KNEeTOK — No-
IBNSALOTCA MHOTOYMC/IEHHbIE BbIPOCTLI, CMOCOGCTBYIOLIME 3aMeAse-
HUIO KPOBOTOKA U CO3[jaHM1I0 TYPOY/NIEHTHBIX 3aBUXPEHNI, B Pe3ysib-
WTE Yero NeMKOLMTbI NOKMAAIOT LIEHTPa/IbHYHO YacTb KPOBOTOKA U
*BHUMAKOT MO3NLMW Ha nepudepuy BAONMb 3HAOTENNANBHON Bbl-
WVIKU. 3TOT MHULMa/bHBIA MPOLECC, Ha3blBaeMblid mapruHaumei,
WM KpaeBbIM CTOSHMEM NEKOLMTOB, CBSI3aH /laBHbIM 0OpasoM C
WNIMEHEHUAMMW TeMOAUHAMUKWU. B pesynbTare NelKOUUTbl Kak Obl
MHATCA BOOMIb 3HAOTENUS, 33[EPKMBAACL HAa KOPOTKOe Bpems,
cHom TMOJIHOCTbIO OCTaHaBMMBAKOTCA W NJIOTHO npuavnatot. [locne
W LUTHOTO MNPUAUMAHUA NeAKOUMTbI BbIMYCKalOT MNCeBLONOAUM B
MECTax MEeXK/IETOUHbIX COeAUHEHUI SHAOTENNA/IbHBIX KNETOK, Npo-
H/KAOT CKBO3b WHTEP3HAOTENMANIbHbIE KOHTAKTbl, MEHETPUPYIOT
||4|/|V|any+o mMeMmOpaHy M nonasfatT B OKOMIOCOCYAUCTOE MPOCTPaH-

o

MpununaHnme U MNPOHWKHOBEHUE /IE/KOLMTOB OMpeaensercs
W1/ 1bIBAHVEM are3nBHbIX MOJIEKY/T Ha NIeKOLUTaX U MOBEPXHOCTU
MOOTCMSA XMMUYECKUMWN MefpmaTopamy — XemoaTTpakTaHTamu U
LK KOTOPbIMW  LIATOKUHAMW. AfresuBHble pelenTopbl NPeACTaB/eHbI
un-ma cemeincTeamu MOMEKYNT — CceNeKTuUHamu, MMMyHOFﬂOﬁyI‘IVIHaMI/I
BHTErpuHamu.

Mn HavanbHbIX aTanax aaresus HeTpPOgUIOoB OCYLLLECTBAETCA C
MOMOLLBHO CBSA3bIBAHWS CENEKTUHOB IEMKOLMTOB U SHAOTENANbHBIX
* MIOK C UX nuraHgamu (P-cenekTuHa Ha sHAoTenum u L-cenektu-
o I inl HeMTpomnax). MoCKoNbKY KONNYECTBO P-CENeKTUHOB Mo-

toHHHO MmeHsieTca (3a CYET MHTepHanM3aUuy PeLenTopoB), Hei-
..... [>Wibl 33[iePXKMBAKOTCA HA MOBEPXHOCTU 3HAOTENNA HA KOPOTKOE
N MA 1 KaTaTcsa gasblie. TMcTaMuH M TPOMOUH CTUMYNUPYHOT Npo-
uknuo N-1 n ®HOa nerikouUTamu. 3TN LUTOKUHBI UHULUUPY-
.| NOSB/IEHNE AONONHNTE/NbHBIX aAre3nBHbIX MONEKYN HA 3HAO0TE-
i E- CENEKTUHA U MEXKNETOYHON airesnBHOW MoseKy/bl-1
ill AM 1), cemeiicTBa MMMYHOI/TIOBY/IMHOB 1 Pr UHTETPUHOB Ha

hi o Tax, 06ecneynBatoLLMX MOJHYHO OCTAHOBKY HEMTPO(UIIOB U
K MPOHVKHOBEHME Yepe3 COCYAMCTYH0 CTeHKY. Bo Bpemsa aaresuu
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Cxema 4.7. MexaHuU3Mbl agre3vuu NeiKoynMToB K 3HAOTENNIO W UX BbIXOAA U3 COCYAUCTOTO pycna

O603HayYeHun: WI~uHTepneiikuH, ®VO - dakTop Hekposa onyxonu, ®AT - (akTop aKTUBaLUK
TpombouunTos, ICAM - MexkneToyHas agresvBHas monekyna, VCAM - cocyfpucTas afresvBHas Monekyna

MPOUCXOAMT CAyLLMBaHMe L-CeneKTUHOB C MOBEPXHOCTW NeiKouu-
TOB, MOCKO/IbKY (DYHKLMOHaNbHasa HEO6XOAMMOCTb B 3TUX peLenTo-
pax ucuesaet (cxema 4.7).

Mwurpauus BceX TUMOB NIEMKOLUTOB CKBO3b COCYAUCTYIO CTEHKY
MPOMCXOAUT B 06/1aCTV MEXK/IETOUHbIX COeAMHEHWIA. [Tocne nepece-
YeHUsA 3HAOTENNAIbHbIX KOHTAKTOB NeKOLUTLlI BPEMEHHO 3aepXXu-
BalOTCA 6as3anbHOM Mem6paHOil, HO OKOHYaTeNbHO MPOHMKAKT
CKBO3b Hee 6r1arofaps BbIAENEHMIO HEMTPaibHBIX NpPOTeas, paspyLua-
oLmMX 6asanbHy0 MemMopaHy. Murpauns HeimTpothunos B MecTo Mo-
BPEXAEHUS — XEMOTAKCUC — 0BeCneynBaeTcs XeMOTaKCUYECKMU
MOJEKY/amu, BbILENSAEMbIMU KaK 3HAOTENNAIbHBIMI KNeTKaMm, Tak
M OPYTMMU KIEeTKaMW 30Hbl MOBPEXAeHUs. XemoaTTpaKTaHTbl —
Cba, neiikoTpueH B4, thakTop akTuBaLMn TPOMOOLMTOB U XEMOKM-
Hbl (1/1-8)* BbI3biBalOT 06pa3oBaHMe MHO3MTON-Tpudochata (1P n
1,2-guaumnrnnuepona (OAlN), KoTopble Yyepe3 BTOPUYHbIE MECCEHA-
Xepbl (pocponunasy C, npotemHkUHasy C) co34aroT rpagueHT (U3-
MEHEHVEe KOHLEHTpaLMKn) BHYTPUKIETOYHOTO Kaibuus, obecrneym-
BalOLLMIA BUKEHME K/IETOK B 0Yar noBpexaeHus (CMm. rniasy 2).

‘ XemoaTTpaKTaHTbl — BELUeCTBa, Bbl3blBalOLIME XEeMOTaKCUC, a XEMO-
KNWHbl — BELLIECTBA, CI'IOCO6CTBy}OLIJ,I/IB nepeaBmXeHN0 KNETOK.
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Cxema 4.8. daroyutos

Apresuns 3axBaT uopmMuposaHue
Mad wnu CR3 tharocombl

Makpodhar

— » ®darocoma

A3ypodunbHble rpaHybl

Muenonepokcuaasa

daronusocoma

O6pasoBaHue (haronnm3ocombl, Musocoma
CeKpeLus N130COMabHbIX
thepmeHTOB
(cnpaBa - 6noxmmmueckue
peakuun B paronnaocome) HALOD

nOo3HavyeHuna: CR3- peuentop KoMnnemeHTa, iC3b - KOMNOHEHT KOMMNNEMeHTa,
Mt 1 peuentop makpodara, HAL® - HUKOTUHaMUAALEHWHANHYKNeoTuadochaT

B 6onee no3gHvie CPOKWU M3MEHSETCH CMEKTP afre3nBHbIX Moe-
*y3 Ha 3HgoTenmun. KomnnekcHoe geiictene WJ1-1, ®HOa u y-uH-
M 1>([»CpOHa BbI3bIBaeT MOSB/EHME Ha 3HAOTENNM COCYAMCTON afre-
nTKo monekynbl — 1 (VCAM-1), COOTBETCTBYHOLLEW NnUraHay Ha
MOHOUMTaxX U numdountax — pi-uHterpuny (VLA-4), n ucyesHo-

MHe E-cenekTuHa. B pesynbTate B npouecce aaresvMm y4yacteytoT
MM MMYLLECTBEHHO MOHOLMTBI M AUMQOLMTLI. [losBneHve cpegu
M MOJIFTPAKTaHTOB XEMOKMHA — MOHOLMUTApHOro XeMoaTTpaKTaHT-
now Oefka 1 (MCP-1) ofHOBpeMEHHO C 3KCMpeccueid onpeneneH-
UN» afire3uBHbIX PELEnTOpPOB Ha 3HAOTE/IUWM CrOCOOCTBYET CMeHe
. MOYHbIX NONyNAuuiA B MHPUAbTpaTe. HeliTpodunbHas UHUNLT-
[ CMEHSIeTCA MOHOLMTApHO-IMMGOoLMTapHO. MOHOUMTLI B
. MHEe NoBpeXaeHns TpaHCHOPMMPYHOTCA B Makpodarw.

daroynTo3 u BbIGPOC (hepMEHTOB HeliTpodunamum u makpodaramm
.0. |MH)res Hanbonee BaXXHbIMU MpoLeccaMu, CBA3aHHLIMU C HaKonM-
HMHEM NeKoUMTOB B ovyare BocnaneHusi (cxema 4.8). darouuTos
.......... M3 TpeXx B3aMMOCBSA3aHHbIX CTaguii: 1) pacno3Hasa-
..... 1 CBA3bIBAHMS YaCTMWL, NEMKOLUTOM; 2) MOT/IOWEHNS YacTul, ¢

LLIOMPEMEHHBbIM 00pa3oBaHMEM (DaroLMTapHO BaKyonu; 3) YHUY-
VXKEHUW WK pa3pyLUeHns NOrOLWEeHHOro MaTepuana.
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PacnosHaBaHue W cBssbiBaHue. HelnTpodumnbl 1 makpodarn pac-
MO3HAIOT U NOrMOWAT BaKTepPUK 1 MHOPOAHbIE BELLECTBA BHE Chbl-
BOPOTKM KpOBW. BONLLIMHCTBO MWKPOOPraHWM3MOB He pacro3HaeTcs
[0 Tex Mop, MoKa OHW He OKPY>XXeHbl OMCOHWHAMU, KOTOpbIE CBA3bI-
BalOT CneLupuyeckme peLenTopbl Ha neikounTax. [AByMs OCHOBHbI-
MW OMCOHUHamMK sBnaTCcA Fc-thparmeHT FgG — ecTecTBeHHOe
aHTUTENI0 NPOTMB NepeBapmBaeMblX YacTuy, —un C3b, Tak Ha3blBae-
MbIli OMCOHNHOBbLIV parmeHT C3, 06pa3oBaHHbIN B pe3ynbTaTe aK-
TUBALMMN KOMMJIEMEHTA C NOMOLLBI0 UMMYHHBIX N HEUMMYHHbIX Me-
XaHW3MOB.

3axeaT v nornouieHne. CBA3bIBAHWE ONCOHU3UPOBAHHbLIX YacTuL,
ABNSIETCA Hayasom ux 3axBaTa. CBsasbiBaHMe C3-peuentopoB Tpeby-
eT MX aKTMBaLMM [0 3axBaTa. Takas aKTMBauWs MPOUCXOAMT B pe-
3y/bTaTe OAHOBPEMEHHOIO CBA3bIBAHUS BHEK/IETOUHOIO PUOPOHEK-
TUHA 1 NaMUHWUHA WX HEKOTOPbIX LMTOKMHOB. B npouecce 3axBarta
NCeBLOMOANMN OKPY>KAIOT 0OBEKT, MOC/E Yero OH OKa3bIBaeTcs B (ha-
rocoMe, OKPY)KEHHbIA LMTONNa3MaTUYeCKO MeMOpaHOl KNeTKu.
OrpaHunumBatoLLlas MeMbpaHa 3TOW (harouMTapHON BaKyo/iu C/MBa-
eTCcA C MeEMOpaHOi, OKpPY>KatoLLLel NM30COMY, W B pe3ynbTaTe 0bpasy-
eTca haronnsocoma. B npouecce 3axsaTa HabnogaeTcs gerpaHyns-
UMS HEMTPOUIOB M Makpodaros. MHorme GUMOXMMUYECKME MPO-
Liecchbl, COMPOBOXAAOLLME (PAroLNTO3 W AerpaHyIAaLMo, NOXOXN Ha
TakoBble MpW XemoTakcuce. 3axBaT COMPOBOXAAETCA CBS3blBAHUEM
peuenTopa C NWraHAoOM, akTuBauwmein gochonmnnasbl C 1 MoBbILWe-
HMWEM KOHLIEHTpaLMKn KasbLuus B LMTO30/€.

YHUuTOXKeHNe 1 paspylueqne. OCHOBHOI 3Tan arounTtosa 6ak-
TepUiA — UX YHUUTOXKEHWE U paspyLUeHue. YHUUTOXeHWe GakTepuid
00bIYHO OCYLLECTB/ISIETCA C MOMOLLBIO KMC0POA3aBMCMOrO Mexa-
Hu3ma. daroumTo3 CTUMYMPYET YCUIEHHOe NOTPebIeHne KMCnopo-
[a, TNMKOreHon3, OKUCNIEHNE /OKO3bl, a Takke 06pa3oBaHue pe-
aKTMBHbIX MeTabonutoB Kucnopoga. Konnyectso HZ 2 ob6pasyto-
LWelics B (haroiM3ocoMe, HefoCTaTOUHO A1t TOro, YTo0bl YOUTh 6ak-
Tepun. A3ypodnnbHbIE TpaHy/bl HEMTPOGMIOB colePXKaT (hepMeHT
MWeNonepoKcuaasy, aHTUMUKPOOHOe AeliCTBME KOTOPOI CBSI3aHO C
OKMCNeHNeM BGefIKoB ¥ MNUA0B (NepeKkUCHOe OKMUCIEHWE NMUMNAOB).
Moao6HbIA MexaHn3M 3hEKTUBEH TaKXe NPOTUB rpMboB, BUPYCOB,
NPOCTEALWNX U TeIbMUHTOB.

YHUUTOXEHVE GaKTepuii MOXET MPOMCXOAUTL U C MOMOLLbIO Be-
LLeCTB, COLEepPXalUMXCA BO BTOPUYHBIX FpaHynax femkouutoB. OHu
BK/TOUAOT 6aKTepULUAHBIA KaTWUOHHbIA 6eN0K, BbI3bIBAtOLWMNIA aKTuW-
BaLMO hocthonnnasbl, paspyliueHne Gochonuniios 1 NoBbilleHne
MPOHMLLAEMOCTN Hapy>XHOW MeMbpaHbl MWKPOOPraHW3MOB; 1M30-
UMM, BbI3bIBAKOLLMIA TMAPOAN3 COEANHEHUS MYPamMWHOBOW KMCOThI
¢ N-aueTun-rnmko3ammHOM, Haxogawerocs B [UKONENTUAHOW
060/104Ke BCex 6aKTepuil; nakToeppuHcoaep>Kaliuii 6enok —B cne-
gmq)mqecmx rpaHynax; rnasHblii OCHOBHOM 6€10K — KaTWMOHHBIN

e/T0K 3031HOMN0B, 06M1aAAOLLMIA OrpaHNYEHHON GaKTepULMAHON
aKTVMBHOCTbIO, HO LMTOTOKCUYHBIA /19 MHOTUX MapasuToB; AedeH-
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3UHbl — KaTMOHHbIE 6enKkun, cofepxalimecs B rpaHynax, 6orarbix ap-
FMHWHOM, W LUTOTOKCUYHbIE 415 MUKPOGOB.

PaspylueH/e y6uTbIX MWUKPOGOB MNPOMCXOAMT MOA AeNCTBUEM
KUCNbIX TMAPONas, HaxoAWmMXca B a3ypodnnbHbIX rpaHynax ¢aro-
nuzocom. Ipu atom pH B haronmsocomax nocne aroymTosa Ko-
nebnetcs 0T 4 0o 5, UTO ABNSAETCA ONTUMANLHLIM AN AeNCTBUA (ep-
MEHTOB. I3MeHeHUsi B MeMbpaHax, pa3BMBatOLLMECS B HEMTPOGUIax
1 MOHoUMTax/Makpoarax B MpoLecce xemoTakcuca 1 garounTosa,
NPUBOAAT K BblAeNeHWI0 ONpeaeneHHbIX BELLECTB He TO/bKO B (haro-
NN30COMbI, HO W BO BHEKNETOYHOE MpPOCTpaHCcTBO. Hambonee Bax-
Hble 13 HUX: (PePMEHTbI SIN30COM, HaxoAALMecs B HEMTPODUIbHBIX
rpaHynax; akTUBHble MeTabonMTbl KWUCNOpoA4a; MPOAYKTbl MeTabo-
HU3Ma apaxMAOHOBON KWCMOTbl, B TOM 4YWCie MNpocTarfiaHAvHbl 1
NCAKOTPUEHbI. 3TW BeELLECTBa ABAAKTCA CUbHBIMU MeauaTopamu
NS NOBPEeXJEHUS 3HAOTeNUA W paspylleHus TkaHei. [loaTomy,
€C/N NeNKoLUTapHbIA MHAQWUALTPAT NEPCUCTUPYET U HUYEM He Orpa-
HWYEH, OH caM MO Ce6e MOXET BbI3blBaTb MOBPEXAEHME TKaHEM, UTo
HabnofaeTca Npu peBMaToMAHOM apTpUTe U HEKOTOPbIX hopmax
XPOHUYECKUX 3a601EBaHUI NETKUX.

Takvm 06pa3om, 8 0CTPOro BOCNaNeHWs XapakTepHO yBenmye-
HUE KPOBOTOKA Yepe3 30HY MOBPeX[eHWs, BO3HUKalOLLee B CBA3N C
pacluvpeHvemM apTepuos U OTKPbITUEM Kanunnspos. [MoBbllLIeHHas
>0cyaucTas MPOHMLLAEMOCTb NPMBOAUT K HAKOMNIEHUIO 6oraToi 6en-
KOM >KWJKOCTW 3a Npejenamu cocyzioB U JOPMMPOBAHUIO 3KCCydaTa.
1.cnkn NnasMbl NOKMAAIOT cOCy/bl NPEUMYLLECTBEHHO Yepe3 pacLuu-
PEHHbIE MPOMEXYTKN MEXAY 3HAOTeNUalbHbIMU KEeTKaMU BEHY/
Mau B pesynbTaTe MOBPEXAEHMA 3HAOTENMAbHBIX KETOK. JlelKo-
LMTbI, BHaYane NPevMYLLECTBEHHO HEMTPO(WbLI, NPUANNAIOT K 3H-
nu TE/IMK0 C NMOMOLLbIO afire3nBHbIX MOMEKY/, MATPUPYIOT CKBO3b 3H-
nu FEIMIA M NPOHUKAIOT B MECTO MOBPEXAEHNUS NOL BAUAHUEM XEMO-
LUKCUYECKUX areHToB. [anee MpOUCXOAUT aroumutos YyXepoaHbIX
h €eHTOB, KOTOPbIA MOXET NMPUBECTM K FMGEnn MUKPOOPraHU3MOB.
Il npouecce xemoTakcuca M (harouMTo3a aKTUBUPOBAHHbIE NEKO-
IUrbl MOryT BblAeNATb TOKCMYECKME MEeTabo/uThl U MpoTeasbl 3a
npesenbl KNeToK, Bbi3blBas MOBPEXAEHWE TKAHW U CO3LaBas OCHOBY
MH\n[pIaasmwm XPOHWYECKOr0 BOCMa/IeHUs.

Py XPOHWYECKOM BOCMa/IeHUN HakonjeHne Makpodaros,
noA/aepXXMBaeMoe Pas/IMYHbIMU  MexaHU3Mamu, npuobpeTaeT yc-
LIAYMBbIV XapakTep. MpeobnajaeT oauH M3 creayowyx Tunos
PVAaKL W

1) NpogomKeHre MHQWILTPaLMM TKaHWU MOHOLMTaM/ M3 KpoBOTO-

HOLLMKAEeT M3-3a MOCTOSIHHOM WHAYKUMWWN 3KCMPECCUN aaresuB-
HbIX MOJIEKY/T 11 XEMOTAKCMHECKNX (DaKTOPOB. TN KETKU — Han6o-
N MBaXKHbIK UCTOYHUK MaKpodaroB. XemMOTaKCUYECKUMUK CTUMY/Ia-
mu iiiiti MoHouuTOB, Momumo C5a, NJ1-8 n MCP-1, aBnsoTcs He-
. luMpble hakTopbl pocTa, ()parmMeHTbl paspyLLUEHHOr0 KosjnareHa u
|>n(|poHeKTVHa, a TakXke GUOpPUHONENTUbI;
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2) MecTHas nponmdepauys MakpodaroB nocne Ux asmmurpaumm us
KPOBEHOCHOI0O pyc/ia UMEeT UCK/KUUTENbHOE 3HAYEeHWe, B YaCTHOC-
TV NpK POPMUPOBAHNM aTEPOCKIEPOTMNYECKMX BNSILLIEK;

3) MMmobInzaLms MakpodaroB B MecTe BocrasieHns. HekoTtopble
LUMUTOKMUHBI ((PakTOp TOPMOXKEHNS MakKpodaroB) WU OKWUCNEHHble K-
MnAbl MOTYT BbI3bIBaTb TaKyto MMMOGWIM3ALMIO.

Makpodar fBNSeTCS LeHTPaTbHbIM 3/1EMEHTOM XPOHUYECKOrOo
BOCMasieHns. 3TO CBA3aHO C MHOXECTBOM GMONOrMYECKN aKTUBHBIX
BELLECTB, KOTOPbIE OH NPOAyUMpYeT. HekoTopble M3 HUX TOKCUYHbI
ANa KNeToK (HanpuMmep, MeTabonuTbl KMCNOPOAa) WM BHEKNETOM-
HOro matpukca (nNpoTeasbl), Apyrue Bbi3blBAOT BbIXOA MHbIX TUMOB
KNeTOK (Hanpumep, LMTOKWMHbI, XeMOTaKCUYecKne (hakTopbl), Tpe-
T — nponudepaymto prbpobnacToB M HaKoMneHWe KonjareHa
(Hanpumep, TPPp). STOT OOLIMPHbLIA apceHan MeanaTopoB AenaeT
Makpodar MOLHbIMW COHO3HMKaMK B 3aliMTe OpraHvW3ma, OAHaKo
Makpogary MOryT Bbi3blBaTb M 3HAUUTENbHbIE MOBPEXAEHUA TKaHW.
MoaTOMY AECTPYKLMS TKaHU CTAaHOBUTCSH OfHWUM W3 OCHOBHbIX MpO-
SBIEHNI XPOHMYECKOr0 BOCMASIEHUS.

4.6. Moptonormnyeckune rnposiBeHNa oCTPOro
N XPOHUYECKOro BOCManeHns

TsXecTb BOCMAIMTENIbHON peakuumn, ee MpuyMHa, 0CO6EHHOCTU
TKaHW 1 NOPaXKEHHOr0 y4acTka onpefensoT Mophonornyeckue Ba-
puaHTbl OCTPOro M XpoHuuveckoro BocnaneHus (no R.S.Cotran,
V.Kumar, T.Collins, 1998).

CeposHoe BocnasneHve. posBnseTcs NponoTeBaHWEM XXUAKOC-
TW, KOTOpas B 3aBUCMMOCTM OT 06bemMa MOBpeXaeHus obpasyeTcs
13 CbIBOPOTKM KPOBW WU B pesy/ibTaTe CeKpeuun mMe3oTennanbHbIX
K/IETOK, BbICTUNAKOWMX OPHLIHYIO0, MNEBPaibHY0 U MepuKapau-
afbHY0 MONMOCTU. TWUMWUHBLIA MpUMep: obpa3oBaHUe BONAbIPS Ha
KOXe B pesynbTarte OXora WM MNpU BUPYCHOM WH(EKLMKW, HTO
NpeAcTaBnseT cob0l CKOMEHUE CEPO3HON XUAKOCTU Nog anugep-
MMWCOM.

dunbprHo3HOe BocnaneHue. Mpu Hanbonee THKENbIX MOBPEXAe-
HUAX, MNPUBOAALLMX K 3HAYMTENbHOMY YBEMMYEHWUKO COCYLUCTON
NpoHULaeMocTH, 6oNee KPYrHble MOMEKYNbl, Takue Kak (DUOPUH,
CMOCO6HbI MpeooneBaTb COCYAUCTbIN Gapbep. PUOPUHO3HBIA 3KC-
CyAaT MOsBNSETCS, KOrAa Pe3ko yBe/in4yeHa cocyaucTas MmpoHuLae-
MOCTb WM B WHTEPCTMLMANLHON TKaHM (CTPOME) ecTb NpoKoary-
NAHTHBIA CTUMYN (Hanpumep, HEKOTOpPble pakoBble KneTku). Ero
(hopMMpOoBaHMEe XapaKTepHO A/i BOCManeHus B MosocTax Tena (B
nepukapge, NneBpe), a Takxke 19 BOCNAIEHUS B Pa3/IMYHbIX CAU-
3UCTbIX 060/104Kax. TPaguLMOHHO BbiAENstOT ase (hopmbl (nbpu-
HO3HOr0O 3KCCYAAaTUBHOrO BocnaneHms. KpynosHas opma BO3HWMKaeT
Mpy NOBEPXHOCTHOM TMOBPEXAEHNM CEPO3HbIX MOKPOBOB UM TeX
CU3NCTLIX 000/104eK, KOTOPblE MOKPbLITbl OAHOCNOMHLIM 3NUTENN-
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me 4.1. KpynosHasd nHeBMOHMUA. OKpacka remaToKCUIMHOM U 303UHOM.

rm Tlpy 9TOM 9KCCyAaT 06bIYHO pasmelaeTcs B Buae 6enosaro-
<IPbIX MIEHOK. OH NIErKO OTAENSIETCA OT MOPaKEHHON NOBEPXHOCTH,
0bHaXast 30Hy MOBPEXAEHUS. TUNUYHBIA NpUMEP: KPYMNo3HbIA Tpa-
XUT, WITHOCTPUPYIOLLNIA MPOUCXOXKIEHNE TEPMUHA «KPYMO3HbIA»
(NO-LIOTNAHACKM Croup — XpUnnblii Katuenb). OTAeNbHY0 pasHo-
BUAHOCTb MpeAcTaBnseT cob0i KpynosHasd nHeBMOHWA (puc. 4.1;
rm rnasy 15).

OvdTe I/ITVILIECKaFI thopma PUOPUHO3HOIO BOCMaseHWs pas3BuBa-
IMu npn 60nee rny6oKOM MOBPEXAEHWUMN CM3UCTbLIX 060/104eK (No-
HANN pTa, 3eBa, HEOHbIX MUHAA/IH, MULIEBOAA, FOIOCOBbIX CBA3OK

" p ), KOTOpPbIE, KaK MpaBu/o, MOKPbITbI MHOFOC/IOMHLIM 3NUTENN-
*M Macchbl hbprHa NAOTHO CBA3aHbI C ANUTENNEM W MPOMNUTLIBA-
no ero (puc. 4. 2§ Takoe e NponuTLIBaHNE MOXET MPOUCXOAUTL U
& reX CIM3NCTbIX 000/104YKax, KOTOPble MUMEHT OLHOCNOMHY Bbl-
*MNKY W PbIX/yt0, HANpUMep BOPCUHYATYIO, apXWUTEKTOHUKY (And-
*«*PUTUYECKUIA KOMUT). TIpn OTTOPXKEHUM YacTW CIM3NCTON 060/10Y-
KW NponuTaHHOW (PUOPMHOM, BO3HUKAIOT fA3Bbl. [MCTONOrMYECKU
®UOPUH BbISBNAETCA KakK 303MHO(M/bHAA CeTb, COCTOALLAA U3 Gen-
EHbIX HUTEN, UM KaK Ge/KoBbI aMOPHbIiA CrycTOK. ®UOpPKUHO3-
HbIA 3KCCyaaT MOXeT ObITb yaaneH MocpeAcTBOM (hMOPMHOMM3A, a
W/> OT/Ie/IbHble YacTMLl — C MOMOLLbIO Makpogaros. 3TOT Npo-
Ur«d\ HasblBaeMblii paspeLleHneM, MOXKET MPUBECTM K BOCCTAHOBJIE-
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Puc. 4.2. AudTeputnyeckoe BocrnaseHune 3esa.

HUIO CTPYKTYpPbl TKAHW, HO, ecn PUOPUH He yaaneH, MOXET CTUMY-
NMpoBaTb PocT (prbpo61acToB M KPOBEHOCHbIX COCYAOB W, TaKuM
06pa3om, Bbi3BaTb OpraHU3auui — npespawieHne UGPNHO3HOIO
JKccygata B pybLOBYH TKaHb. OpraHu3auus B CepLeyHOli COpouKe
BeZET K NNOTHOMY (DMOPO3HOMY YTO/LLEHMIO NepuKapaa 1 anukapaa
(«naHubIpHOe cepALe») uau, elle yaile, K NOSBAEHUIO (PUOPO3HbLIX
craek B NMepuKapavaibHOM NPOCTPaHCTBE.

HolHOe BocnasieHne. ISTOT BUZ BOCMAIEHUS XapakTepu3yeTcs
06pa3oBaHyeM 6O/bLIOTO KOMMYECTBa THOSA M FHOMHOTO 3KCCyfharta,
COZlepXKalllero HelTpoMUbl, HEKPOTU3MPOBAHHbLIE KNETKU U OTeu-
HYI0 YKUAKOCTb. HekoTopble MUKPOOpPraHuW3Mbl, 0COGEHHO MpeAcTa-
BUTENM KOKKOBOI hnopbl (CTAaUIOKOKKN), BbI3bIBAOT Pa3BUTME
FHOMHOro BoCnaneHms. VX Has3blBalOT MUOTEHHLIMK BGaKTepUAMMU.
Mpn M3BECTHLIX YCNOBUSX MUOFEHHbLIA 3heKT MOryT OKasblBaTb
pasHble rpamMoTpuLaTeNlbHble MUKPOObI, Hanpumep npeacTaBuTenm
KULLEYHOW MUKPOGIopbl. XapakTepHbIM MpMMepoM OCTPOro Bocna-
NEHNs CNYXUT OCTPbIA anneHanunMT. OH 4acTo NpOsIBNSETCS BO
(hnermoHo3Holi hopme.

driermMoHa — pasIMTOe FHOMHOE BOCMaseHue, Npyu KOTOPOM OT-
mMeyaeTcs AndQy3HOe NPONUTbIBAHNE MOPAXKEHHOrO OpraHa rHoM-
HbIM akccyfaToM (puc. 4.3). Apyroi popmMoii THOMHOIO BocnaneHus
ABnseTcA abcuecc. Mopg abcueccaMn MOHMMAOT MECTHOEe CKore-
HWe THOS BO BHOBb C(HOPMMPOBAHHOW MOMOCTU B TKaHW. OCTpbIid
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41 LepebpocnuHanbHblii THOMHbIV NENTOMEHUHTUT.

a, Lccc 0bpasyeTcs B pesy/nbTare r/ly60Koro 06CemMeHeHnst TKaHm
..NMEHHbIMN bakTepuaMU. B LIEHTPabHO ero yacTn 0GHapYXu-
Himii H HeKpOTU3MpPOBaHHbIE NENKOLMTLI U KNETKU TKaHW. OBObly-
MM VIMEETCS 30HA COXPaHHbIX HENWTPOGMIOB M 0KOMO (hoKyca He-
'I""4i onpepenseTcA BHELUHAS YaCTb C pacLUMPEHHbIMW cocydamu
Y nponmcbepmpyrommmm NapeHXMMaTo3HbIMU KneTkamn u (ub-
<OM'lLCTaMM  —  MPU3HAKaMM  HauMHAOLLErocs  BOCCTaHOB/IEHUS
UH 4.4). XpoHn4ecKuit abCLecc MOXET ObITb OKpYXeH coefu-
HU W.HOW TKaHblo, YTO OrpaHMYMBaeT ero AajbHelillee pacnpo-
*paHeHue.

piiiiiax HasblBalOT 3MMMEMOIA. [locneaHsas MOXeT BO3HWKHYTb B
....... HUX, KOrfa Mexay abCcLeccoM U MOSIOCTbH BO3HWKAET CBULLIE-
mil 4yK).

(>WON M3 camblX YaCTbIX (HOPM IKCCYAATMBHOTO BOCMANEHMS,
*TP/IH MOXET MMETb OCTPbIV U XPOHMYECKMIA XapaKTep, AB/AeTCA
I'tui/uMbHoe Bocnanexwe. TUNWUYHBIA NpUMeEP: OCTPbIA KaTap Bepx-
®i>VbluaTe/ibHbIX MyTeid, NPy KOTOPOM K CEPO3HOMY 3KCCYAaTy Obl-
'm> n06aBNSETCS CAM3UCTBIA KOMMOHEHT. XPOHWYecKuidi Katap
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Puc. 4.4. 3M60NMYECKNI THOWHBIN HedpuT.

MOXEeT BCTPeYaTbCsi B OpOHXax, Xenyake, KueyHuke. CnefyeT yno-
MSHYTb TAKXKE O reMopparMyecKoM BOCMa/IEHNM, BO3HUKAIOLLEM B TeX
Cny4asix, Korja sKkccyfaT COAEPXUT MHOT0 3pUTPOLUTOB.

MomMMMO nepeynucneHHbIX (HOPM 3KCCYLATUBHOIO BOCNasneHus, B
NpaKTUKe Hepeako, a NpU HEKOTOPbIX 3ab60/eBaHMAX AaXke ualle
BCTPeYatoTCs CMeLLiaHHbIe (popMbl BOCNasieHns. B Takmx ciyyasx npu-
MEHSIOT CefytoLiMe Ha3BaHMA npoLecca M CaMoro aKccygara: ce-
PO3HO-(MOPUHO3HBIA, (PUOPUHO3HO-THOHLIA, CEPO3HO-reMoppa-
rMYECKUIA, THOMHO-reMopparnyeckuin n ap.

HA3Bbl. $13Ba — 3TO MECTHbIA AeeKT Ha MOBEPXHOCTU OpraHa
WM TKaHW, KOTOPbIA 06pa3yeTca B pesynbTaTe 3BaKyauuu Wan cny-
WMBaHNS BOCMAIEHHOW W HEKPOTU3MPOBaHHOM TKaHW. V3bs3Be-
HWe BO3HMKAET TONbKO TOrAa, KOrja HeKpo3 pasBMBAETCA Ha Camol
MOBEPXHOCTU WA Cpa3y MoA Heid. Yalle BCEro A3Bbl BCTpEYakoTCs
npy BOCNAIUTENIbHOM HEKPO3e CMM3UCTON 0DONOUKU PTa, dKEeNyaoKa,
KULLKX WX MOYENONOBOMO TPaKTa; B Cyyae NOAKOXHOro Bocnane-
HUS HKHWX KOHEYHOCTEN Y CTapuKOB, Y KOTOPbIX UMEKTCSA pac-
CTPOICTBa KPOBOOOpPALLEHNS, OHM NPUBOAAT K Pa3BUTMIO O6LLIMPHO-
ro Hekpo3sa (Tpouyecknx a3B). V3bsa3BAeHWUS MOXHO /y4lle BCEro
MPOLEMOHCTPMPOBATL Ha MPUMepe MEeNTUYECKON A3Bbl XenyaKa nim
[BEHaALaTUNEPCTHON KULWKK (CM. rnasy 16). B octpyto cTagmio no-
ABNATCA WHTEHCUBHbIE MNOAUMOP(HO-AAEPHbIE WHUNLTPATLI Y
pacluMpeHne COCcyfoB Ha rpaHuuax Aetekra. lMpu xpoHusauum B

160



Kpasix ¥ iHe A3Bbl HAUMHAIOTCA nNponudepaums prubpobnacTos, pyod-
LIeBaHME W HaKonaeHne NMMGOLMTOB, MakpodaroB U naasmatmyec-
KNX KNETOK.

4.7. ObwKne NposiBNeHMsT BOCNasIeHWs

JNnxopagka (NoBbllWeHKE TemnepaTypbl Tena) — Hanbonee pac-
MPOCTPaHeHHOEe CUCTEMHOE NPOSIB/IEHNE OCTPOro BOCNaneHus, 0Co-
GEHHO KOrfja OHO OBLIMPHO 1 BbI3BAaHO MH(eKLmeid. B ocTpyto (hasy
NNXOPaj0YHOl peakuuy HabMoaarTCa pas/iuHble CUCTEMHbIE MPO-
AB/IEHNS, B TOM 4uC/e YA/IMHEHUE MeffleHHO-BO/IHOBOM (hasbl CHa,
CHWDKEHME anneTuTa, YCUneHve paspyLleHns 6enKoB, MMMNOTEH3NSA U
Apyrue remMoAyHaMuUYecKne HapyLieHWsl, CUHTE3 MeuyeHblo 6enkoB
OCTPOi1 (hasbl, CbIBOPOTOUHOIO amuionga A, KOMIIeMeHTa 1 6enKoB
CUCTEMbI CBEPTLIBAHUA KPOBU, & TaKXKe pas/inyHble U3MEHeHUs Nei-
KOLMTOB B Nepugepnyeckoii KpoBu. JTMXopajka passuBaeTCcs BCes-
CTBME B3aMMOZENCTBUS LMTOKUHOB, BbIAENEHHbIX NEAKOUUTaMK 1
APYrUMU KNETKaMW, C COCYAUCTLIMU PELienTopammn B LiEHTpe Tepmo-
perynsummu runotanamyca. llytem npsmMoro Bo3aeicTsns uin 6naro-
Aaps MECTHOW NPOAYKLMM MPOCTarnaHAMHOB LIMTOKMHbI NepeaatoT
WH(OPMALMIO M3 MEepesHero rurnoTasamyca Yepes 3adHuin B CoCyA0-
[BUraTeNlbHbIA LEHTP, YTO MPUBOAWT K CTUMY/ALMN CUMNATUYECKNX
HEpPBOB, CMasMy COCYJO0B KOXMW, CHUXKEHWIO CepAevHOro Bbibpoca u
NXOpPaSKe.

JleiikoumTo3. 310 06Liee NpOsiB/ieHNe BOCTIAINTE/bHbIX peak-
LniA, 0COBEHHO BbI3BaHHbIX GaKTepUabHOW MHApEKLMER. OBbIUHO
KO/IMYECTBO NeiiKoLnToB Bo3pacTaeT Ao 15,0—20,0-1091, Ho nHoraa
MOXET IOCTUraTb HEOObIYANHO BbICOKNX u,mqa —40 0—1000 109n.
Takoe yBeNMYeHMe PaCLEHMBAETCA Kak neMKemom,qHaﬂ peakums,
lak KaK OHa HarnomuHaeT fekemuto. MNepBoHaYabHO NENKOLMTO3
BO3HWKAET 13-3a YCU/IEHHOr0 BbIXOAa KETOK U3 NOCTMUTOTUYECKO-
0 Pe3epBHOro Nysia KOCTHOr0 MO3ra 1 CBS3aH C YBe/IMYEHNEM KO-
YecTBa He3pesibiX HEMTPOMUIOB B KPOBU. BO/bLIMHCTBO GaKTepu-
NNbHBIX MHMEKLMIA BbI3bIBAET HEWTPOMUNNIO, OHAKO WH(EKLIMOH-
Hblii MOHOHYK/IE03, CBWHKA, KOPb ABMIAKOTCA WUCK/MOUEHUAMN; NPy
HMUX 3a00/1€BaHNSAX NENKOLMTO3 BO3HUKAET 3a CUET abCOMITHOTO
YBENNYEHMST KONMYecTBa MMGOUNTOB (mumdounTos). KmeeTcs
MIKOKe rpynna 3aboneBaHUin, BK/IOYaloLWas 6POHXMANbHYIO acTMmy,
. CVIHYIO NNXOPaAKY U napasuTapHble UHMEKLMIN, NPU KOTOPbIX Npo-
NCXOANT abCosOTHOE YBENMYEHME KOMYECTBA 303UMHOMMNO0B (303U-
nochmnns).

HekoTopble MH(eKUMK (6PIOLWHOA TUG U UH(EKL MK, BbI3BaH-
Hble BMPYCamu, PUKKETCUSMU U HEKOTOPbIMU I'IpOCTeI/ILIJI/IMI/I) co-
MPOBOX/AKOTCA YMEHbLUIEHNEM KOMMUYECTBA LIMPKYIUPYIOLLNX Neid-
KOUWTOB (neiikoneHus). JIEMKONEHNS pa3BMBAETCA TaKXKe MpWU WH-
thekumax y ocnabneHHbIX 60/bHbIX, CTPajatowmx pacnpocTpaHeH-
HbIM PakoM WK NPOrpeccUpyroLLmMm Ty6epKyesom.
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4.8. Penapauns, pereHepauus v 3axxuBfeHne paH

Mocne HeiiTpanu3aumm MOBPEXAAIOLWIMX (haKTOPOB HauMHaeTCa
BOCCTaHOB/IEHME MOBPEXAEHHOW TKaHW. B npouecce 3aXMBAEHUs
NoBpeXJeHHas TKaHb BOCCTaHaBNMBAETCA B pe3ynbTaTe pereHepa-
LMK NapeHXMMaTO3HbIX K/IETOK WM 3aMeLlaeTcs NnyTeM 3anofiHeHUs
JeeKTa CoeAVHNTENbHON TKaHblO (pybueBaHWe), WAM BCNeACTBUE
KOMOMHaLMW 3TWX ABYX MPOLLeCCOB. Pa3nnyaloT 4 KOMMOHEHTa npo-
Lecca 3aXuBfeHWsA: 1) HOBOOOpa3oBaHMe KPOBEHOCHbLIX COCY[OB
(aHrvoreHes); 2) murpaumio 1 nponudepaymto  hmbpobnacTos;
3) NpPOAYKUMI0 BHEK/IETOUHOTO MaTpuUKca; 4) co3peBaHue v OpraHu-
3aUMI0 COeAMHUTENTbHON TKaHW.

Mpouecc BOCCTaHOB/IEHNS HAUMHAETCA B paHHIOW (ha3y Bocna-
NeHns. MHorga yxke uyepes 24 4 nocne MNOBPEXAeHUs nponugepu-
pyloT (prbpobnacTbl M 3HAOTENUANbHbIE KNETKW, 06pasys (vepes
3—5 [fHeli) crneunanM3vMpoBaHHbIA TUN TKaHU (TPaHyNALUOHHYHO
TKaHb), KOTOpas UrpaeT rnaBHyH posb B pybueBaHnn (cxema 4.9, a,
6). 3Ta TKaHb Ha3bIBAETCS rPaHyNSUMOHHON NOTOMY, YTO, pacrona-
rasicb Ha MOBEPXHOCTW paHbl (a), UMEeT 3ePHUCTbIN (FPaHyNSPHbIA)
Bug (6). Ons Hee xapakTepHa nponudgepauns BHOBb 06pa3oBaHHbIX
MESIKUX KPOBEHOCHBIX COCYA0B M (hMbpo6nacToB. MHOXECTBEHHbIE
M3rmbbl MesIKMX COCYLOB CO34al0T MakKpOCKOMMWUECKW BreyaTneHue
cepoBaTbiX 3epeH (rpaHyn). HoBble cocyfbl 06pa3ytoTcs OT CYLLECT-
BYIOLLMX MOYKOBAHWEM WM OTBETBMIEHWEM. ITOT MPOLLECC Ha3blBa-
€TCA aHrMOreHe3oM, WM HeoBacKynspusauueid. B pa3BUTUM HOBbIX
KanunisipHbIX COCYAO0B pa3nuMyaldT yeTbipe 3Tana: 1) npoteo-

Cxema 4.9. ['paHynaumMoHHas TKaHb

IpaHynaLUMOHHASA TKaHb Anugepmuc
B 30HE NoBpexaeH!

Oepma

-dunbpobnacTbl

HoBooGpa3oBaHue
COCY/0B B 30HE
rpaHynAUMOHHON TKaHU

Makpodar
Numbount

BHeKNeTOYHbl i
MaTpuUKe
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nnuyeckoe paspylueHve 6a3anbHO MemM6paHbl COCY0B C 06paso-
MMHYEM KanWAISIPHBIX OTPOCTKOB WM OAHOBPEMEHHON MuWrpauueit
BLIOK; 2) MATPaLUIO 3HAOTENUAbHBIX KNEeTOK B HaNpaBfieHUn aH-
TUFEHHOTo CcTUMyna; 3) nponudepauunto SHAOTENNANbHBIX KNETOK
EOTY MOCNe MUrpaumu Knetok; 4) cospeBaHWe 3HAOTENMASIbHbIX
PMIMOK M WX OpraHu3aumio B KanunnspHble Tpy6ku. BHOBL 06paso-
"3HMbIC COCYZbl WMEIOT MPOHMULAEMbIE MEX3HAOTeNNa/bHble KOH-
'3K Ibl, JONYCKalOLLe BbIXOS 6€NKOB 1 3pUTPOLIUTOB U3 COCYAMCTO-
"> pycna. 103TOMY rpaHynAuMOHHasA TKaHb HepeKo 6biBaeT oTeuy-
HOM.
HekoTopble (hakTopbl MOFYT CTUMYNMPOBATL AHTOTeHes, B TOM
MH He OCHOBHOM (hakTOp pocTa (p16PO6AACTOB M (haKTOP POCTa 3H-
|" |r 3ma cocyaoB. OCHOBHOI hakTop pocTa (hrubpobacToB Bblgens-
H 1 aKTUBUPOBAHHbLIMW Makpodaramu 1M MOXeT BAUATbL Ha Nilobble
Hawa aHruoreHesa. PakTop pocTa 3HAOTENNA COCYA0B MPOSYLMpY-
“M OMyXONEBblE KNETKW; OH BbI3bIBAET KakK aHrMoreHes, Tak U no-
.. MEHVe NPOHULIAEMOCTU COCYA0B (BNSET HA OMYXO/EBbI aHT1O-
H' 1 M1 POCT KPOBEHOCHbIX COCYZI0B B HOPME), a TakXe y4acTByeT B
*LIMHNYECKOM BOCNAIEHUN W 32XKMBAIEHUWM paH. Mwurpaumio ¢ub-
t-iiimitTOB K MECTY MOBPEXJEeHUS U UX OfHOBPEMEHHYIO nponudge-
| initio BbI3bIBAIOT (haKTOPbI pocTa U (PUOPOreHHble LUTOKMHbI, KO-
*"I've 06pa3ytoTcs B Makpodharax. HekoTopble U3 3TUX (PaKTOpoB
| hi CTUMY/IMPYIOT CUHTE3 Ko/lareHa 1 Apyrux Mosekyn CoefnHun-
M.HOM TKaHW, a TakXKe MOAY/MPYIOT CUHTE3 U aKTMBALMIO MeTas-
WHPOrCVHa3 U (PEPMEHTOB, YYaCTBYHOLMX B paspyLUeHUn KOMMo-
mKIOH BHEK/IETOYHOro matpukca (cxema 4.10).
bbkuBneHve paH. Knaccuyeckum MnpUMEPOM 3aXUBNEHUA paH
IHlca 3aKuBNEHWE YWCTbIX, HEUH(ULMPOBAHHbLIX XMPYpruyec-
"4 pa3pe3oB, COEAMHEHHBLIX C MOMOLLBID XMPYPrUYecKoro LUBa.
| lin bDKMBNEHME Ha3blBAOT nepBuMYHbIM coeguHeHnem, UIN 3a>KnB-
",,-U MEepPBUYHbIM HATS>KeHWeM. Pa3pe3 BblI3blBaeT rmeenb orpaHu-
|LI,VII/IO KONMYeCTBa 3NUTENUANBHBIX U COEAMHUTENIbHOTKAHHbIX
vIX 1 HapylueHre LenoctTu anuTennasibHon 6a3anbHon MeM6pa-
‘| V(koe NPOCTPaHCTBO pa3pe3a cpasy 3amnofiHAETCA CBepTKamu
Y. coAepXawmmMm (UOPUH 1 KNeTKU KPOBMW; feruapatauus no-
|'Mocin cBepTKa KpoBWM MPUBOAWUT K 0Opa3oBaHMIO CTpyna, 3a-
*inHULLErO paHy.
Urpe | 24 4 B Kpasx pa3pesa NosBAAKOTCA HEUTPOPWUbI, KOTOPbIE
NUHAIOTCA K (PUGPUHOBOMY CTyCTKy. SMULEPMIC MO KpasM pas-
W MuwpnaeTtca B pesy/nbTate MUTOTUYECKOW aKTUBHOCTU 6Gasasb-
e ' MOM KepaTUHOLUMUTOB 1 hrnbpobnacTo., 1 yepes 24—48 4 TxuU
MHUeNManbHbIX K/ETOK Kak MUrpupytolue, Tak W pacTyLiue
*L Kkpaes paspesa AepMbl 06pa3ytoT N0 Mepe ABVKEHUS KOMMO-
........ . Hasa/lbHOW MembpaHbl. OHW CNMBAtOTCSA NOCepenHe NoBepx-
sn Tpyna, QopMupys TakuMm 06pa3oMm HenpepbiBHbIA, HO TOH-
....... noii  LUUTENUS.
WX | 3 gHa HelATPOMAbI 0BbLIYHO 3aMEHAKTCA Makpodaramu.
1 M nNeHHO rpaHyNALMOHHAsA TKaHb 3aMeLlaeT NpoCTPaHCTBO pas-
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Cxema 4.10. Perynayma npoAyKLUM BHEKNETOYHOro maTpukca (BKM)
hunbpobnactamu Npm penapawunum TKaHu

O603HavyeHuns. TUMI - TKaHeBOW UHIMBUTOP MeTannonpoTenHas, Al - aKTUBATOP NAa3MUHOTeHa
WAL - MHrMGUTOp aKTMBaTOpa NnasMuHoreHa, T®P - TpaHchopMupylOLWmMiA GakTop pocTa

pesa. KonnareHoBble BOMOKHA MUMEHOTCA B Kpasx pa3pesa, OfHaKo
BHayasie OHY OPMEHTMPOBAHbLI BEPTUKA/ILHO M He 06pa3ytoT MOCTU
KOB uepes paspe3. lMpogomkaeTca nponudepauns snuTennabHbIX
KNETOK, YTO/LIAETCs MOKPbIBAIOLLWIA C/IOM 3n1zaepmMuca.

Llepea 5 [Heil NpOCTPaHCTBO pa3pe3a 3aMo/iHAETCS FpaHynaum
OHHOI TKaHbiO. HoBOOGpa3oBaHMe COCY[OB [OCTUraeT Haubosb
el MHTEHCUMBHOCTU. PUBPUANLI KonnareHa CcTaHOBSATCA Oosee
MHOTOUYNCNEHHbIMM, Ha4YMHAeTCs 06pasoBaHMe MOCTUKOB Yepes
paspes. Snm,qepmmc [OCTVraeT HOPMasbHOM TOMWMHBI, a Audde
PeHNMPOBKa MOBEPXHOCTHbIX K/IETOK MPUBAMKAETCA K YPOBHIO ap-
XUTEKTOHMKM 3pe/oro anujepmmca ¢ NoBEPXHOCTHOW KepaTnHM3a
Lme.

B TeueHve 2-i HeaenM NPOAO/KAIOTCA HAKOMIEHNe KosinareHa un
nponudepauns mbépobnactoB. JIeAKOUMTAPHBIA WHDMALTPAT WU
0TeK 00bI4HO UcYe3aloT. B 310 Bpems HauMHaeTca MPOJC/KUATENb
HbIiA Npouecc nobneaHeHMs pyoOLOBOM TKaHW, 00YCNOBAEHHbIA HA
KOMN/IeHNeM KonnareHa B pybLe 1 YMeHbLUEHUEM BacKynsapusaumum

B koHUe 1-ro mecsiua py6el, COAePXUT SYENCTYIO COeANHUTENb
HYI0 TKaHb, CBOGOAHYI OT BOCNAIUTE/ILHOrO WHMWIbLTPaTa U Mo
KPbITYIO WUHTaKTHbIM 3MUAepMUcoM. TpUaaTKu KOXW, paspyLueH
Hble BAOSb pa3pesa, MOSIHOCTLI0 YTpayunBatoTCs. Cuia HaTsKeHWn
paHbl (KOHTpaKuus) yBEeNMUYMBAETCA, HO A0 MOMHOIO 3&XKMBIEHWN
MOXeT NOoTpeboBaThCS eLle HECKObKO MECALLEB.
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Korga nponcxoauT 3HaunTenbHas yTpaTta KMeToK W TKaHei, Ha-
npyMep Mpu UH(ApKTe, W3bA3BIEHMM, 06pasoBaHWM abcuecca, a
11K0KC MOBEPXHOCTHBIX paHax ¢ 60/bLIMMM Ae(eKTamMmn TKaHei, pe-
napaTuBHbIE NPOLLECChI 3aTPY/iHeHbl. OCHOBHO NPO6/IEMOii BO BCEX
unx Cryyasx SIBASETCA 3HaUYUTeNbHbli AetheKT TKaHW, KOTOpbIii
TMKCH 6bITb 3aMellieH. PereHepauus napeHXUMaTO3HbIX KNETOK He
H,*eT MO/IHOCTbIO BOCCTaHOBUTb OPUTMHAIbHYIO apXUTEKTOHUKY,
now/bHas TpaHyNsLMOHHAasA TKaHb pacTeT C Kpaes, (hopmupys
pyOew, Takoe 3aXUBNEHME paH Ha3blBAETCHA 3a>KVIBMEHVEM BTOPWY-
*bM COEAMHEHVEM, U BTOPUYHBIM HATS>KEHVEM.

BTOpUYHOE 38XMB/IEHME OT/IMYAETCA OT MEPBUYHOrO ChefytoLwm-
M1 MpU3HaKaMu:

I) 3HauuTenbHble TKaHeBble [AedeKTbl BHaYane 3amno/HAKTCS
bIMMM KO/IMYECTBOM (PMOBPMHA U OCTATKOB HEKPOTU3MPOBAHHbIX
...Hei, a TakKe 3KCCy[aTOM, KOTOpble AO/MKHbI ObITb YAaNneHsbl.
M KLaTenbHO, pa3BuBaeTcs 60/fee MHTEHCMBHAA BOCManUTe/bHast
I» [1HLns;
1) 0bpa3syeTca 3Ha4UMTENbHO GONbLUEE KOMMYECTBO MPaHyAaLNOH-
M rKaHW. Korga KpynHble geekTbl UMelTcs B 6onee rnyooKnx
* <H/X, Hanpumep B OpraHax, (OpMUPYeTCs FpaHynALMOHHas
* WA, KOTOpas yTUAM3MPYET OCTATKM paspyLUEHHON TKaHW, TaK Kak
"HW. pXHOCTHbIVI [peHaX OTCYTCTBYET;
I) BO3MOXXHO, 0COGEHHOCTLIO, KOTOpas MO3BOSISET Jierye BCEro
o 1HMTb NepBUYHOE 3aKUBNIEHNE OT BTOPUYHOIO, ABASETCA (heHO-
H «OKUTWA paHbl, KOTOPbIA HabnogaeTcs npy 60/bLUMX paHeBbIX
...pXHOCTAX. C)KaTue CBA3bIBAOT C Haanumem Mmuodmbpobnac-
M «MEHEeHHbIX (1Mbp06acToB, KOTOPbIE MMEOT YNbTPACTPYK-
....... N XapakTepUCTUKN TNafKOMbILLEYHbIX TKaHel 1 9KCrpeccupy-
| BUTKOMBILEYHBIA akKTUH (SMA), He XapakTepHbIn Ans TUnny-
mulpobnacTos.

liimim 06pa3om, 3aKMBNEHME paH ABMSETCA CMOXHbLIM (PeHoMe-
« BbINVBAIOLLMM OCTPOE BOCMa/ieHWe, pereHepaumio napeHxmma-
HM 14 KUCTOK, MUIpauuio 1 nponudepaumio Kak napeHxmmaros-

WK 1 COeAMHUTENIbHOTKAHHbIX KNETOK, CUHTE3 6eNKoB BHe-
...... 0ro MaTpuKca, NepecTpoiiKy COeAMHUTENbHON TKaHU U Na-
HMVIIKBIBX KOMMOHEHTOB, a TakXe KOJinareHu3aumo U HaTs-

W |iWwbl. B ocHoBe 6OMBLLIMHCTBA 3TUX MPOLLECCOB NeXaT yke
umme MeXaHW3Mbl: MeAMaTopbl OCTPOro BOCMAIEHUS, (DaKTo-

le.. in 1 B3aMMOLENCTBUE KNETOK C BHEKNETOUHbIM BELLECTBOM B
........ MUrpaUun KNeTok, ux nponudgepauun n andgepeHun-

........... MeXaHM3Mbl aHrmoreHesa u (hmbposa (cxema 4.11).

| TNeHWe coeMHUTENbHOTKAHHOIO MaTpMKca, 0CO6EHHO KO/-
*44 no nepecTpolika B py6eL, BO3HUKHOBEHWE PEHOMeHa HaTs-

"l [»'HM  OCHOBHbIE 3Tambl 3aKMBEHNSA PaH.
» e tn.-eH — Hambonee pacnpPOCTPaHEHHbIN B XXUBOTHOM MUpe
|1to>MMpyIOLLMA  OMOPHYIO BHEKNETOUHYKO CeTb [O/1A BCEX
. MIOYHbIX opraHu3moB. B HacTofulee Bpems HaugeHo 19
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Cxema 4.11. MexaHn3mbl o6pasoBaHus py6ua

TOP-p

T®P-p_peusnTOp

MpokonnareHasa

KonnareHasa Al MAN TMmn
Mponudepaymns
TopmoxeHue TopMmoxeHue thunbpobnactos
thnbpuHonunaa pacwenneHus
KonnareHa
*

N36biToYHas hnbponnasns
n o6pasoBaHue pybua

O603HayvyeHuna: All—akTuBatop nnasmmHoreHa, NAM —nHrnbmuTop akTuBaTopa nnasMmHoreHa
TWMI - TKaHeBble MHIMGUTOPLI MeTannonpoTenHas, BKM - BHEKNETOUHbI MaTpUKC.
T®P - TpaHchopmMupytoWwnii hakTop pocTa

pa3/IMYHbIX TUMOB KofnareHa. VIHTepcTuumnansHble GubpuanspHbie
konnareHbl | n 1l TMNOB 06ecneynBalOT HATSXKEHWNE 3KMBAOLLMX
paH. CuHTe3 KonnareHa ubpobnacTaMm NPOUCXOAUT B Hadase 3a-
XVBNEHUS paH, yepe3 3—b5 [Hei, 1 NPoJOMKaeTCs HECKOSIbKO He-
Jenb, B 3aBUCMMOCTM OT pa3MepoB paHbl. CUHTE3 KonnareHa cTumMy-
NunpyeTcs (hakTopamy pocTa U LIMTOKMHAMW, KOTOpPble CEKPeTUPYHOT-
cA nelikoumMTamm n ruobpobracTaMun B 3aKMBatoLLEen paHe. Popmu
poBaHWe KON/lareHoBOM CeTW, 0fHAKO, 3aBUCUT He TO/IbKO OT CUHTe-
3a, HO W OT paspyLUeHns KoniareHa v Apyrux KOMNoHeHTOB BHeK/le-
TOYHOr0 MaTpUKCa.

JpyrumMn BaXKHbIMW  KOMMOHEHTaMU BHEK/IETOYHOIQ  MaTpuKca
CNYXXWT 3M1aCTUH —rApotho6HbIA HEFMMKO3MIMPOBaHHbIA HEPacTBO
PUMbIA BENOK, LEeHTPaNbHbIM SAPOM KOTOPOro ABSETCS 31aCTUHOBOE
BOJIOKHO, a TakXXe TaMVHUH, (PMOPOHEKTVH 1 MPOTEON/IMKaHbI.

Pa3pylueHre KonnareHa v Apyrux 6e1KOB BHEK/METOYHOrO Mart-
pUKCa 00ECneynBaeTCs CEMECTBOM HEMTpa/bHbIX MpoTeas — Me-
TaNIoNpoTeNHa3, AN aKTUBALWUM KOTOPbIX HEO6XOLUMbI WOHbI
UMHKa. CeMeliCTBO METaN/oNpoTeMHa3 BK/OUAET MHTEPCTULMab-
Hble KOJINlareHasbl, KOTopble pacLlennaoT GUOPUNAPHLIA KonareH
I n 11l TUNOB; XenaTuHa3sbl, paspyLlatoLLme aMmoptHbIn KonnareH 1V
TMNa, a TakkKe (MOPOHEKTUH; CTPOMENU3UHbLI, AEeWCTBYHOLME Ha
pas/inyHble KOMMOHEHTbI BHEKNETOYHOr0 MaTpuKca, BK/Yas Mnpo
TEOrMKaHbl, NaMUHUH, (PUOPOHEKTUH W aMOp(HbIE KONMareHbl
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Cxema 4.12. BsanmopeiicTBue rymopasnbHbiX U KIETOUHbIX (PAKTOPOB B Npolecce penapayuu

enflue Hu it; Tu®P - TpomBounTapHbIii thakTop pocTa, TOP - TpaHchopMupytowmii hakTop pocTa,
<l lounaepmanbHblii akTop pocta, ®P® - dakTop pocTa hmbpo6nacTos.

K (}>CpMeHTbl 06pasytoTcs HEeCKONIbKUMUW Tunamu Knetok (u6-
..... Makpodaramu, HeiAiTpounamun, CUHOBUANBHBLIMU W
I1KOT0prMVI ANUTENNANIBHLIMU KNETKaMK), a UX Cekpeuus CTUMy-
WipYCTCA (paKTOPaMu pocTa 1 LMTOKMHaMU. HekoTopbie LNTOKMHEI

" LLTHON aKTUBHOCTL META/INIONPOTENHAS, CTUMYNPYSA CUHTE3 KX
W1V TbIX MHIMOUTOPOB.

(‘(*mozenvpoBaHMe BHEK/ETOYHOIO MaTpUKCa CUUTAETCA KpaliHe
iki<iimm [POLECCOM, MOCKO/bKY WHAMBUAYa/bHbIE KOMMOHEHTI
...KHETOYHOIO MaTpuKca YCUNMBAKOT WUIN 3aMefNsoT NOLBUXKHOCTb
* 1 |OK, PerynmpyoT UX akTuBaLmio 1 andgepeHLnpoBKy.

IvkM 06pa3oM, 3aXMBJIEHUE paH SBASETCA NPOTOTUNOM MHO-
MH ApyruX hOpM BOCCTAHOBNEHMS TKaHWU, AUHAMUYHBIM 1N MEHSI0-
uMMes NpoLieccoM. PaHHAs (dasa — 3TO BOCNanieHne, creaytouias

el — hmbponnasmsa, a 3aTem NepecTpoiika TKaHW W pybLeBa-
*H YauBUTENbHO TOYHAA «pexmccypa» 3TUX COObITUIA B HOpME
miina co crneyngpuUecKMMn pacTBOPUMbLIMU MeamMaTopamu U ux
| in wopamu Ha 0CobbIX KNETKaX, C KNETOUYHO-MATPUKCHBIMU B3au-
..... M i«MsIMU 1 KOHTPONMPYIOLLMM LeiACTBUEM (IU3NYECKMX (aK-
l«&T1 BKNIOUAOLLMX CUJbl, FTEHEPUPYIOLLME U3MEHEHNS Pa3MepoB U

TYHOCTb KNETOK (cxema 4.12).

MaTonornyeckue acnekThbl BOCNA/IEHNA U BOCCTaHOB/eHNs (pere-
.4 4am). MHOrve CUCTEMHbIE U MECTHble (DaKTopbl B OpraHusme

ililia BNUAIOT Ha afleKBaTHOCTb BOCMA/IMTE/IbHO-PENapaTUBHOIoO
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oTBeTa. Mcxof nocnefHero B Nepeyto oyepefb 3aBUCUT OT CTPYKTY
pbl TKAHW, B KOTOPOI pa3BMBAeTCA 3TO MOBPeXAeHWe, NpMpoas! no
BPEXAAOLLEro areHTa U UMMYHHOrO cTatyca opraHusMa. Ha 3akuH
NEHWE paH OKa3blBa€eT B/MSHME XapakTep NuTaHus. dednunt 6enka,
Hanpvmep, U 0co6eHHO AeuunT BuTammHa C TOPMO3AT CUHTE3
Ko/inareHa v 3amMeAnstoT 3axusnieHne. OKOKOPTKOMabI 06naja
0T BbIPOKEHHLIM MPOTUBOBOCNA/IMTENbHBIM [EACTBMEM, KOTOpOE
BNSET HA Pa3NYHble KOMMOHEHTbI BOCMa/leHNs 1 (rbponnasnm
Hanbonee BaXXHOW NPUUMHON 3afepXKKW 32KMBNEHUA ABMSETCH UN
thekums. MexaHuueckne (hakTopbl, TakKMe KakK MOBbILEHHOE BHY1
PUOPIOLLIHOE AaBNEHME, MOMYT BbI3blBaTb Pa3pbiB abA0MUHAbHBIX
paH. HeagekBaTHOe KpOBOCHabXeHWe, 0ObIYHO BbI3BAHHOE apTe
PVOCK/IEPO30M WU BEHO3HLIMU aHOMAaIUAMK, YXYALIAET BEHO3HbIV
OpeHaX W 3amegnsieT 3aXuBieHWe. HakoHel, WHOPOAHble Tena
(OCTaTKM XMPYPruyeckoro LLOBHOTO MaTepuana, pparmMeHTbl MeTan
Na, CTEK/O0 U JaXe KOCTHbIe 06pasoBava§) BNSAOT Ha 3aKMBMEHME

WHUU3NOHHbIE  py6Ubl WM TpaBMaTUYeCKMe MOBPEXAEHNUM
MOryT BO3HMKaTb BC/ef 3a 00WMbHOW nponudepaumein gropobnac
TOB W JpYrUX COEAUHUTEIbHOTKAHHbIX 3/1EMEHTOB, KOTOPbIE MOTyH
(hakTMYeCcKn, MOBTOPUTb pybel. Tak HasbiBaeMble AECMOMAbI, W
arpeccuBHble (MOPOMaTO3bl, 3aHUMAKOT NMPOMEXYTOUYHOE MOSIOXKEHME
MEX[y [40OPOKAYECTBEHHBIMW MPOAM(EPALMSAMU 1 3/10KA4ECTBEH
HbIMU OnyxonamMn (CM. rnasy 25). [leNCTBUTENbHO, rpaHULA Mexmy
[06pOKaYeCTBEHHOW runepniasvnen, XapakTepHoOM Ans BOCCTaHO»
NeHns, 1 HOBOOOPAa3oBaHMEM YacTo ObIBaeT YC0BHOW. HakonneHue
60/MbLIMX KOMMYECTB KOMareHa MOXET MPUBECTM K 06paszoBaHMu!
onyxonenofgo6Horo py6ua, M3BEeCTHOro Kak kenovg. [ns obpasosa
HUA KeNonaa HyXHbl WHAMBMAYaIbHbIE Npeanockbinkn. Hanpuvep,
MO HEM3BECTHLIM MPUYMHAM OH Yalle 00pasyeTcs y Ntoaen, npuHag
nexawyx K apukaHckoin pace. OTK/IOHEHMEM NpU 3aXKMBEHWN
paH ABNAETCSA TaKxke 06pasoBaHue W3OLITOYHON TpaHyNALMOHHON
TKaHW, KOTOpas BblAaB/IMBAETCS Ha YPOBHE OKPY>KAOLLEA KOXU U
(*)aKTI/Il—IeCKVI 6MOKUPYET peanuTennsaLio. ITOT NPOLECC Ha3blBal)i
M3BbITOYHOI paHynsUyeld, UM 06pa3oBaHNEM AMKOrO Msca. 36kl
TOYHbIE TPaHYNALUM NPUXOAUTCA YOaNATb XUPYPrUYECKUM MyTeMm,
4TOObI BOCCTAHOBWTL HEMNPEPLIBHOCTb 3NUTENMUA.

MexaHu3Mbl (h16PONIa3nM Npu 3aKMBIEHUN paH — Mponude
pauus KNeToK, MEXK/ETOUHble B3aMMOAENCTBUSA, KNEeTOYHO-MaT
PUKCHbIE B3aMMOCBSI3U U OCaKAEHME BHEKMETOYHOrO MaTpukca
MOXOXMW Ha Te, KOTOpPble OTMEYatoTcs Npu (rbépose, CONPOBOXAAKD
LeM XPOHWYECKOe BOCMNasieHWe (PeBMaTOWAHbIA apTpuT, ¢uopLL
Nerkux, Luppo3 nedeHu). Mpu 3aXMBMEHUW paH, OLHAaKO, (UOpPO)
CBA3aH C MepCUCTMPOBAHMEM Haua/bHbIX CTUMYIIOB ANS TUNEPrH
311 UM Pa3BUTUEM UMMYHHBIX 1 ayTOMMMYHHBIX PEaKLMIA, NPy KO
TOPbIX NMMGOLUTAPHO-MOHOLMTAPHbIE B3aUMOLEACTBUA noaaep
XMBAIOr CMHTE3 U CEKPeLMIo (PakTopoB pocTa m%m6poreHHblx HM
TOKMHOB, MPOTEO/IMTUYECKUX (DEPMEHTOB W APYruX GUONOr1YecKm
aKTUBHbIX MOMEKY/. PaspyLleHne KonnareHa KoniareHason, Hanpu
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Mep, KOTOpPOE WrpaeT BaXKHYIO PO/ib B HOPMabHOM 3aXMB/IEHUM
paH, BbI3bIBAET THKE/ble MOBPEXAEHUS CYCTaBOB MpW peBmaTounf-
HOM apTpuTe.

O6pasytowuinca pybel, cam no cebe B 3aBUCMMOCTU OT €ro BeNu-
IMHbI M PacnonoXeHWst MOXET BbI3blBaTb MOCTOAHHYIO AUCHYHK-
LMo, Hanpumep npu pybueBaHWM WHMapKTa MuoKapga. B atom
. ayyae CoeiMHUTE/bHAsA TKaHb HE TONbKO MPUBOAUT K YMEHbLLEHMWHO
*<H.CMa COKPaTUTENbHON MbILLbI, HO U AONO/HUTENLHO 06pEMEHS-

| ocTaBlytoca Mblwly. pu XpOHWYECKOM BOCMasieHUU nepcuc-
SHpytoLLee MoBpeXxAeHne NPUBOAUT K paspyLUEeHU0 TKaHU U pyo6Lie-
BaHWIO.
KocnaneHve 1 BOCCTaHOB/EHVE SBSIOTCA AYMHAMUYHLIMA MPOLEC-
Cbl, PEryMpytoLLMICA KNETOUHbIMM U BHEKNETOYHbIMA MeayaTopa-
+« 1 0BECMIEUMBAIOLLIMMI CAMOTIOALEP>KAHVE Ye/OBEHECKOrO OpraHm3ma.



"naBa 5. NATONOMMA MMMYHHOW CUCTEMBbI

3Ta rnaBa Ha4YMHaeTCA C KPaTKoro 063opa 0COBGEHHOCTEN CTpo-
eHMS U QPYHKLMIA UMMYHHOW CUCTEMbI. 3aTeM paccMaTpuBatoOTCs BCe
BadKHeMLWMe obLmMe naTonormyeckne npoLEecchl, B KOTOPbIX y4yacT-
BYKOT UMMYHHbIe CW/Ibl OpraHu3Ma 4esioBeka. YTo Kacaetcsi 60es-
Heil opraHoB IMM(OPETUKYISPHOA CUCTEMbI, TO OHU, Kak 1 6ones-
HW pyrvx opraHoB 1 CUCTEM, OCBELLAIOTCA B pasfesne YacTHon (cuc-
TeMHoI) natonorum (cm. rnasy 13).

MMMyHHas cucTema pasBuiach y YenoBeKa B KayecTBe 3aliuThbl
NPOTMB MUKPOOHbIX MH(eKUMiA. OHa obecneumnBaeT ae hOPMbI NM-
MYHUTeTa: CneLuipuyeckyto 1 Hecneuuguyeckyto. Cneunpuryeckuia
VMMYHHbI/ OTBET 3aLLMLLAeT OpraHM3M OT KOHKPETHOro Bo3byauTe-
NS, U OCHOBHOE BHMMaHMWe B 3TON r/aBe OTBOAMTCA UMEHHO emy. OH
BCTyMnaeT B AeNCTBME TOrda, Korga Hecneuuuyeckuidi UMMYHHbIRA
OTBET MCYEPMbIBaeT CBOM BO3MOXHOCTY.

5/1. CTpyKTypa 1 (OyHKLMUMN UMMYHHOW CUCTEMbI

1) Hecneumdmueckuii UMMyHHBIA 0TBET. MexaHuMuyeckKas
3awmnTa. HopmanbHasa KoXa Y BCEBO3MOXHbIE 3NUTENNabHbIE
MOKPOBbI C/IM3NCTbIX 060104EK 0OPa3yHOT MEPBLIA, NPOCTON U BECb-
ma 3h(DeKTMBHbIV Gapbep Ha MyTW MHBA3MKM NATOreHHbIX BO30YANTe-
neid. B 6OMbLINMHCTBE C/ly4YaeB B CMM3NCTbIX 060/104Kax MCMO/b3Y-
IOTCA MeXaHW3Mbl, 06feryaloLiMe M3rHaHue Takux BO36yauTenel
K HUM OTHOCATCS [BMXKEHWE CTEHOK OpPraHoB, BbICT/@HHbLIX 3nuTe-
NeM, Hanpumep Mnpu Kawlfe, YnxaHbe W PBOTE, a TAKXe MOCTOSH-
HOe [BMXKEHWE CNU3W B [bIXaTe/bHbIX MyTAX B MPOKCUMaNbHOM Ha-
npaeneHnKn, obecrneuymBaemoe paboTO PecHUYEK pecnupaTopHOro
anutenusa (cm. rnaey 15). CxofgHas PYHKLMA OCYLLECTBNAETCS B KU-
LIEYHVKE C MOMOLLbIO MepUCTarbTUKW. HakoHeL,, TOK CTepWbHOM
MOYM CMOCOBCTBYET OUMLLEHMIO MOYEBbIX MyTeW, a TOK C/e3HOl
XUIKOCTU — OYMLLEHMIO T/1a3.

FymopanbHble MeXxaHMW3Mbl. XXWAKOCTW, BbipabaTbl-
BaeMble GONLLUMHCTBOM TKaHeil opraHu3ma, cofepxat (akTopbl,
CNOCO6HbIE Y6MBaTb MAN TOPMO3MTb POCT MATOreHHbIX BO3GyanTe-
neii. Tak, NOT, BblAeNSeMbIA NOTOBLIMM XXefle3aMn KOXW, obnafaet
NMPOTMBOMMKPOOHLIMI CBOWCTBaMM, a KpOBb, C/E3HAs >KUOKOCT®,
C/IHOHA 1 CEKPETOpPHbIE NPOAYKThI KMLLEYHVKA 60raTbl (hepMeHTOM n-
30UMMOM, MNOMVaMUHAMWU WU NPOYUMMK aHTUOaKTEPUANTbHbIMU Cy6-
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i rpatamn (cM. rnasy 14). Pag 3awyTHbIX GeKOB, WMEHOLLMXCS B
POOBU M APYTUX KUAKUX CPeax 0praHn3ma, COAepXXUT KOMMOHEHTbI
KomnnemeHTa, C-peakTuBHbIV 6GeNoK 1 UHTepgepoHbl. Kpome Toro,
B COCTaB KMLLUEYHbIX CEKPETOPHbLIX MPOLYKTOB BXOAAT Takue (hakTo-
pbl, 06MafaKoLMe HecneympuyecKMMy MMMYHHBIMU CBOCTBaMU,
KK KenyfouHblii COK, NaHKpeaTU4yeckne PEepPMeHTbI U COMU XKeny-
HbIX KWC/IOT. VX Hanuumne AenaeT MECTHYHO OKPYXKatoLLlyto cpedy Ans
HO |y auTeneid, NonaBLUMX B KULIEYHWK, Hernpuemnemoid. MoHATHO,
Mo y MHOTUX BO30yAauTeNel Bblpa60TaHbI MeXaHM3Mbl MPEOAONEHNS
*LMTHLIX 6apbepoB.

KnetTouHble MeXaHW3Mbl. MHOXeCTBO TUNOB K/IETOK
y4acTByeT B MexaHU3Max _Hecneuufuyeckoro MMMyHUTETa: BCE
HUNMMOP(HO-AAEPHbIE NEMKOUNTbI (HEATPOMUbHbIE, 6a30hmnb-
HbIC U 303MHO(MWbHBLIE), MOHOHYK/eapHble (arouuTbl, TYyYHble
PHETKY U ECTECTBEHHbIE KU/epbl er/1atural killer, NK). XopoLuo u3-
iit To, HACKONbKO LUMPOKO B TKaHAX OpraHn3ma pacnpocTpaHeHbl
PUETKM CUCTEMbI MOHOHYK/eapHbIX (harounToB. B 3aBucumocTM OT
MPraHHOW NPUHaANEXHOCTM OHU WMEIOT pasHble 0603HAYeHUs: B
BLI-AVHUTENIbHOM TKaHW W MM(OUAHON CUCTEME — TUCTUOLUMTbI, B
neveHn — Kyndpeposckre KneTku (K.W.KupfTer), B nerkux — anbse-

Tpyible Makpoghary, B rOIOBHOM MO3re — KeTKW MAKPOI/IMKA, B MNO-
YeyHbIX Kybo4Kax —Me3aHrMoLMThbl, B APYrUX TKaHAX —Makpoda-
4 J1eKOLUMTbI N Makpodars CrocoGHbI MOF/OWATh W YHUUTOXATL
wndyautenein (cMm. rnasy 2). NK-KneTKu COCTaBAAOT cybnonyns-
HVIO uMounToB. C MOMOLLLI0 HecneLupuuecknx MexaHu3mMoB
sl CMOCOOHbI YHUUTOXATb KNETKW OpraHu3Ma X03suHa, UH(pUUn-
pOBaHHble KakMM-1160 BO3GyauTeneM. Bce nepeumncrieHHble Mexa-
M/ 1Mbl AEACTBYIOT BbICTPO M Ha paHHMX 3Tanax nHgekumun. MHorga
UMM (PYHKLUUOHUPYIOT B OTCYTCTBME CMeLM(MYecKoro MMMYHHOM0O
inneta. Ho MHOTME M3 HUX ObIBAIOT UHWULUMPOBAHbI WN YCU/IEHDI
WIMMOHEHTaM CMeLMHUYECKON NMMYHHOI CUCTEMbI.

2) CrneupdmyeckmiA UMMYHHBIA 0TBeT. [pM3Hakamy Takoro oT-
Mehi, OT/IMYAOLLMMKN ero OT HecneLupUUeckKnx UMMYHHbIX peak-
UK, ABASKOTCA CNeuMMYHOCTb, MMMYHO/IOTUYeCKas namsThb, pac-
M/ LLIABaHNE «CBOE0» U «UY)XKOro».

CneunMdmMUYHOCTb MNPOABASETCS B TOM, YTO UHMEKLUS,
i WaHHas Kakum-nnbo BO30yAMTENEM, NPUBOAMT K PasBUTUIO 3a-
nirel TONILKO NPOTUB 3TOM0 Bo36y,q|/|Tenﬂ N 61M3KOPOLCTBEHHOIO
TeHTa.

MamaThb BO3HMKAET MOC/IE peann3aLuy UMMYHHOTO OTBeTa
hi Kakoi-nnbo KOHKPETHbI BO36YauTeNb U, Kak MpaBu/io, COXpa-
HIT rest B TeYEHWe BCEW MOC/eayoLLEN XKIU3HW B KaUecTBe 3aliUTbl OT
Y*YTTOPHOM MH(EKLMM, BbI3bIBAEMOW 3TUM Xe B036yauTenem (Mo
I' N M.MacSween, K.Whaley, 1994). Takoit MexaH13M o6ecneumnBa-

H 11 CMIOCOBHOCTbIO WMMYHHOI CUCTEMbl K 6bICTDOMY BOCKpeLLe-
HUIO B NamATV GMOXMMUYECKOTO COCTaBa HEKOTOPbIX Cy6CTaHLMI

MWEeHHOro Bo30yauTens. MexaHn3M VMMYHOJIOTYECKON namsTy
M.yr/I0B/INBAET YCKOPEHHBIA U CUMbHbIA OTBET (BTOPUUHLIA MMMYH-
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HbliA OTBET) NpW NOBTOPHON MHMEKLMN. OH SBNSETCS OCHOBOW pas-
BUTWSI UMMyHM3aLum, T.€. ECTECTBEHHO UMM UCKYCCTBEHHO CO3/aH
HO MMMYHO/IOTMYECKOM 3aluUThbl MPOTUB TaKOW MHPEKLUN.

Pa3nunyuyeHne «CBOETrO» W «YyXOTF0» —BakHbIA Me
XaHM3M CreundrUYeckoro MMMYHHOTO OTBETa, BblPaXatoLNiics B
pacrno3HaBaHUM KOMMOHEHTOB COBCTBEHHLIX TKaHel opraHu3Ma u
Yy)XXePOAHbLIX MPOAYKTOB. W3pedka opraHM3M MpUHUMMAaeT yKasaH
Hble KOMMOHEHTbI 33 Yy>XepOoAHble W OCYLLECTBAAET ayTOMMMYHHbI
oTeeT. OfHaKo CneAyeT UMETb B BUY, YTO MEpPUOf KOHTAKTOB C
KOMMOHEHTaMMW COOGCTBEHHbIX TKaHel B X0fe BHYTPUYTPOGHOro pas
BUTUSA N0Ja ABNSETCA BMOMHE LOCTATOYHbLIM [J11 BO3HWKHOBEHUA
COCTOSIHWSA CTabW/bHOW Cneun@uyeckol HeBOCMPUUMUMBOCTU K
CBOUM TKaHAM. YKa3aHHOe COCTOSHWE Ha3blBAKOT MMMYHONOMMYECKON
TonepaHTHocThio. Crneunpuyeckne MMMYHHbIE OTBETbI 3aryCKaroT-
CA aHTureHamu. 3TW OTBETbI NPOABAAKOTCA FYyMOPaSbHLIMU U Kile-
TOYHbIMW peakynamMn. Fylvlopaanble WMMYHHbIE OTBETbI BblpabKatoT-
CA B CMHTE3e aHTWTe/, KOTOpble HEATPaNu3ytoT aHTWUrEeH, 3anyCcTuB-
WA CUHTE3. AHTUTeNa OTHOCATCA K rpynne 6efkoB, CyMMapHO
0603Ha4YaeMbIX KakK UMMYHOrN06YMHbI. 3almuTa ¢ NOMOLLbIO aHTU
Te/l MOXET CO34aBaTbCA WCKYCCTBEHHLIM MyTeM: MOC/e BBeAEHUS
CbIBOPOTKM KPOBM OT UMMYHHOrO (MMEHLero aHTuTena) WHAUBK-
LyymMa HEMMMYHHOMY YefioBeKy. Y MOCMefHero B 3TOM Cliydae pa3
BMBAETCS NACCUBHbIN MMMYHUTET. KneTouHble WMMYHHbIE MEXaHN3MbI
He 3aBUCAT OT BbIPabOTKM aHTUTEN. OHU peasin3yoTCA C MOMOLLbHO
MM OLNTOB.

HopmasibHas 3alinTHas peakumss Ha MHGEeKUMo BK/OYAET B
cebs 06e popMbl UMMYHHOTO OTBETA U1 SIB/ISIETCS CNIOXKHbLIM MPOLIEC
COM, B KOTOPOM MPOWCXOAMT B3aMMOAEACTBIE MeXAY pasHbIMK BU
Jamy TMMQOLMTOB, a TaKkXKe MexXay nmMmgoumTamm, Makpodaramm u
OPYTMU KETKaMMm.

3) KneTouHble ocHOBbI MMMYyHHOro oTBeTa (no R.S.Cotran,
V.Kumar, T.Collins, 1998) (ta6n. 5.1). Bce cneyugpuyeckue UMMyH
Hble O0TBETbl 06ecneunBatoTCa MMM@oLUTaMnu. AHTUTENA BbipabaTbl
BaOTCA C NOMOLLbBIO B-1uMdouuTOoB, @ KNETOUHbIE UMMYHHbIE peak
LMW peasM3ytoTcs ¢ NOMOLLLIO T-IMMGoUMTOB. YKazaHHble MO
UMTbl YaCcTO MMeHYIOT B- 1 T-kneTkamu. Bce numounTbl passrsa
IOTCS B KOCTHOM MO3re U3 06Leli KNeTKu-npegLecTBeHHNKa. Janee
npomcxoant anddepeHLMpoBKa (cospeBaHmefnmo B TKaHW KOCT-
Horo mo3sra (B-knetku), nu6o B Tumyce (T-kneTku) (cxema 5.1)
3T opraHsl 0603HavaroT Kak nepsuuble iMMgonatbie opradbl. U ry-
MOP&/IbHbIA, N KNETOUHLIA UMMYHHbIE OTBETbI HYXXAAKOTCA B €4UH
CTBEHHOM MOKOALLEMCS, WM «[EBCTBEHHOM», IMM(OLMTE /1A CBA
3bIBaHWsA C eAMHCTBEHHOW B CBOEM POJE aHTWUIEeHHOW [eTepMuHaH
TOW. Takoe CBf3blBaHUE MPOMCXOAWUT C MOMOLLBIO CMELUNYECKOHD
peLenTopa, Nnocse Yero AIMMQOLMUT AaeT Ha4ano 60MbLIOMY Konuue
CTBY WAEHTUYHBIX [LOYEPHUX K/ETOK, COXPAHSAOLWMX AHTUrEHHYHO
CNELMPUYHOCTL MepBOHaYaibHOro npeALwlecTBeHHNKa. CymMMapHO
3TW HOBble KNETKU-MOTOMKW COCTaBAAKT KAOH (CM. rnasy 6)
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1 atom 5.1. AnddepeHunpoBka nuMmpounTos

lnayBMua:TaT-TepMUHANbHAAAEI0KCUHYKNEOTNAUNTPAHC(epa3a (MapkepHe3penbiX
em(«"MN'oB). CD - neiikouMTapHble aHTUTEHbl JudhepeHUnpoekmn, TcA - T-KneTouHbIi peyenTop,

+..FHEBHbI FNaBHOro Komnaekca TctocoemecTumocTu Il knacca, SIG - NOBEPXHOCTHbIE
«MY.HYNO6YNUHBI

M.(. HHO KnOHanbHas nponudepauns n obecneunBaeT To, 4YTO 6€3

| ..n CNeunguYHOCT MMMYHHbIA OTBET MOXET ObiTb ObICTPO
> MHIT K.

MMHNTMEe T- n B-KNETOYHbIX KAOHOB MpeacTaBnseT coboit

+ e 1 NIPOLECC NponAngepauunn 1 gugpepeHunpoekn. OHo npu-

IH K BO3HWMKHOBEHMIO MOMY/ALUM KOMMUTUPYHOLWWMX (orpege-

JMX) 3D(HEKTOPHBLIX NEMEHTOB, (DYHKLMS KOTOPbIX COCTOUT B

B HUM IMMOLMTOB A0 CNOCOBHOCTU K MOYTU MOSHOW SINKBU-

.. aHTureHa. B cucteme B-numgouuToB Takumu aggekTop-

X LemMeHTaMy SBNAKOTCS Ma3MaTUYECKVe KNETKY, a B CUCTEME

HMOLMTOB — LM TOTOKCUYECKME T-KNeTKU U T-KNeTKK, yuacT-
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Tab6nunuya 5.1. KneTku, yyacTsytowme B MMMyHHOM OTBETE

KneTtkun

[o6aBo4Hble

AKTVBMpOBaHHbIe
NMMoUnTbI

AHTUTEHNpPeACcTaB-
nsioLme

B-numdouunTbl
(B-kneTku)

LinToTOKCMYECKMe
T-KNeTkn

JeHapnTnyeckne
(LeHapUTHBbIE)

AeKTOpHbIE
nmmoounTbl

®oNNNKynsipHble
LeHapuTUYecKne

MMMyHO6NacTbI

JIumcpobnacTbl

Makpodaru
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XapakTepuctuka

KneTkn HenuMgounTapHoii Npupoasl, feiicTByloWMe Kak
MOZyNATOpPbl UIMMYHHOTO OTBeTa, (PYHKLUUA NUMGOLUTOB,
pasBUTUSI TKaHeil. FABNSIOTCA 06bIYHO 1a-MO3UTUBHBLIMMU.
Bo MHOrMX Ccflyyasx WrpawT CyLWecTBEHHYH poib B
aKTUBHOCTU XennepHbIX T-KNeTOK Ha HayafbHbIX 3Tanax
MMMYHHOT0 0TBeTa. MHOrue 406aBoYHbIE KNETKU MOX0XKU
Ha MOHOHYK/leapHble (harouuTbl, HO HEKOTOpble U3 HWX,
Hanpumep AeHAPUTUYECKME, He SBNSIOTCS (aroymTaMm

AHTUTEHCTUMY/IMPOBaHHbIE MMMGOLUTBLI, WA Nponunde-
pvipylowme B Bufe BNacTHbIX hOPM, WU NpUHUMAKOLLNE
aKTMBHOE yyacTue B UMMYHHOM OTBeTe

HenumdouuTapHble KeTKW, MepeHocswme aHTUreH u
npeAcTaBnsiloWMe ero AMMpouuTaM, B pesynbTaTe Yero
pa3BMBaeTCa UMMYHHbI OTBET

NumMdoLunTbl, NpPoUcxXoAsiLive U3 KOCTHOTO MO3ra, HO He
npoLleALine yepes TUMyC. MrpalT rnaBHyl posb B ry-
MOpa/ibHOM MMMyHUTeTe. Tlocne CTUMYNALUM aHTUTeHOM
andepeHUMpPyOTCS B aHTUreHNpoAyLupylolme nnasma-
TUYECKMe KNETKU

Mogrpynna  addeKTopHbIX  T-numpounToB  (06bIYHO
CD8), cnoco6HbIX K NPSIMOMY /N3UCY K/1ETOK-MULLIEHEN.
PaspylwaloT KneTku, WHOULUPOBaHHbIE BUpycamMu W
HecyliMe WU30/I0rNYHbIe (CUHTEHHbIe) aHTureHbl knacca |
(pecTpukumsa HLA)

DONNNKYNSAPHbIE AeHAPUTNYECKNE KNETKU U AeHApUTuYe-
CKMe KNeTKn 6enoli nynbnbl cene3eHKW W napakopTu-
Ka/ibHOlM 30HbI NMMdaTUYecknx ysnos. llocnegHuii Tun
OTHOCUTCH K [06aBOYHbIM K1eTKaM Ans akTuBauumn T-
numMmgoumToB

MonHocTblo AnddepeHUNPOBaHHbIE MPOM3BOAHbIE aHTU-
rCHCTUMY/IMPOBAHHbIX NTMM$061acTOB, BbIMOMHAOLWME NPS-
Mble PYHKUUM B UMMYHHOM 0TBeTe. [nasmarnyeckne KeT-
K1 — «/iuMoLUTapHble aththeKTopbl» B-KneTouHoro psga

O6HapYXMBalOTCA B repMUHATMBHBLIX LEHTpax (onIunky-
/OB CeNne3eHKU 1 numdaTtuueckux ysnos. O6nagalT
LMUTOMNMa3MaTUYECKUMM OTPOCTKaMU, CMOCOGHBIMUW A0r0
COXpaHATb aHTUreH

AsnaloTcs numdounTaMu, CTUMYIMPOBAHHBLIMW aHTUre-
HOM, Mocfe Yero OHW CTaHOBATCSH 3PHEKTOPHLIMU NNUM-
thounTammn

MpefcTaBnAlT CO60M BNACTHbIE 3/1eMEHTbI NMME0MNo33a ¢
HEXHOI CeTbio XpoMaTunHa ¥ 6a30PUNbHLIMU AAPbILLIKaMU
B sigpax. ®opmupytoTcs in vitro u in vivo nopg Bo3geiicT-
BMEM aHTUTEHHOW UM MUTOTEHHOW CTUMynAunn. Jenartcs
1 06pasyoT nonynaunio 3g(eKTopHbIX TMMAOLNTOB

CocTaBNsAlOT MHOFOYMCNEHHbIE BUAbl KIETOK CUCTEMbI
MOHOHYKJ/CapHbIX ¢arountos (CM®). [lMonarawT, 4TO
60MbLUNHCTBO M3 HUX — fiepnBaTbl MOHOLMTOB KPOBYU



Knetku
KneTkn namaTtu

[CTeCcTBEHHbIC
Kunnepbl
(NK-knetkn)

Mnasmarnyeckne

Mokoswmeca
MMpoONnNTLI

1 xennepHele

1 viumcbonnTel
11 kneTKw)

1 lynpcccopHble

b in me nHble»
nyugoUnTbI

MpopgonxeHune Tabn. 5.1

XapaKTepucTuka

T- 1 B-K/eTKW, KOTopble OMOCpeaytoT UMMYHOJOruyec-
Kyl NamsTb

NumdonaHble 3M1eMeHTbI, YHUUTOXalolW e YyBCTBUTE/b-
Hble K HVM OMyXo/ieBble KNeTKU-MULLEHU NPW OTCYTCTBUM
MMMYHU3aLMUN 1 aHTUTeHHOM cneynguyHocTu. CogepxxaT
B UMTONMA3Me KPYrHble FpaHy/bl

MpeAcTaBATENN KOHEYHOro aTana AuggepeHLUpoBKY B-
NIMM(OLMTOB, TNaBHbIA KNETOUHbIA TUM MO BbIpaGoTKe
MUMMYHOTI06Y/IMHOB U BaXKHeMLIMe KNeTKU FyMOpasbHOro
UMMYyHWTeTa. BcTpeyatoTest B MUMAOUAHBIX TKaHaX. Mocne
AHTUTEHHOW CTUMYNALMU UX KOMMYECTBO BO3PacTaeT Kak B
30HE BXOfHbIX BOPOT aHTWUreHa, TaK U B APEHUPYIOLLUX
NMMdaTUYecKnX y3nax

Manble MMMGOLUTBI, Haxoasumnecs B haze GO K/IeTOUHOro
uMkna. MoryT He MMeTb BCTPeYM C aHTUTEHOM WM e
NpeAcTaBASIOT cO60l KNETKM NaMsTy

NnmdoumnTbl — aepuBaTtbl TUMyca (06bIYHO, C Mapkepom
CD4). Nx Hanuuue n nomolb (help) TpebytoTcs ana Bbl-
paboTkn B-numdoumTammn aHTUTeN Ha HOPMasIbHOM YPOBHe

NuMGOLMTLI — NPOU3BOAHbIE TUMYyca. MrpaioT rniaBHYHO
pofb KakK aHTUreHpPeaKTWBHbIE K/IETKA U 3(h(eKTOpHble
KNeTKU B K/1IETOUYHO-0MOCPEA0BAHHOM MMMYHUTETE U Kak
3MleMeHTbl Koonepauum ¢ B-numdounTtamu Ans BblpaboT-
KV aHTUTEN NPOTMB TUMYe3aBUCUMbIX aHTUFEHOB

Cyé6nonynsaumna T-num@ounToB, KoTopas o6najaeT map-
Kepom CD8. 3TU KNeTKn HenocpeAcTBeHHO MofaBNsAoT
UMMYHHbI 0TBET

Manble MOKosilMecss MUMEGOLUTBI, KOTopble HUKOrga Hel
BCTPEYa/INCb C aHTUFEHOM

| TiWMe B peakuusax runepyyscTeuTensHocTu. [pn T-KNeToYHOM
ThhepeHUMPOBKE TakxKe BblpabaTbiBatOTCA AMMMQOLMTLI, 06nagato-
..... PerynaTopHbiMM  (OYHKLMSIMW, — XennepHble W CynpeccopHble
I »neTku (06a npunaraTe/ibHbIX 03HAYAlOT «NOMOratoLme» N «Mo-
| TMHIOWME»). Kpome TOro, K/IOHa/bHas nponugepaums T- u
[* ¢ LTOK MPUBOAWT K BOSHWKHOBEHWIO NMOMNYAAUMIA aHTUTeHCNeLm-
I HYeCcKuX KneTok namaTu. X QyHKUMA 3aKIoYaeTcs B BbICTPOM
| Heee Ha ByaylLlee BO3LENCTBME CYLLECTBYIOLLEro B NaMATU aHTuUre-
M unbimu C/I0BaMU B 06ECMeYeHN BTOPUYHOTO MMMYHHOMO OTBe-
e KHeTOYHbIE MEXaHW3Mbl, HauMHaloLLe CBOK paboTy B Xofe M
M He pacro3HaBaHUS aHTUIeHa, PeasM3yrTC BO BTOPUYHbLIX UM-
<UIHbK opraHax — NUMMATUUYECKNX Y3nax, Cene3eHKe, He6HbIX
....n.lmHax, neiiepoBbix (E.Peyer) 6nswkax (rpynnosble nvMMmda-
H nu ke (DONJIMKY/IbI) TOHKOW KULLIKWU W MMGaTUYECKOM annapaTe
LLy1 06pa3HOro OTPOCTKAa CNEMON KULKMK.
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4) CTpOeHve UMMYHHOA cUCTeMbl. TUMYC. 3NEMEeHTbl CTPO-
Mbl 3TOr0 OpraHa pa3BMBalOTCA B OYEHb PAHHEM MEPUOLE BHYTPUYT-
POGHOI XXM3HW Nfioga B BUAE aNUTeNNaIbHbIX BpacTaHWin aHToAep-
Mbl Ha YPOBHE TpeTbell U YeTBEPTON BGpaHXMOreHHbIX (XabepHbIX)
Jyr. 3TN BpacTaHUs MOABEPraroTCA UHMPUIBTPaALUN ME3EHXUMHbLIMU
aNeMeHTaMK1, VMEIOLWMUMU 3KTOAepMaslbHOe MpoucxoxaeHne. Ha
paHHKX cpokax Il TpumecTpa 6epeMeHHOCTU NPUMUTUBHASA CTpoMa
OyayLlero TMMyca 3acensieTcsi CTBOJIOBbIMW K/ETKaMW remMonoaTu-
YecKoro npovcxoxgeHus. ocne atoro opraH npuobpeTaeT Xxapak
TEPHbIA BUA 1 CTPOMTCA M3 OTAEMbHBIX JOMEK, UMEIOLMX BHELLHIOH
KOPKOBYH 1 BHYTPEHHIOKO MefynnspHyto (MO3roByto) yactu. B kope
TUMYyCa pa3BuUTa CeTb ANUTENUAIbHBIX KNETOK. OHA COLEPXUT Takke
KNeTKW, NogobHble Makpodgaram, 1 BKNOYaeT B ce65 60NbLUNHCTBO
TUMYCHBIX TUM(OLNTOB. B KNETOUHbIX CYCNEeH3UsX, NONyYaeMbIX U3
TKaHW TUMYyCa, MOXHO OOHApPYXWTb 3/IEMEHTbI, U3BECTHbIE KaK MoA-
JEP>KVBAIOLLIVE KNETKW, WNN «KNETKU-HSAHbKW», MNPeAcTaBAstoLLImMe
CO0O0I KOHIIoMepaTbl 13 MMMAOLNTOB U KOPTUKAIbHBIX 3NUTENNO
umToB. lMonaratoT, YTO OHWM UFPAKOT BaXKHYHO POSib B AnGGepeHL M-
poBke T-kneTok. Kopa TuMmyca MpefAcTaBnsieT coboi 30HYy, B KOTO-
poii MPOUCXOAAT M WHTEHCUBHBIA NUMAON033, U 3HAYMUTE/bHAS
YyacTb npotecca rmbenn Knetok. MogcumTaHo, 4to okono 1 % num-
(houMTOB, 06pa30BaBLUMXCA B TUMYCE, MOKUAAIOT ero B BUAE 3pefbIX
T-KNeTok (CM. pasfen o perynauum MMMyHHOro oTeeta). Meaynnsap-
Hast TKaHb TUMYCa COLEPXMT ropasfio MeHbLle NTUMQOLUTOB U Npu-
3HAKOB (hM3MONOrMYeCKoin cMeHbl (060poTa) KneTok. OHa 3anosHe-
Ha 406aBOYHbLIMW KNeTKamu, Heo6XoAMMbIMK Ana peanusaumm u-
Ha/lbHbIX CTaAWIA AN hepeHLMPoBKN T-KNEeTOK.

Byayun nepBUYHLIM NUMQOUAHBLIM OPraHoM, TUMYC He MPUHU
MaeT ydactTus B (pOPMMPOBAHMU MMMYHHOIO OTBETa Ha crneumdgu
YecKMe aHTureHbl. Ero yHKLMKN, He CBA3aHHbIE C aHTUTEHOM, pea
NN3YIOTCA NOYTU UCKNIOUMTENBHO B XOAE BHYTPUYTPOOHOWN >KU3HU
nnofa WaM paHHeM HeoHaTa/lbHOM nepuoje. [JaBHO W3BECTHO, 4TO
BPOX/EHHOe OTCYTCTBME TUMYCa (MU YaasIeHWe ero Npu poxaeHnm)
CO34aeT MOYTU MOMHYI0 HEfOCTaTOUYHOCTb (PYHKUUM  T-KNEeToK
Mocne poXaeHWs 13 3TOro opraHa nepemMeLLaeTcs 60/bLIOe KoNnye-
CTBO T-KNeTOK B Apyrue (nepudepmnyeckne) TKaHn v opraHbl. B no
NOBO3PeNIoM OpraHu3mMe TUMYC UrpaeT He3HaUUTeNbHYIO Pofib, MOTO-
My 4TO B GONbLUMHCTBE C/lyYaeB K/IETOYHO-0MOCPeOBaHHbIA UMMY-
HUTeT o6ecneynBaeTca JONTOXMBYLLMMU T-KNeTKaMK B TaK Ha3blBa-
eMbIX Nepudepuyecknx TKaHsX.

Numpartumyeckunme y3nbl 061aal0T ABYMS [NaBHbIMU
(DYHKUMAMUN — NepexBaToM W yfaneHWeM WHOPOAHOIO MaTepuana,
NPOXOJALLEro Yepe3 HWUX B MOTOKE NIMM(bl, @ TaKXe y4yacTueM M
(hopMUPOBAHUUN UMMYHHOIO OTBETA.

Kaxxblii Takoii opraH COCTOUT U3 NMOBEPXHOCTHON — KOPKOBOIA -
N UeHTpaibHOW — MefynnspHoi — 30H (cxema 5.2). OCTOB opraHa
NPeAcTaB/ieH CETbIO HEXHbIX PETUKY/IMHOBBLIX BOJIOKOH, MEPEMEXato
LLUMXCA C MHOTOYUCIEHHBIMU IUM(ATUYECKUMU CUHYCAMW, BbICT/iaH
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Cnoma 5.2. CTpoeHve nuMmdaTtnyeckoro ysna

AdtepeHTHble (NpuHoOCALKe)

11««>4KOPTUKASIbHT numdaTnyeckme cocypbl

|n ocHoBHOM T-

Numtatnyeckune Gonnukynbl
(B OCHOBHOM B- kneTtku)

KpaeBoil CUHYC
MegynnapHas 30Ha

LLeHTpbl pa3MHOXeHMs

»'1'KanbHaa 30Ha
MegaynnspHble CUHYCbI

es/1>»PeKTHbIN (BbIHOCALLNIA)

" ApTepus BeHa
numdaTuyecknii cocyp

WIMU PETUKYNAPHLIMU KNIETKaMU. BONbLUMHCTBO CBOGOAHBIX KNETOK
LIJM%&TI/ILIGCKOFO y371a COCTaBMAT MMMGOUMTLI. B KOPKOBOI 30HE
MMQOLMTbI pacnonaratoTcs TECHO, a B MOBEPXHOCTHbLIX KOPKOBbIX
| HIaX MMEIOTCS X 04aroBble CKOMJEHNs, Ha3blBAEMbIE MepBUYHBLIMM
"y \ukynamu. locne CTUMYNALMU BHYTPU MEPBUYHBIX (ONINKYOB
1LHAATA oKpyrble 30HbI IMMQON033a — LEeHTPbI PA3MHO>KEHUS,
ni TEPMUHATUBHbIE LEHTPbI. [epBOHaYa/IbHO POSIINKY bl COCTOSAT U3
N ' NIETOK, XOTS TaM HaxoAmUTCs 1 HeBOsbLLOEe KOMYECTBO XeNnepHbIX
| »CTOK. LIeHTpbl pasMHOXeHWs cofdepxxaT B-numdobnacTs! 1 don-
YAMPHbIE eHAPUTUYECKME KNETKWN, KOTOPble YHacTBYIOT B Y/1aB/n-
Wi @aHTUTeHa U NPeSCcTaBfieHun ero B-kneTkam.
Bonee rny6okue OTAeNbl KOPKOBOW 30HbI, Ha3blBaeMble MHOrAa
UMKOPTUKA/IbHLIMW, NPeACTaB/eHbl HEYETKO OUYepUEHHBIMU MOHO-
PhOHLIMM y4acTKaMU TKaHW, feXalleil Mexgy NOBepXHOCTHOW
>MBOA 1 mMeaynnapHoi 30HaMU. DTU OTAEMbl Ha3bIBAKOT TaKXke
*yyyeLLBUCUMbIMA. OHW 3amnosiHeHbl T-K/JeTKaMu Y B3auMOBNAYK-
UNWMICA  (MHTEPAUTUTUPYIOTUMMW)  LEHAPUTHBIMU - K/IETKaMU,
I'" m rasnakMUyMn aHTUreH T-knetkam. [lapakopTuKanbHble oTAe-
| | oXCpxKaT TakxKe crneumann3npoBaHHble KPOBEHOCHbIE COCY[bl,
"inWwble KaK BeHynbl C BbICOKUM (KYyBUYECKMM) 3HAOTENNEM
ill V) TMocnegHve SBAAOTCA NOCTKANUANAPHBLIM OTPE3KOM BEHY-
....0r0 pycna, BaXHbIM [N BbIX0Aa IMM(OLUTOB U3 KPOBOTOKA B
lonTuyeckme y3nbl. Slumda, nonafaowas B AMMMATUYECKWIA
4 | N0 npuHOCALMM NMMGpATUYeCKUM cocyfam, MoCcTynaeT B re-
*mf] PUYECKNIA CMHYC, MAYLLIMIA NO OKPYXXHOCTW OpraHa W CBSi3aH-
Bhi 1 30He BOPOT C BbIHOCALLMM cocyfoM. W3 nepudepryeckoro
Wi 1 ApeHaX UMbl OCYLLECTBASETCA B MeLyNNSAPHYIO 30HY MO
iiivi.iM' npocTUpaloWwmUMca 0T MOBEPXHOCTHbIX KOPTUKASbHbLIX

* IKOB [0 rNy6OKMX OTAEN0B KOpbl. B MefynnsipHoi 30He MHOrO-
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YnCNeHHbIe TMM(ATUYECKNE CUHYCbI 06BEANHAIOTCS B BbIHOCALLWIA
numMdaTUYecKuii cocya.

B OTBET Ha MECTHbI aHTUreHHbIi CTUMYN, HanpaB/ieHHbI Ha
nUMGaTnyecKmne y3nbl, APEHNPYIOLLMEe COOTBETCTBYIOLLMIA PETMOH, B
y3nax BO3HMKAtOT NONHOKPOBHWE, NHTEHCUBHOE HAKOM/IEHWE NUMAO-
LUMTOB M YMEHbLUEHME WX 3MUTPaLMM B BbIHOCALWMIA cocyd. 3TOT
OTBET Kak CBOe0Opa3Hblii MPOLECC «BbIK/IKUEHUS», BO3MOXHO, Bbl-
3bIBAETCH aHTUreHOM WK 406aBOYHBIMU KNETKaMW, Harpy>XeHHbIMU
aHTUFEHOM U NPUGLIBLUMMMK B NMMGATUYECKUIA Y3en MO NPUHOCS-
WM cocyfiam. 3a HUM, BepOSATHO, CMefytoT aKTUBaUmus aHTUreHcne-
UMMUecKnx T-KIETOK W BblJeNeHne pacTBOPUMbIX MeAMaTopoB
Mocne aToro nMmQarnyeckme y3bl 3aMeTHO YBENUUMBAIOTCA B pas-
Mepax u3-3a NpoangepaLMn aHTUreHpeakTUBHbIX NMmgounTos. B
TeyeHWe 2 fiHeld aKTUBUPOBaHHble T-kneTku (T-numco6bnacTbl) no-
AB/IAOTCA B NapakopTUKabHbIX 0TAENaX, rAe CTaHOBATCS Haunbonee
3aMeTHbIMK MPUMEPHO Yepe3 5 AHeli. 3a 3TOT CPOK MHOrve u3 T-
numgo6nacToB 06HaPYXXMNBAKOTCA B BbIHOCALLEM COCYyfe B MpoLecce
amurpaumm u3 numgarmyeckoro ysna. B To e BpeMs Hemanoe Ko-
NNYECTBO 3TUX KJIETOK OCTAeTca Ha MecTe U guddepeHLmpyeTca B
Masible T-KNeTK/ NaMsaTy, KOTOpble 3aTeM MOCTYNatoT B (hOHA peump-
Kynaum (B UMY M KpOBb, LPKY/UPYIOLLME B 3aMKHYTbIX CUCTe-
Max). llocne KOpoTKOro WMHTepBasa OMNMCaHHble W3MEHEHUs B Th-
MYC3aBMCMMOii 30HE COMPOBOXAAKOTCS aKTuBauueid 1 nponvdepa-
uneli B-numdoLmnToB B (DONNMKYNAX WU NOCMeLYOWMM NOABMEHNEM
LIEHTPOB Pa3MHOXEHUSA U M1a3MaTUHECKMX KNETOK. Kpome Toro, He-
KoTopble B-numdobnactbl andoepeHUNpyOTCa B Maslble PeLmpKy
nupytowye KNeTkn namaTu. FepBMYHAs Pob LEHTPOB Pa3MHOXE
HMA 3aK/TH0YaEeTCA B CO34aHWUM Nia3MaTUyeckuxX KNeToK, BblpabaTbl
BalOLMX aHTUTeNa, M 00pa3oBaHWM KNETOK MamATW. YCnex 3Tol
PONW 3aBUCUT OT MPOLOMKUTENBHOCTU 38JePXKKM aHTUreHa Ha Mo
BEPXHOCTU (DONNUKYNAPHBIX AeHAPUTUYECKUX KNeToK. [onras 3a-
[lepXXKa faeT BMosiHe 40CTaTOYHOe BpeMs A4ns NpeAcTaBNeHUs aHTu
reHa B-knetkam B LIeHTpax pasmMHOXEHUS.

CeneseHka. JiumdonaHas yacTb Cene3eHkn — Genas nyb
na (numdonaHsle hoNMKYNbl, UMEIOLLNE TAKXKe YCTapeBLUWIA CUHO
HAM -- aHa/or Ha3BaHWA MOYeUHbIX K1YyOOUKOB — Masbnmriesbl
Tensbuya; M.Malpighi) — nogpasgensietcd Ha T- U B-KneTOYHble
30Hbl. T-KNeTKWU 06HapY>XMBAIOTCH B MeprapTepuonspHbIX MMgaTy
YeCKMX 000/104KaX, T.e. BOKPYr apTepuosi, NPOXOASALUMX B LEHTpe
NMMAOUAHBIX (HONIUKYNOB CeNneseHKU. B-KNeTku onpefenstorcs u
nepuepmnyecknx 30Hax (onnKynoB. FMONOCKM TKaHW, pacnona
ratoLyecs Mexay NMMGonaHbIMI (QONNUKYNIaM1 11 OCTasIbHOM (pe-
TUKYNAPHOW) TKaHbl OpraHa — KpacHOl Nynbroii — HasblBatoTCA
MaprmHa/sbHbIMM  (KpaeBbiMU) 30HaMW. VIMEHHO 3peck mpowvcxoau!
B&KHbI/A MPOLEcC — 3Murpaums nuMgoLMToB KpoBM. B aTnx 30Hax
MOXHO BbIIBUTb Oceffble (pPe3naeHTHble) B-kneTkn. OHWM OTAMYa
t0TCA OT B-KNETOK (hONNMKYNOB TEM, YTO HE ABNSKOTCA PELWPKY/IM
TOPHBLIMW W TEM, UTO Ha CBOE MOBEPXHOCTWU HecyT He IgD, a IgM
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PyHKUNA 3TUX NTUMPOLMTOB B OCHOBHOM CBSi3aHa C UMMYHUTETOM
NpoTVB TUMYCHE3aBUCUMbIX aHTUreHOB. benas nynbna ceneseHku
pearvpyeT Ha aHTUTEHHYIO CTUMYNALMIO TaK >Xe, Kak ee aHanor —
honnmKynbl NMMQaTNUYeCKnUX y3nos (CM. Bbiwe). OgHaKO, NOCKO/b-
Ky 3TOT OpraH CTalKMBAeTCH TONbKO C aHTUreHamu, LMPKYIUpyto-
LUMMKN B KPDOBOTOKE, B HEM HET MPUHOCALLUX TMMPATUUECKUX COCY-
HOB WIN BEHY/ C BbICOKUM 3HLOTENNEM.

NumponagHble ob6pas3oBaHMsA B CAU3UCTHLIX
o6o0no04YKax. BONBWIMHCTBO U3 CYLLECTBYIOLLMX aHTUIEHOB MO-
»|ynaeT B OpraHnu3M 4epes CAM3UCTbie 060/10UKN. NS 3aWmTbl OT
aHTUreHOB BO MHOMMX TaKuX 060/104KaxX UMEETCA PasBUTBLINA 1 CIOXK-
HbIA TUMEOMAHLIA annapaT. MyKo30-accoLMMpPOBaHHbIE MMMAOMIHbIE
ithUHi (MALT) “MetoT B CBOEM COCTaBe caMoe 60/bLLIOe KOMMYecT-
Bo /mmgountoB (no R.N.M.MacSween, K.Whaley, J994). Otu
MPeACTaBNAOT Co60i ANPHY3HO pacnpefeneHHYH 1 CaMOCTOATE b~
Hyl0 4YacT WMMYHHO cucTembl. HekoTopas 060C06/1EHHOCTb
MALT o6ycnoBneHa BeCbMa OrpaH1U4eHHbIM 06MEHOM MMdoLuTa-
MA C Apyrumu TKaHsmu., MALT o06nagatoT HEKOTOPbIMU YHUKaSb-
HbIMA TUMaMU KNIETOK M MMMYHHbIMW MexaHu3mamu. Hanpumep,
MMMYHHas CUCTEMa KWLUeYHMKa [O/MKHA obecreumBath 3allimTy OT
WHBA3VBHbIX MaTOreHHbIX BO3OyAMTE/Ne, HO B TO Xe BPeMS OCTa-

HbCA HEAKTUBHOI MO OTHOLUEHWUIO K MULLEBbIM aHTUreHam.

MALT nwmetoTCcs B XeNyA04HO-KNLIEYHOM U AbIXaTe/lbHOM TpaK-
ll4 YPOreHnUTanbHOW CUCTEME, a TaKXKe, BO3MOXHO, B MOJIOYHOW Ke-

B’ V1 IPYrMX 9K30KPUHHbIX OpraHax, BK/OYas C/IOHHbIE N CNE3HbIE
*mK- Ha. 13 BCex opraHHbIX pasHoBuaHocTeid MALT nyulie Bcero
0'yueHbl KULLIEYHO-ACCOLMMPOBaHHbIe nmmdongHole TkaHn (GALT).

'HU COCTOSIT U3 NeiiepoBbIX GMALLEK, COMMTaPHBIX MMMAONAHBIX on-
I oH, 6pb|>|<eequ|xn|/|M0paquecmxysnos 1 YepBe0bpasHOro 0 TPoCTKa
Mn017| KULLKW. 3TK 06pa3oBaHus 06/1a4atoT 06LWMMM 0COBEHHOCTAMM
"POEHNS M OTHOCATCS K BTOPUUYHbBIM IMMAOMAHBIM TKaHAM. TMpasaa,
MVOpbIE 13 HUX, HAaMpUMep MeiepoBbl 6/IALLKM, MOTYT [eiCTBOBATL
LUK MepBUYHblE NMUMAOUAHBIE OpraHbl, co3fasas B-kneTku. lMelie-
001 OMIALWIKM MOKPbITHI KULLEYHBIM 3MUTENNEM, OTAENAOWMM INM-
lovnHyt0 TKaHb OT MPOCBeTa KULLIKW. STOT CBOAYATBIA aNUTeNniA co-
p¢ul B CBOEI TO/LLE MHOXECTBO IMM(OLMTOB 1 Makpogaros 1 siB-
o M m MECTOM MNOTr/OLLEHNS aHTUIEHOB. B TOJILLE CBOAYATOr0 anuTe-
W H/IXOAUTCS TakKe Creuuannm3mpoBaHHas nonynauus U3 MMUKpPo-

*nbbTbX KNeToK (M-kneTkn). MocnegHue, nNo-euanuMomy, npeg-

0.NeHbl AnA 06paboTKM aHTUreHOB, MOCTYMNaroWMX U3 MPOCBETA

OH 1, C NMOMOLLbI0 MHOXECTBA CK/AoK M Nop B MNi1a3MosieMMe, 3a-

| HUALLyX 00blYHbIE MUKPOBOPCUHKM 3HTEPOLIUTOB. AHTUrEH, MNO-

o1'HHMIA  M-K/leTKamu, OueHb 6bICTPO MOCTYMaeT B MeiiepoBy

Huky, B KOTOPOW MEPEHOCUTCA K A06aBOUHBIM K/IETKAM.

Kpome GALT, no Bceit COBCTBEHHOI MMIAaCTUHKE CAM3UCTOR 060-

H W KULIEYHMKA W NO ero anNuTeIN0 paccesHbl MHOrOYUCNIEHHbIE

shongHble KneTkn. Co6CTBEHHas! NAacTMHKA COAePXWT 60nbLUIoe

nunlreo T- n B-num¢oumToB, NnasmMaTUYecKMX KNeTtok, Makpo-
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Cxema 5.3. Peuupkynauus gonroxusylimx T-numcounTtos (TL) v 8-numdounTtos (BL)

NlumdaTnyecxme y3nbl, nelieposbl 6AAWKN W 4p

(haros, TYUHbIX KNETOK 1 303MHO(PMI0B. MpumepHo 90 % nnasmatu-
YECKMX K/IETOK BblpabaTbiBaloT aHTMTeMa Knacca IgA. Y yenoBeka aTo
COCTaB/ISIET GO/BLUYHO YaCTb EXKECYTOUHOW MPOAYKLUM NMMYHOr/100Y-
NnHOB. OKono 15 % KNeToK, HaXOAALUMXCA B MUTENINN TOHKOW KMLL-
KW, ABNAOTCA Num@oumTaMu. MpakTUYeCcKU BCe MHTPasIUTeMa/b-
Hble VoL TbI (ND)1) siBnsatoTea T-KneTkamu. B oTanyme oT mx aHa-
NIOroB B JpYrux TKaHAX OHW 3KcrpeccupytoT Mapkep CD8 (cm. cxemy
5.1). DYHKLMA UHTPa3NUTENNANbHBIX IMM(OLUTOB HEU3BECTHA.
Peuupkynsauyua numpountos (cxema 5.3). PaznnuHble
oTAenbl AMMGONAHOW CUCTEMbI B HACTOSILLLEE BPEMSI He CrefyeT pac-
CMaTpuBaTh B OTAEMbHOCTH, TaK Kak MeX[y HUMMW CYLLECTBYeT NnocTo
SHHbIA 0OMeH NMMQONAHBLIMU KNeTKaMW. Takoil 06MeH MOBbILLAET
BEpPOATHOCTb BCTPEYUM C aHTUIEHOM Y HeBO/bLLOr0 KOMYECTBA aHTK-
reHcneuugUUecknx NMMAOLMTOB, HaxodAaWMXca B HO6OA YacTh op
raHusma. OH Takke MO3BONSET CTUMYNMPOBaHHbLIM NUMQOLUTaM,
pacnofiararoLLMmcs B HEKOTOPbIX CMELNaIN3NPOBAHHBIX TKaHSAX, Clie-
[l0BaTb CBOVM 3arnpodaMMUPOBaHHbIM NMyTeM AnddepeHLMPOBKI.
Masible NMM(OLMTLI KPOBM MOMAJAIT B MMMMATUYECKUE Y3bl,
npoxoaa 4yepes HEV, nmetoLmeca BO BCEX BTOPUYHBLIX AMMQOUA-
HbIX OpraHax, Kpome ceneseHku. PacnosHaBaHne HEV numdounTa-
MW, BO3MOXXHO, OMOCPefoBaHO XOYMMWHI-peLenTopamu (cneu,m%m—
YeCcKVMU peLenTopamu, obecnevnBatoLLMMM BO3BpaLLeHne MMEO
LMTOB BO BTOPUYHbIE NMMKDOUNLHLIE OPraHbl), COAEPXAaLUMUCA Ha
numdoumTax 1 sHgoTenmoumtax HEV (puc. 5.1). PeuenTopbl BKHO
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*HC. 5.1 /IUMoLMT B NPOCBETE BeHY/Tbl, OCYLLECTB/ISIOLLMIA KOHTAKT C 3H
's/IC/IMEM C MOMOLLHO BbIMAYUMBAHUIA LIMTOMNVIA3MbI. S/IEKTPOHOTpaMva.

'IOT B ce65 MOMeKy/bl afresnn Kak MMgoLmMToB, Tak U cocyauc-
n.IXkneTok (cM. rnasy 2). Mocne npoxoxaeHus yepes HEV BnnoTb
hi NapakopTUKaNbHbIX OTAEMOB PeLUpPKYIMpYoLMe NUMPOLUTBI
MUTPUPYIOT B COOTBETCTBYHOLLYHO 30HY: T-K/IETKW — B MapakopTu-
* VbHYKO TKaHb, a B-KNeTKn — B 30HY (hONUKYNOB. 3aTeM KNeTKU
MOTYT OCTaBaTbCs B IMM(ATMHECKOM Y3/ie UMK XKe Yepe3 mMeaynnap-
HbI CUHYC BbIXOAUTb B BbIHOCALLMIA NUM(ATUYECKUIA COCYS U BO3-
q|,nuatbCq B BEHO3HYHO CUCTeMy. Takas >ke MUrpauus 13 Kposu B
TU(Y BCTPeYaeTCs B CeNe3eHKe, HO PeLUPKYIMPYIOLLME NMMEOLU-
B! LLUECb BbIXOAT M3 KanuinsapoB, OTKPbITbIX B KPAacHYH Nysbry
UMA MapruHaibHyl0 30HY 18 TOro, 4tobbl 3aTeM MPOHUKHYTL B
'« Myt0 Nynbny. Peuupkynupytowme nuMgoLmTsl ABNSKOTCA [ONro-
. UMYLLIMU KNETKaMK, U3 KOTOPbIX HaubO0/bLUYHO YacTb COCTaBNAT
. VKV MamsaTyn € NPOLO/MKUTENBLHOCTBIO XMU3HW B HECKO/IbKO AecAT-
.l gHeli. Hambonbluas 4acTb peLl,l/IpKyfII/IpleL%I/IX nmmgounToB
..../nnaBneHa T-KneTKkaMmn, KOTopble CNOCO6HbI K 60/ee BbICTPOR 1

|.||cKTUBHOI peuupKYnsuunM, HEXeNnn MeHblee KOMMYecTBO pe-
LUMpKyupytowmx B-knetok. T-numdgo6nacTbl He CBA3bIBAKOTCA C
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HEV 1 He peumpKynvpyroT 4yepes nuMm@ounaHble opraHbl. OHU Ha-
KarnavMBaloTCs B HeIMMMONIHLIX TKaHSAX, NpeTepneBaroLLimMx Bocna-
NUTENbHbIE U3MEHEHUS. Takum o6pa30M NUMEOLNTLI, CTUMYNNPO-
BaHHble B KPOBOTOKE WM NMM(ATUYECKOM Y3/1e, MOryT ObICTPO
MWUTPMPOBaTb 06PATHO K MECTY KOHTaKTa C aHTUreHOM.

Myt cneyvann3anpoBaHHOW peUunMpPKYNALUN.
NnmongHble TKaHW, pacrnonoXeHHble B CAN3UCTbIX 000/104KaxX, He
TO/IbKO 06pa3ytoT CaMOCTOATENbHbITA OTZAeNn UMMYHHOW CUCTEMbI, HO
N XapaKTepusyloTCs CBOMMW, NPUCYLLUMU TOMIbKO UM MyTAMU pe-
LMPKYNALUA TUMAOLMUTOB. B- wm T- KNeTKW, NpeTepresLLmne aKTu-
BaLMIO B MeliepoBbix 6nsLWKax (rpynnoBble nMmgaruyeckne Honnm-

Kyfbl) UK GPbDKEEYHbIX NUMMATUYECKUX Yy3nax, 06/1afatoT cenek-
TMBHOW CNOCOBHOCTLD MUIPUPOBATL B CAUBUCTYHD 000MOYKY K-
LWeYHMKa, B TO BpeMs KakK MM(06/1acTbl 13 APYTvX NMMGOUAHBIX
OpraHoB TaKoW CMOCOGHOCTbLIO He 06/1afaloT. HecmoTps Ha TO yTo
3T0 06CTOATENLCTBO 06/1erYaeT pasmelleHne IgA-1eTepMUHIPOBaH-
HbIX B-KNEeTOK B MeCTax WX BO3AE/CTBMUS B KILLEYHOW CTEHKe, Bce
)Ke B CENEeKTUBHON MUTpaLun y4acTBYIOT Takke U T-KNeTKu. MosTo-
My OHa He aBnsieTca IgA-AeTepMMHUPOBAHHON. B cnnsncToin 06o-
JIOYKe KULWEYHWMKA HET UCTUHHbLIX HEV, HO pOACTBEHHbLIE CTPYKTY-
Pbl BCTpeyaroTcs U 34eck. OHU o6ecr|eL||/|Bar0T cneundmryeckme num-
(houmMTapHO-COCYANCTbIE B3aMMO/EACTBYA.

5) dakTopbl, BO3AEACTBYIOLUME HA MMMYyHHbI OTBET. dopmMa
MMMYHHOIO OTBETA 3aBUCUT OT MPUPOLbl aHTUreHa, ero fo3bl, MyTu
NMPOHWKHOBEHMWS B OPraHun3m, a Takxke OT FeHeTUYECKOl KOHCTUTY-
LMU UHAMBUAYYMA.

AHTUTEeHbl. AHTUIEHOM cuuTaeTcs Nobas cybcTaHums, cno-
Co6Has B3aMMOJEeNCTBOBaThL C NPOAYKTaMM CneLuguyeckoro UMmyH-
HOro OTBETa, TaKUMU KaK aHTWUTeNna Win aHTUreHHble PeLenTopbl Ha
nmmcpou,max [ApyrvMu cnoBamu, aHTUIeHbl —3TO KPYMHbIE MO/EKy-
Nbl (C MONEKYNAPHOR Maccoi 6onee 30 KDa), ecTKue HO CTpYKType
1 npegcTaBnstowme coboil 6enok unu yrneesod ¢ KakuMu-anbo co-
CTaBHbIMW YacTAMW, HANpUMep C MNUAaMu Unn 6e3 TakoBbIX. Peak-
LMW aHTUTeH — aHTUTENO SBNAIOTCS Pe3y/IbTaToM CTEPEOXUMUNYECKIX
B3aMMO/EVCTBIYA MeXay MONIeKyiaMit C B3auMO/OMO/HSIOLLEN KOH-
(urypavimeit, aHanorMyHoO B3aMMO/ECTBIIO K/oYa U 3amKa. HecmoT-
Ps Ha TO YTO BCE aHTUFEHbl CMOCOOHbLI K TaKUM B3aMMOZENCTBMAM T.
NPOAYKTaM1 MUMMYHHOTO OTBETa, HE KX[bIA 13 HUX MOXET Bbi3BaTh
MMMYHHbIA OTBET MOC/e CBOEro NonafaHvs B opraHusm. [ns Toro
4TOObl 3TO NPOM3OLLIIO, aHTUreH AO/MKEH 061afaTb UMMYHOreHHoe-
TblO. VIMMyHOreHbl —3TO Te aHTUTEHbI, KOTOPbIE CMOCO6HbI 3aMyCTUTL
VUMMYHHbIW OTBET C MOMOLLbI0 aHTUIeHCMEUMDUYECKUX peLLenTopon
Ha numdoyuTax. OTCYTCTBIE MMMYHOTEHHOCTN OOBSCHAETCS WK He-
[OCTaTOYHOW BE/IMUMHOM MONEKY/bl aHTUIeHa /1 CO34aHMA CBA3U e
PeLenTopaMn WK e Tem, YTO COOTBETCTBYIOLLME MMGOLNTLI HC
MOryT pearnpoBaTb Ha 3amyCKatoLLMiA CUTHa.

HecMoTpsA Ha TO YTO HEKOTOPbIE ME/IKUE MOMIEKY/bl, TAaKME KaK
MO/IEKY bl MapaaMUHOBEH30MHOMN KUCNOTbI, camn no cebe He UMMy~
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MOTCHHbI, OHW BCe >e CroCOOHbI CTAaHOBUTLCA TaKOBbIMW, €CNN
NPUKPennsatoTea K 60/ee KPyNHbIM MO/eKynamM, HanpuMep CblBOpPO-
TYHOrO afbbyMuHa. B 3TMX 06CTOATENLCTBAX MeSIKUE MOJMEKY/b
WILUOBATCA ranTeHamu, T.e. CyO6CTaHLUMAMM, YHacTBYHOLLMMA B Crie-
LUM(UYECKON MMMYHOMOrMYECKOW peakLun, HO He CrocOGHbIMY
MM TaTb UMMYHHbIA OTBET.

M3yyeHne CUHTETUYECKUX MOAUMENTUAHLIX U NOAMcaxapuaHbIX
MMUTeHOB MOKa3ano, YTo WX pacro3HaBaHWe 3aBUCUT OT Tpexmep-
HOi KOH(Mrypauum HebonbLIOro KOMMYecTBa aMWHOKUCIOT U MO-
HocaxapuioB. MaKpoMO/eKy/bl, BCTPEYalOLWMECs B ECTECTBEHHbIX
WOBUSIX, UMEIOT HECKO/IbKO TakKMX MECT, KOTOpble MOryT pacro-
H|.MbITbCA UMMYHHO cucTemoil. Kaxxaoe Takoe MecTo (CalT) Hasbl-
MUTCA aHTWrEeHHON AeTepMUHaHTONR, WUAN snuTonom. KpynHbie ©
OXKHble AHTWUTEeHHbIE YacCTULbl W XWBble OPraHu3Mbl, Hanpumep
'saKTCPUM, COAEPXKAT OrPOMHOE KOMIMYECTBO Pa3HO0Opa3HbIX 3NUTO-
nom OHU ABNAIOTCA MO CPABHEHWMIO C MENKUMW PACTBOPUMbIMU MO-
Hrynamm 3HauMTesIbHO 60/1ee CU/IbHLIMU UMMYHOreHamu. 3meHe-
M/»|, NPOMCXOAALLME AaXKe B OLHON aMWHOKUCNOTE WM CaxapHOU
MMA @HTUTEHHON AeTepMUHaHTbI, CMOCO6HbLI MPUBOAUTL K yTpaTe
C aKTMBHOCTW aHTUIEHa C aHTUTeNoM WUan numdgoumTamu. Bee 3To
" a MOCTPUPYET CNeUUUUYHOCTb MIMMYHHOIO OTBETA.

|_|yTI/I NOCTYNNEHN aHTUreHa B opraHnaMm OKa3blBalOT BIUSAHUE
"M MMMYHHbIA OTBET U C KAYECTBEHHOW, U C KOMYECTBEHHOI CTO-
MHbL. BO3MOXHO, 3TO 00YCNOBMEHO pasMuusMU Yy [06aBOYHbIX
' UTOK, BCTPEYaloLWMX aHTUreH U y4acTBYIOLUMX B ero npejcrasne-
W TTOAKOXHbIA, BHYTPUMBILLEYHbIA U BHYTPUKOXHbIA NYTU MO-
VM/IEHUS @aHTUIeHa, KakK MpaBu/o, COMpoOBOXAAKTCA CUMbHO Bbl-
| | ¢.MWbIMXU UMMYHHBIMW OTBETAMU, B TO BPEMS KaK BHYTPUBEHHOE
‘unThaHme (MK BBefeHWe) aHTUreHa 00bIYHO BbI3bIBaET cnaboe oT-

nTe obpazoBaHWe aHTUTeN W CneLupuUeckyto UMMYHONOrnyec-
KYH0 TONIepaHTHOCTb. He6osbLine 06beMbl paCTBOPUMBIX aHTUTEHOB,
|ynatrowmx yepes poT, HO M3beratoWwmx paspyLleHuns nuiieBapu-
M.MbIMW COKaMU 1 MOTOMY BCACbIBAEMbIX, KaK NPaBu/io, TOXE Bbl-
WTHMOT MMMYHO/IOMMYECKYHO TONIEPaHTHOCTb. O HAKO XWBble opra-
W/ >Vbl U @HTUTEHbl U3 MIOTHBIX YacTUL, CTUMYNIMPYIOT aKTUBHbIE
YMYMHbIe OTBETbI MNPU MOMafaHUN Ha MOBEPXHOCTb CAUZUCTBIX
sseTOYEK. MYKO3HbIE WMMYHHbIE Peakuun OObIYHO OrpaHnyeHb
yTaenaMyM MOBEPXHOCTU CAM3UCTOM 000/104KKM, KOTOpas MepBou
Y" yaeT aHTUIeH, B TO BPeMsl Kak NnapeHTepasibHbIA NyTb Nnonaja-
>HA @HTUTeHa PeAKO BbI3bIBAET PEaKL M0 CIM3UCTLIX 060/104EK.
_H|/|3a BBOANMOIO aHTWUreHa. Yem BbiLLIe &033 aHTureHa, nonapgaro-
in HopraHu3m, TeM CUIbHee UMMYHHbIA OTBET. OfHAKO WUCK/O-
Mat0 Masible Uaun, HaobopoT, CAULWKOM 60NbLUME [03bl aHTUre-
* MOTYT MPUBOAUTL K UMMYHO/IOTMYECKON TONEPAHTHOCTM.

Ponb reHeTM4yecKoOl KOHCTUTYLUU YenoBeka.

' umoobpasve cneLupruyecknx UMMYHHbIX OTBETOB, KOTOPble MOryT
"'MLUMTLCA Y WUHAMBUAYYMA, 3aBUCUT OT HEKOTOPbIX FeHETUYECKMU
EOMVHUPOBaHHbLIX (PaKTopoB. ocneaHwe BKAKOUAKOT B cebs pas-
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NNYHbIE aHTUTEHCBSA3bIBAIOLLME CalThl, UMEIOLLMECH M HA MOJEKyMax
aHTUTES, U Ha peLienTopax MOBEPXHOCTU T-KMETOK. VIMMYHUTET Ko
MHOTUM NaToreHHbIM BO30YAWTENIAM MOXET ObITb TAKXKE AeTepMUHU-
poBaH reHamu, KOHTPOMMPYIOWUMK Hecneungpuyeckme UMMYHHbIE
(hakTopbl, Hanpumep (arouuTapHyr0 W pacLiennstoLyo hyHKLMN
makpogharos. Kpome TOro, reHbl crieltinyeckoro MMMyHHOrO 0TBeTa
(Ir-reHbl), NoKanmsytoLLmMecs BHYTPU [TaBHOrO0 KOMIJIEKCa rMCcTOCOB-
mectumocTun (FKI'C) Ha xpomocome 6, XOTS 1 He KOAMPYHOT aHTUIeH-
CBA3bIBAIOLLYME CaTV aHTUTEN WK T-KETOK, HO OKasblBaloT BAUSHYME
Ha npefCcTas/ieHne aHTUTEHOB 3TUM KJIETKaM.

TKaHeBble aHTUTEHbl. Korga Knetku uim TKaHu, B3ATble
OT OJHOr0 WHAMBMAYYMA, BBOAAT WM MEPECAXMBAKOT APYromy, B
60/bLUMHCTBE C/ly4YaeB OTMEYaeTCs ObICTPbIA UMMYHHBIA OTBET, KOTO-
Pbiii BbI3bIBAET OTTOPXKEHME TPaHCNAaHTaTa. Yem 60/bLue BbIpaXeHsb!
VHAMBUAYASIbHbIE TEHETUYECKME Pa3ining, TeM CU/bHEE MPOSBSAETCA
VUMMYHHBIA OTBET. TepMUHOMOINSA, KOTOPas UCMOMb3YeTCs 418 Xapak-
TEPUCTUKUN TakMX TEHETUYECKN LETEePMUHUPOBAHHBLIX UMMYHHbIX OT-
BETOB, OTpadKeHa B Tabn. 5.2. Ecnu aHTUreH wim TKaHb NPOUCXOAAT U3
MCTOYHMKOB, OT/INYAIOLLMXCA OT MMMYHU3NPYEMOIO X038MHa, OHW

Tabnuua 5.2 BakHeliwve rpynnbl aHTUrEHOB, aHTUTEN H TKaHEBbIX
TpaHCn1aHTaToB

[oHopbl 1 ["eHeTnYecKme O603HayeHNM HassaHus
peLvnueHTbI 0603HAYeHNss  aHTUTEN W aHTUreHoB  TPaHCMIaHTaToB
OfunH 1 TOT Xe AyYTOaHTUreHbl AyTOoTpaHcnnaHTar
opraHusm (cobcTBEHHbIE aH-  (TKaHb wan opraH,
TUTeHbl OpraHnu3Ma  MepecaXkeHHbln B
AyToaHTUTeNa npefenax OAHOro
opraHvama)
OgpHosiiiueBble (MH- CUHTEeHHble M3oTpaHcnnaHTat
OpefHble, MOHO3U- (M30TEHHbIE (6buonorunyeckun
roTHble) 6U3HELbl UM U30M0- coBmMecTUMasn
WU NpeacTaBuUTENN TUYHbIE) TKaHb A5 [oHopa
OfJHOF0O W TOr0 Xe opraHusMbl N peumnnueHTa)

POACTBEHHOr0 (MH- WM KX YacTu
6pegHoro) wramMmma

HepogcTBeHHble ANNOreHHble M3oaHTuUreHbl (Mnn AnnoTpaHcniaH-
(ayTbpeaHble) opra- opraHu3mbl annoreHHble, romo- TaT (romMoTpaHc-
HU3MbI OJHOTO BUJA WAWM UX YaCcTW  JIOTWYHbIE, TPYNMo- MaaHTaT)

WM pasnnyHble NH- (OTHOCALLUECA Bble aHTUIEHbI)

6peaHble  WTaMMbl K gpyroin oco- WsoaHtTutena  (uam

ofjHOro Buja 6n TOro e M30MMMYHHbIE, W30-
BUAa) NOrNYHble aHTUTENa)

MpegcTaButenu ["eTeporeHHble [eTepoaHTUreHbl [eTepo- wnn Kcc

pasHbIX BUJ0B (KceHoreHHble) [eTepoaHTuTeNna HOTpaHc nnaHTar
opraHusmbl (Hanpumep, ony-
VN UX YacTu XO0/Ib YesNoBeKa, re-

pecaxkeHHasi Moo
NbITHOW MbILLIN)



H/ H1BAKOTCA reTepoaH TUIEHaMW, a aHTUTeNa, BO3HMKAIOLLME B TakKOM
| nyyae, MMeHytoTCA reTepoaHTUTENaMn. K 3ToMmy Tuny OTHOCATCA
UNWUTeNa, BO3HWKAKOLWME MPOTUB GaKTepWil. AHTUrEHbI, UMeEoLLye
VHYIPUBMAOBBIE Pa3NNUNs, Ha3bIBAIOTCA a/bloaHTUreHamm, a CooTBeT-
miByIOLLMe aHTUTENa — ayvicaHTUTEeNlamMn. Kak npaBuio, annoaHTure-
H4 BbI3bIBAIOT MMMYHHbIA OTBET C MEHbLLE BEPOSTHOCTbIO, YEM reTe-
|HULITMreHbI. 340POBLIN YenoBeK 06bIYHO He AaeT peakumn Ha aHTu-
I<nbl COBCTBEHHBIX K/IETOK, MOCKO/LKY BO BPeMs pa3BUTUS M1o4a 3t
N 1HCBblE aHTUIEHbl BbI3bIBAIOT CKOPee Creuntmnyeckyo MMMYHO0-
| MHeCKytO TONEPaHTHOCTb, HEXENN aKTUBHLIA UMMYHUTET. [loaTomy
MUCACHME YeNoBEKY COBCTBEHHbIX KETOK WM TKaHeih —ayToaHTure-
1 Hi—B HOPMaJIbHbIX YC/IOBUAX HE MPUBOAUT K ay TOUMMYHHOMY OTBe-
I\ J1ecnu nocnefHWin BCe-Taku pa3BMBAETCSs, TO 3HAUUT peyb WUAET O
>0KOM-/IM60 M3 8y TOMMMYHHbIX 3260/1€BaHWIA.
FNaBHbIA KOMMNONEKC TUCTOCOBMECTMMOCTMH.
I KI'C BKIOYaeT paf reHoB, KOAUPYHOLWMX Tpynny BbICOKOMOMN-
YMPHBIX FIMKOMPOTENHOB N1a3MOSIEMMbL. Y YeNoBeKa 3TU aHTuUre-
Hol TKIC HasblBatOT feliKoumMT-accoummpoBaHHbiMKY, un  HLA-
sLrmureHaMi. OHU UrpatoT KIKOYEBYHO PO/ib B UMMYHHOM pacro3sHa-
viinwm. Komnnekc reHos KIC, nokanvsylowmincs Ha KOPOTKOM
...... XPOMOCOMbI 6, BK/KOUaeT B cebs Tpu rpynnbl (Tpy Kracca)
"HoB — I, Il n Ill. Becb paiioH FKI'C 3aHumaeT npumepHo 3xHO6
eMp OCHOBaHMi1 (3 Mbp) (cM. rnasy 8). PaiioHbl | 1 Il knaccos pas-
" LoHoTCA painioHoM 11 knacca, cofiepxalm reHbl, Kogupyrowme CA4,
* (hakTop B (BO, 6enok Tennosoro yaapa 70 (HSP 70), ®HOa n p.
|<J;|b| 13 paitoHoB | 1 1l KnaccoB KoavpytoT Genku, 3armmarou4mecsa
I NMO3HABaHNEM aHTUreHa, a 6enkn, Koaupyemble reHamu paiioHa lll
* | «3a, UMEIOT OTHOLLEHNE K ecbcbekropHowly rnsevy UMMYHHOTO OTBe-
<<V TKaHeBOMY OTBETY Ha MOBPEXIEHNE.
AHTUreHbl FKITC | Knacca BbISBASIIOTCA Ha BCEX KNEeTKaxX, UMELo-
UM A4pa, U KOAMPYHOTCA reHamu painoHoB A, B u C B lokyce HLA
urma 5.4). YKazaHHble reHbl KOAMpYHoT nonmwlopchym TpaHCMeM-
~<MUHYIO T/IMKOMENTUOHYIO LieMb C MONEKYNspHOi Maccoi 44 KDa
in 1MEHUMBYIO a- u,enbfl KOTOpasi CBSi3aHa HEKOBA/IEHTHOM CBA3bIO C
MMbLUEA Y HEMEHSIOLLECA Lenblo p2-MUKPOrIodynmMHa, Koaupye-
"<Ji » CBOIO O4epedb reHOM Ha xpomocome 15. a-Llenb npoHukaet
« | n1asmonemmMy, B TO BpeMsi Kak p-Lienb NnLib CBA3aHa C Heil U
4| npukpennseTcd K MembpaHe. Mockonbky annens | knacca akc-
P> FCUPYETCH KOLOMWMHAHTHbIM 06pa3oM, TKaHW YefioBEKa HecyT
UHVIMHBI 06oux poguTeneil.
AdTurensl TKI'C 11 knacca nHorga HasbiBatOT la-aHTUreHamu
“UMyHOACCOLNNPOBaHHLIMU). OHU KOAMPYIOTCA FeHaMu, pacnono-
* VHbIMK B pailoHe HLA-D, cocTosiem no KpainHein mepe n3 Tpex
wHbIX 1okycoB: DP, DQ n DR (cxema 5.5). 9Tv aHTUreHbl 061a-
XCMpeccueid ycTaHaBNMBAKOLWLEro XapakTepa Ha B-kneTkax,
Hibotharax M AeHAPUTMUECKMX KNeTKax SUMGOULHbLIX OPraHoB u
K LLYIOT B NpefcTaBneHnn aHTureHa T-numdounTtam. HekoTtopble
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Cxema 5.4. CtpykTypa monekynsl HLAI knacca

30Ha cBA3bIBaHNA 6eNKOB

BapuabenbHasn
o6nactb

MocToAHHaA
obnactb

TpaHCMeMGpaHHbI i
AOMeEH

LiuTonnasmatuyeckmnii
LOMEH

A- uenb HeKoaaneHTHO CBA3aHa ¢ ("-MUKPOTNOBYIMKOM.
30Ha cBA3bIBaHWA 6eNKOB CHOPMUPOBAHA YrNYGNEHUEM BHEKNETOUHON YacTu

MONeKyNbl C y4acTKaMu JOMEHOB 0, U Cij
Cxema 5.5. Crpyktypa monekynsl HLA Il knacca
30Ha cBA3bIBAHMA 6eNKOB

BapunabenbHan
o6nacTb

MocToAaHHan
obnactb

TpaHcMeM6paHHbl it
AOMEH

LimTonnasmatnyeckui
AOMEH

[lBe HEKOBaNeHTMO CBA3aHHble A1 p-uenn.
30Ha cBA3bIBaHWSA 6eNKOB chopmMupoBaHa yrny6neHmeM BHEKIETOUYHOW YacTu

MO/NeKy/nbl C y4HacTKamun AOMEHOB aun p
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[pyrue KneTku cnocobHbl 3KcrpeccMpoBaTb aHTUreHbl Il knacca B
CNydae UX CTUMYNAUUK y-uHTepdepoHom. AHTureHbl Il Knacca co-
( K)ST 13 ABYX HEKOBA/IEHTHO CBSA3aHHbIX TPAHCMeMOPaHHbIX FIMKO-
nenTuaHbIX Uenei: a (34 KDa) n p (29 KDa), kaxias 13 KoTopbIx
KogumpyeTca Ha Xpomocome 6. O6e Lieny NpoHWKaKT Yepes nnasmo-
vemMMy Knetok. MogobHo aHTureHam | knacca, annenn |l knacca
1KCMPECCUPYIOTCA TOXE KOLOMWUHAHTHLIM 06pa3oMm.

6) 'ymopasibHbIi MMMyHUTET. CTpoeHue aHTuTen. Monekysbl
aHTUTen 06/1a4at0T CNeLUaIM3MPOBaHHbIM CBOMCTBOM COBAUHATLCA C
aHTUreHoMm. B xofie Takoro CoevHEHNUS OHU MOTYT 3aKpblBaTb aKTUB-
Hble 30Hbl Ha MOJEKy/aX TOKCMHOB. B 3TOM cfyyae WX HasblBalOT
aHTUTOKCMHaMK. Kpome TOro, o6pa3oBaHWe KOMIEKCa MOJMEKYN
AHTUreH —aHTUTENO C NOMOLLBI0 aKTUBALMM CUCTEMbI KOMI/IEMEHTa
(rm rnasy 4) nnyu 0NCoHM3aUMmM CnocobHO NPMBOAUTL K rnbenn, nu-
HAY nnn (Darouutosy Bo30yauTeNs NOAMMOPGIHO-S4epHbIMU NENKO-
MMTUMM 1 Makpodgaramu. VI3BeCTHO, YTO C OMOXMMMWYECKOA TOUKM
[[Myms aHTUTENA OTHOCATCA K UMMYyHOrno6ynnHosbiM (lg) 6enkam
HAM Mbl U1 YTO B HaCTOFILIéee BpeMS BbILENAOT 5 KnaccoB aHTuTeN: 1gG,

WM IgA, IgD u IgE (Tabn. 5.3).

Il k6nunya 5.3. dusnyeckue 1 B1ONOTNYECKVE CBOMCTBA VMMYHOT/I00Y -
HOB YerioBeKa

Knaccbl
CnoiictBa
19G 1gA IgM gD IgE
MoHokynsip-  MoHomep  MoHO- u TMeHTamep  MoHO- MoHomep
HUL, (hopma nonumep Mep
Houknacce  1gG1, 19G2, IgA,, 1gA2 Het Het Het
19G3, 19G4
MoHoKynsap- 150 000 160 000 950 000 175 000 190 000
WMH Mucca
bMMLUeHTpa- 1250 210 125 4 0,03
oxn n CbIBO-
[«UK« (Mr/gn)
n 110kOHOCTb 2 2 10 2 2
*HNUMena
> Iviwi UM A +(1gG,- +
WeeMN/CMCHTA |gG3)
*nukm, Makpoda- Het Het Het  TyuHble
MIOPbIMU U, HEATPO- KJIeTKN
HPAL'XOOUT  hnnbl
4y immaHue
IpVIHC YyactByeT Onpefenn- YyactByeT B BxoguT  Y4acTByeT B pe-
..... Vctua BO BTOpWY- €TCA B CEK- MEpBMYHOM B COCTaB anusaumm pe-
HOM OTBe- POTOPHbIX OTBETE, BXO- aHTUTEH- akuuu runep-
Te, nepefa- NPoAyKTax JIUT B COCTaB HOro pe- YyBCTBUTE/lb-
eTCA 4epe3 Ha pas/ivy- aHTUreHHo- uUenTopa HocTu | Tuna n
nnaueHTy  HbIX no- ro pcuento- B-kne-  u3rHaHUM na-
BEPXHOCTAX pa B-KneTok TOK pasnToB
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Cxema 5.6. MoHOMep Monexyrnbl UMMYHOr106ynMHa

PaiioHbl

Bce MMMYHOrN06YIMHbI NOCTPOEHbI N3 OLHOW WM HECKOMbKUX
CXOfHbIX EAVHUL, KaXKAas W3 KOTOPbIX COCTOWT M3 [BYX Nap WaeH-
TUYHbIX MONMNENTUAHBLIX Lienen (cxema 5.6). OfHa napa — TsKe-
/ble Lierv —061aaeT MOMEKY/NSAPHOW MacCOM, NPeBbILLAIOLLE/ TaKo-
BYIO ApYroii napbl — Nerkvx ueneii — NpMMepHO B 2 pasa. B cBoto
oyepelb KaXiasa Lenb cocTaBieHa U3 6onee Menkux cyobefmHuL,
(DoMeHOB), MMEIOLLMX CXOAHYIO OOLLYIO CTPYKTYPY U (hopMy, a Takke
XapaKTepHY0 BHYTPULENHYIO ANCYIbMUAHYIO CBA3b. TsHKesble Lenm
y K&XXOO0ro Knacca MMMYHOT/I00Y/IMHOB UMEKT CTPYKTYPHbIE OT/U-
yns. Ons ux 0603HavYeHMs UCMONb3YHOT rpeyeckne Byksbl: y (ram-
Ma), U (mn), a (anbga), 5 (genbTta) u e (3NCUNOH). B NpOTUBOMOIOXK-
HOCTb TSDKENbIM LiensiM BO BCEX K/accax aHTUTeN MMEHTCA NWLLb
[lBa TUMa Nerkux Leneii —k (kanna) u X (nam6ga), 1 Kakaas Mone-
Kyfia UMMYHOrNI06yNnHa 061aaaeT K- UK X-LIENbHo.

AHTWreHHbIR peuenTop Ha B-kneTkax npeacTaBnseT coboii MOHO-
mep IgM (£IgD) (MoHOMep —o0LLee Ha3BaHNE HU3KOMOMEKYIAPHBIX
COEAVHEHWIA, Hanpumep aMUHOKMCIOT). CneundprUYHOCTL KOMM/IEKCa
aHTWUreH —aHTUTENO 3aBUCUT OT COEAMHSIIOLLErO caiiTa aHTWUTeNa, Ko-
TOpbI/i MMEET POPMY, COOTBETCTBYHOLLYH) aHTUFEHHOI AeTepMUHaHTe
11 MO3BOJIAKOLLYIO 3aKPbITb 30HY COOTBETCTBUSA. DOpMa COEAVHSIOLLENO
caiTa IeTEpPMUHMPYETCS aMUHOKMC/IOTHOIA MOC/e0BaTEIbHOCTbI0 N-
TePMUHA/IbHBIX OKOHYAHWIA TSHKE/bIX 1 NErkux Lenei. B oTnnume ot
60/bLUMHCTBA ApYruX GENKOB, KaXAbliA M3 KOTOPbLIX Y KOHKPETHOro
VHAVBMAYYMA UMEET OfMHAKOBYHO aMUHOKMC/IOTHYIO MOC/ef0BaTeNb
HOCTb, MMMYHOTI06Y/IMHbI 06HAPY)KMBAOT 3aMETHYH) T€TEPOreHHOCTb
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cBoux N-TepMUHaIbHbIX AOMEHOB (M3MEHUYMBBLIX PailoHOB). 3Ta reTe-
POreHHOCTb HAaCUMTLIBAET A0 HECKOMIbKUX MWIMOHOB BapuaHTOB,
OO/bLUMHCTBO M3 KOTOpbIX BCTpedaeTcs B 3—4 (MvnepsapriaHTHbIX)
paiioHax. Kaxgas mapa TmKelbIX W NErKUX Leneid CKnaabiBaeTca
TakM 06pa3oM, YTO /NS COCTaB/IEHNst aHTUTEHCBA3YKMLIErO CaiiTa B
VHTaKTHOW WM MPOTVBOCTOALLEN MOMEKY/aX OTKPbIThbI rMMepBapuaHT-
Vble palioHbl. Takoe pa3HOO6pasve NeXMT B OCHOBE LLMPOKOro Habopa
aHTUTeN, KOTOpble MOryT BO3HUKATb B OTBET HA CTUMYNALMIO TpOMag-
HbIM KO/IMYECTBOM aHTUIEHOB.

Mo pe3ynbTaTaM UCCNefoBaHWUS aHTUTEN, Pa3BUBAIOLLMXCA NPOTUB
MLTEHOB, BMOXMMMYECKas CTPYKTYpa KOTOPbIX WM3BECTHA, MOXHO
MPUATK K BbIBOAY O CMELM(UUYHOCTM KOMMAEKCa aHTUreH — aHTuTe-
0. YCTOAYMBOCTb COEAMHEHUS aHTUTEHCBSA3YIOLLMX CAiTOB aHTUTENa
M aHTUreHa (YCTOMYMBOCTb MMMYHO/IOTMUECKOTO CPOLACTBA) 3aBUCUT OT
CTENEHN 3aKPbITUS 30HbI COOTBETCTBUS. AHTUTENA MOFYT ObITb 6/1K13-
KOPOZCTBEHHbIMM (06/1a/]aTh BbICOKOI CTEMEHbIO CPOACTBA) UMM OT/a-
NIEHHO POACTBEHHBIMU (C HW3KOM CTerneHbio CPOACTBA). [epekpecT-
Hble PeaKLM 0BbIYHO NPOUCXOAAT MPY HU3KOW CTEMEHN CPOACTBA.

VimmvyHornobynvH G (IgG) siBNsieTcs MOHOMEPOM. 3TOr0 MMMY-
HOrn06y/MHa 60/ibLLIe BCErO B N/1a3Me KPOBU M BHECOCYAUCTON XI-
KocTu. Ha makpogharax u nofMMopgHO-a4epHbIX NeiKouuTax nme-
totcs Fc-peuenTopbl gis 30HbI FC monekynbl 1gG. 9Tn penenTopsl
ob/ieryatoT npuKpenaeHne 1 aroyuTo3 COOTBETCTBYIOLMX aHTHre-
HOB. 1gG [aeT MNepeKpecTHYH peakuuto C MNIaueHToM YenoBeka
yepe3 peuenTopbl Fc-y, mepeHocs CBOMCTBA NacCMBHOIO MMMYHUWTE-
Te OT MaTepn K pebeHKy. VImetoTcs 4eTblpe noaknacca IgG, KoTo-
pble Pa3nMYaroTCa CBOMMM CBOCTBamMu (Tabn. 5.4).

VimvyHornobyimH M- (IgM) npefacTaBnseT coboii Makpornoby-
JMH W ABNSIETCA NePBbIM K1acCcOM MOJEKY/, BblpabaTbiBaeMbIX MOC-
Te NepBOHAYA/ILHOrO NONafaHMa aHTUreHa B OpraHu3M, No3ToMy OH

| s6nnya 5.4. CeolicTBa MMMyHOrNI0BY/IMHOB Knacca G
Mokasarenu 19G, IgG2 19Gj IgG4

<)Cviec Konmyectso 1gG 65 23 8 4 |
mi llBopoTke KpoBu :

JMICKTpoghopeTuueckass  MeaneHHas MepaneHHas  MegneHHas  BbicTpas
NOABWMXHOCTb

* NOCOBHOCTb K KOMOGU- +++ ++ 4 e
Hauumn co cTanIoKOK-
KHHbIM MPOTENMHOM A

HLWMOXHOCTb MPOX0OX- ++ ++ ++
H'HUS Yepe3 niaueHTy

<TCMNCHb aKTmBauun +++ ++ +++ +
*OMMJIeMeHTa j
' MOCOBHOCTb CBA3bI- +++ + +++ +

*MrbCA ¢ MOHOUMTaMN
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Hanbonee BaXKeH B MeEPBMYHOM UMMYHHOM OTBeTe. Hanuuue aHTu-
Ten IgM K MUKpOOpraHn3my CBUAETENbCTBYET O HeflaBHeld Ui npo-
Jomkarollenca nHgpekuymmn, IgM obnagaet AecATbIO calTamu Coefu-
HeHus. T1o3TOMy cuna ero CBA3bIBAHWA C MOJSIEKYNaMy aHTUreHa
OYeHb BbICOKA. VIHbIMW CNoBaMu, eMy CBOWCTBEHHA BbICOKas aBuvf-
HOCTb (CTeneHb CPOACTBA) K COOTBETCTBYHOLLEMY aHTUreHy. IgM sB-
nseTcsa Takke Hambonee a(hHeKTUBHLIM MMMYHOII06YIMHOM B aK
TMBaLUKN KOMMemeHTa. W3-3a pasmepa MONeKy/bl pacrnpocTpaHe-
Hve 1gM orpaHnN4eHo raBHbIM 06pa3oM Npesenamu Nasmbl KPOBY,
B KOTOPOWA OH peanun3yeT BaXHeMLMe (YHKUWM MO paspyLLeHuto
MWUKPOOPraHn3MoB. MoOHOMepHbI IgM MMeeTcs Ha MiasMonemMme
B-kneToK. 37ech OH [eliCTBYeT B Ka4eCcTBe pPeLenTopa aHTUreHa.

VmmyHornobyivH A (IgA) siBnsieTca rnaBHbIM aHTUTENOM, Bbipa-
6aTblBaeMbIM Ha MOBEPXHOCTU CU3UCTLIX 000/104YEK, U BTOPLIM MO
3HayeHnto (nocne 1gG) MMMyHOrno6ynnMHoM B nnasme Kposwu. OH
BCTpeYaeTcs B ABYX OCHOBHbIX (hopMax: LMpKynsaTopHoro IgA, aBns-
toLLlerocs MOHOMEPOM, W CeKpeTOopHOro IgA — NpoAyKTa pasnyHbIX
Xenes, VMeoLwero ANMEPHYI0 Monekyny. pu MpoXoxaeHun yepes
3MWTENIMIA CAM3UCTLIX 000/104EK K HEMY NMPUCOEAMHSETCA [06aBOY-
Hblii 6eN0K — CEKPeTOPHbIA KoMMoHeHT (SC). Hebonbluas YacTb Cbl-
BOPOTOYHOIO IgA TOXe AnMepHa, HO He codepkuT SC. Y IgA nwveet-
ca aBa nogknacca: IgA, n IgA2 KoTopble B paBHbIX KOJIMYECTBAX CO-
flepXxatcs B nnasme, B TO BpeMsl KakK B CEKPETOPHbIX MpoayKTax rpe-
o6napaet IgA2

LdnwvepHblidi IgA cnHTe3MpyeTcs nnasmaTMyeckMMmn KIeTKamy B
COOCTBEHHOM MNACTUHKE CAU3UCTON 060/I0MKU KULLEYHUKA, AbIXa-
TeNbHOTO U MOYEBbLIBOAALLEr0 TPAKTOB. 3aTeM 3TOT MMMYHOT/06Y-
NNH B GOMbLLOM KOMMYECTBE BbIAENAETCA B NPOCBET KULLEYHUKA W
[pyrux TpakToB, YTO JOCTUraeTcs C NMOMOLLGIO ABYX CNELUDUYECKNX
TPaHCMOPTHbIX CUCTEM.

MepBasi cucTema: MECTHO BbipabaTbiBaeMblii IgA nonyuyaet Ao-
CTyn B MPOCBET opraHa 6narogaps npeasapuTeNsHOMY KOMIMIEKCU-
poBaHuio ¢ SC; nocnefHuiAi fencTByeT B KauecTse peLienTopa Ha 6a-
3a/1bHOM MOBEPXHOCTU 3NUTESIMOLMUTOB W ABASETCA BbICOKOCMELM
(PMYHBIM MO OTHOLUEHMIO K MOMMMEPHOMY WMMYHOrNOOYNuHY, B
YyacTHOCTM K gumepy IgA; IgA noasepraeTca 3aTeM 3HAOUUTO3Y Y
TPaHCNOPTMPYETCH K MOBEPXHOCTM NPOCBeTa opraHa, 34ecb SC yac
TUYHO CBA3bIBAETCH, @ OCBOBOXAEHHbIA Kommneke IgA—SC Bbige
NseTCA B MPOCBET OpraHa, rge ynasnvBaeTcsa c/ioem cim3n. MNonara-
[OT, YTO, MOMUMO CBOEn TPaHCMOPTHON (yHKUMM, SC 3awyiiaeT
monekyny IgA oT npoteonu3a. Cpean Apyrnx Knaccos MMMYHOI/I0-
6YNMHOB TOMbKO MOAUMEPHbIA IgM MOXET 6bITb TPaHCMOPTUPOBaH
yepes aNuUTeNnii CAM3MCTOM 060/104KM B MPOCBET OpraHa.

BTopas cucTema. IgA MOXET LOCTUraTh MPOCBETA KULLEYHMKA U
VHbIX TPaKTOB MO HEMPAMOMY MyTW; AUMEpPHbIA IgA, BbipabaTbiBae
Mbli B COGCTBEHHON NAACTUHKE CAM3UCTLIX 060104eK, NpocaynBa
€TCA B KPOBOTOK MOPTa/IbHOM CUCTEMbI, YAAISETCS renatoumTamm u
nocne KomnaekcupoeaHmsi ¢ SC Ha KaHIMKYNSAPHON NOBEPXHOCTH
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H'MaTOLMTOB GbICTPO HaMpaBNSeTCcs B XKenyb. ITOT MeXaHW3M 06b-
NCHSIET HEe TO/IbKO HU3KOe CoflepXkaHue AMMepHoro IgA B CbIBOPOTKE
KpPOBW, HO W BbICOKME CbIBOPOTOUHbLIE YPOBHWU 3TOr0 MMMYHOrI06Y-
NIMHa NpU 6ONE3HAX MEYEHMN.

®yHKUMM IgA NOMHOCTLIO HE M3yYeHbl. [pUKpennaach K anure-
Mo CNM3NCTLIX 060/I0YEK, OH POPMUPYET BaXKHYHO YaCTb MyKO3HO-
VP 3aLWMTHOrO 6apbepa 1 crnocobeH AeliCTBOBaTh B Ka4ecTBe HEBOC-
IMHATENILHOTO  3IMMMHATOPA MaTOreHHbIX BO30yauTenein. 3TOT
VUMMYHOI100Y/IMH He aKTUBMPYET KOMIMJIEMEHT, HO MOXET 06/1ajaTb
MUCOHNYECKOW aKTMBHOCTLIO, MOCKOJ/IbKY €ro peLenTopbl UMerTes
H/A HelAiTpodmnax. IgA cnocobeH Takke K HelTpanusaumm GakTepuit
W BUPYCOB.

VimmvyHornobynuH E (IgE). IgE npucyLe cnewmguyeckoe cBOMCT-
UP MPUKPENSIATLCA K TYYHbIM K/ETKaM U 6a30(uIbHbIM Neiikouu-
i.iM ¢ nomowbto Fc-thparmeHTa. Mpu 3TOM crneunduyeckne caiTbl
BHIVHEHWS OCTAKOTCA OTKPbITbIMU AN1A aHTUreHoB. AHTUTEeNa IgE
MbIETBYKOT B peakumax runepyyBCTBUTENILHOCTA HEMEL/IEHHOI0
InHa (FTHT).

VimmvyHornobyrmmH D (IgD). Bruonormnyeckne CBOWCTBa LMPKYNS-
Hipnoro IgD Hemn3BecTHbl. HO Ha B-KkneTkax, Ha KOTOPbIX OH 06Ha-
i\ KTH BMecTe ¢ IgM, UMPKYNATOpPHbIA gD AeiicTBYeT Kak peLenTop
HMMWICHa.

Boipa6oTka aHTuTen. [lonagaHue B OpraHvW3M aHTuUre-
11 C KOTOPbIM YefIOBEK paHee He BCTpevascsi, NPUBOLWT K MepsBuY-
H>Y aHTUTENbHOMY 0TBeTY. BO Bpems Takoro oTBeTa, MpUMepHo
C >0 7 AHeil mocne nonafjaHws aHTWreHa B OpraHn3M, B KpPOBM MO-
MInetcad HeboMbLIOe KOMMYeCTBO crieundunyecknx aHtuten IgM.
IliluTopHOE NonagaHune TOro Xe aHTUreHa B opraHvW3M B 6onee oTAa-
HHbI CPOK MPUBOAUT KO BTOPUYHOMY, WM aHaMHEC TUYECKOMY,
YuHeTY (OTBET namsTy). TOABNAIOTCA YXe 0OO/bliMe KONMYecTsa
n nl;lrcigmquKoro IgG. Takoil BTOpUYHbIA OTBET pa3BMBaeTCs Mpu-
. INn) Yepe3 4 AHA U MOXET NPOAOMKATLCH HECKONLKO Hefefb.

Mpy BbIpabOTKe aHTUTEN NPOUCXOAAT nponudepauus n ande-

MHUpOBKa (co3peBaHue) B-kneTok. lMocnegHue CTaHOBSATCA /M-
| v meTamn 1 gudgepeHumpyroTea B B-nuMdounTbl namsaTn unm B
M LUTMaTUYECKME KNETKU, COfepXKallime B CBOE LmTonnasme passu-
, M1 LWIOOMNAa3MaTUYECKY0 CeTb. AHTUTENA, UMPKYIUpylowne B
....IHOKe, B OCHOBHOM BbIpabaTbiBaloTCA NnasmMaTuyecKuMm KieT-
1MW Cene3eHKM, KOCTHOro Mo3ra v numgaruyeckux y3nos. OfHaKo
...... MHble KNETKW ONpefenstoTcs Takke B M306MAMM B numdartu-
. P¥X 06Pa30BaHUAX CAM3UCTbIX 060/104YEK; M3BECTHO, YTO MX Obl-
. | MHOro 1 B 30Hax BocnaneHna. Kaxpaaa nnasmarmnyeckas KneTka
. <(4MHHO MpofyLMpYeT Nerkue Lenu —K uim X HO HWUKorga Te u
, lur ogHOBpeMeHHO — BMeCTe C TSXKENbIMU LEENAMU NNLLb OfHO-
>Mrcca UMMYHOr106ynnHOB (Tabn. 5.5).
1) KneTo4HOo-0mocpeaoBaHHbIA MMMYHUTET. T-TUMQOLUTbI.
.NMNTble 3PPeKTOPHbIE (PYHKLUW, OTHOCKHMbIE K KIETOYHO-
....L|e/IOBaHHOMY VMMYHUTETY, MOAYMHEHbI T-K/eTKam, KOoTopble
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Tab6nuuya 5.5. MapKepbl KNETOYHbIX aHTUFEHOB — KNacTepoB AnddepeH-
umpoBkn (CD), OTHOCALLMXCA K UMMYHHOI cucreme

Howmep [pyrve HassaHuA Buaibl KNeTOK, 3KCMPecCUpYyHoLLmX
CD (cMHOHUMBI) CD TOT wwm nHoh CD
1 T6 TumMounTbl, AeHAPUTUYECKNE KNETKN
2 T11; peuentop EFRC Bce T-knetkn, NK-KneTku
3 T3 OnddepeHunpoBaHHble (3penble) T-KNeTKu
4 HIV-peuenTop TH-nogrpynna T-KNeToK, HEKOTOPble MOHO-

LUMTbl M Makpodarm

5 — T-KneTku; nogrpynna B-KneTok
FOM-peuenTtop AKTNBNPOBaHHbLIE N Hespesible T-KNeTKN
8 LnToTokcnyeckne T-kKnetku, T5noarpyn-
na T-knetok; HekoTopble NK-KMeTku
Ma a-Llenb LFA-I Bce neikounTbl
Mb a-Llenb C3b-peuentopa MoOHOLMTBI 1 Makpogaru, HeMTpoubl,
NK-KneTku
11c  a-Uenbgp 150/95 MoHoUNTBI 1 Makpodgaru, HenTpodunel, !
NK-KneTku
16 Fc y-peuenTop 111 NK-KMeTKW, MOHOUUTBLI 1 Makpodaru
18 p-Lenb ana CD 1la b, ¢
19 — B-kneTku
23 PeuenTop IgE ¢ HM3KuM [oarpynna B-knetok
CPOACTBOM
25 Tac; p-uenb peuenTopa AKTUBUPOBaHHbIE T-KNETKN (HEKOTOPbIE
nn-2 B-KneTKW, MOHOLUTBI N Makpodaru)
28 — T-KneTKu
29  Tpomb6ounTapHbIii BONbLWMHCTBO NEAKOLMTOB, BKAOYaA MOA- i
GPlla VLA-p-uenu rpynny T-KneTok
45  O6Wwmii neiikouUTapHbIA  Bec nelikounTbl
aHTureH
45RO UCHLI Moarpynna T-KNeTok, B-kneTku
56 NKHI; Leu 19 NK-KneTku
57  Leu 7; HNK-1 NK-KneTKn, HekoTopble T-KNeTKu

NrpatoT LEHTPaNIbHYH POfib B PEryAumMM Creundmyeckoro UMMyH-
HOro OTBETa W OTBETCTBEHHbI 3@ CTUMYALMIO MHOIUX HecneLl,mq%/m

YECKMX MEeXaHW3MOB BOCMasieHns. Ha T-KNeTKu NpUXOLUTCS OKOMO
70 % nUMAOLNTOB NepudepryecKoin KpoBM, U BHYTPW MX NOMys

LMW UMEETCA 3HaUNTeIbHasA pasHOPOAHOCTL (Tabs. 5.6).
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Ta6nwuuya 5.6. Mogrpynnbl T-nMmgounTOB

PecTpukumsa
Mogrpynna
T:D'Kj'lpgTOK ®deHOTUN (knaccbl) DYHKUYA
rKrc

1Ll TOTOKCMYUCCKIMC CD3+4-8+ Knacc | YHU4YTOXaloT KNeTKu-
(CTL, Tc) numdounTsl MULLIEHN

T,1 CD3+4+8- Knacc 11 YuacTByloT B peakuusix
XennepHble rMnepyyBCTBUTENBHOCTY
JInmcoumTsl 3ame/j/leHHOro Tuna, BOC-

naseHnn; BblpabaTbiBalOT
-2, Hdy, ®N0
T.2 Knacc 11 Cnoco6CTBYIOT — MpPoAyK-
U1 aHTuTen, BblpabaTbl-
satot W1-4, N1-5
< YUMPCCCOPHbIe CD3+4-8+ ? Y4acTBYHOT B perynauum
UMMYHHBbIX peakLuii

CyluecTByeT ABe rNaBHble rpynmbl SeKTOPHLIX T-KNETOK (3¢h-
|[foKTOpHbIE — B JAHHOM C/ly4ae He TO/IbKO COBepLUaloLme AencT-
BME, HO W ONOCPpesyloLiMe): LMTOTOKCHYeCKe T-IMAOLMTHI
(< TL), HenocpeacCTBEHHO /IM3MPYIOLLME COOTBETCTBYHOLLUME KNETKU-
MULLIEHW, CMOCOOHbIE K YHUUTOXEHWNIO HEKOTOPbLIX K/ETOK 3/10Kaye-
* INeHHbIX OMNyXOMeil 1 TPaHCMIaHTaToB, a Takke T-KeTKM, onoc-
In-nyrolpme  OTBETHI  TUMEPUYBCTBUTENLHOCTY  3aMef/IeHHOro  Tuna
(I TT). OTBeTbl M3T OCYLLECTBNAOTCA C MOMOLLbIO BbIPabOTKM pac-
| MOpUMBIX MeAMaTOPOB M LMTOKUHOB, KOTOPbIE CMOCOOCTBYHOT BOC-
NOSIHEHWIO M aKTUBaLMWN KNEeTOK HecrnewLugpuyeckoro socrnanuTenb-
HOro OTBeTa, MPeXAe BCero makpodaroB. Peakuun 3T ypesBblyaii-
HO BaXXHbI /11 3aLMTbl OT BCEBO3MOXHbIX BO30YAMTENENA, CKIOHHbIX
» BHYTPUK/IETOYHOMY MapasuTUpoBaHuio (CM. rnasy 14), a Takxe
npy OTTOPXXEHUW TPAHCNIAHTATOB U ayTOMMMYHHbIX peakLusiX.

Pa3fnyaroT N0 MeHbLUel Mepe ABe rpynnbl perynsTopHbIX T-Kne-
»K XennepHble T-numdoumTsl (Th) nomoratoT B BblpaboTKe aHTU-
MW B OTBET Ha BO3AEACTBUA GOMbLUMHCTBA aHTUIEHOB (OTCHOAA U
M1 WwaHue «to help» —nomorarts). CynpeccopHble T-kneTku (Ts), no-
BOAVMMOMY, WUIPAOT PO/b B NPeAOTBPALLEHNN ayTOMMMYHHbIX peak-
MU 1 B PErynsiuum o6LLero ypoBHs U YCTONYMBOCTU 3aLLUTHBIX UM-
MyHHbIX OTBETOB (MX Ha3BaHWe BO3HUK/IO OT rnarona to suppress —
MULAHNATb, CAEPXKMBATD).

deHOTUNMYEeCKNE NPU3HAKKN T-knetok. [pn
4 N0Mb30BaHUN TPASULMOHHBLIX 0630PHbLIX FMCTONOMMYECKUX U LiK-
MO/ MYECKMX OKpacoK (CM. rnasy 1) pa3nmumTb pasfinyHble KNacchbl
HM(POLIMTOB NPaKTUYECKN HEBO3MOXHO. VIHOe feno, eciv npume-
‘oll. UMMYHOIMCTOXMMUYECKME MeTOAbl. Tak, B OTAn4yue oT B-kne-

M Y T-TMM(OLMUTOB HET NOBEPXHOCTHOIO UMMYyHOrn06ynuHa. T-
* OUKM 06/1aat0T TaKXKe MOBEPXHOCTHbLIM PELLeNTOPOM, MO3BOSO-
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WM UM in Vitro cBA3bIBATLCSA C 3puTpoLMTaMm OapaHa. PaHee 3Ta
CMOCOBHOCTb UCMONL30BAIACh ANA OTMYeHNUA T-nMmgoLMToB oT B
KNeTok. B HacTosilee BpeMsi C MOMOLLbI0 MOHOK/IOHAMbHLIX aHTU-
Ten, NPUMEHSEMbIX B UMMYHOrUCTOXUMUYECKUX PeakLUsAX, MOXHO
onpefeiuTb MHOXECTBO Pa3HO06Pa3HbIX MOBEPXHOCTHLIX aHTure-
HOB, CMeLUUYHbIX TONbKO ANA T-KneTok. Kaxablii U3 3TUX aHTu-
reHoB 0603HavaeTca Kak Knactep gnddepeHumnposkn (CD), nmeto
WA CBOIA NOPSIAKOBbLIA HoMep (CM. cxemy 5.1; Tabn. 5.5).

T-KNETKN MOXHO BbISIBUTb MO HA/IMYUIO MOBEPXHOCTHOMO aHTK-
reHa CD3, cBA3aHHOIO C UX aHTUIeHHbIM peLenTopoM. Kpome Toro,
Ha Bcex T-numdounTax obHapyxusatotcs CD2 —peuentop ans B
K/IETOK, CMOCOOHbIX K crieyuduyeckomy oteety (SRBC), n knactep
CD5. Tpu ykasaHHbIX KfacTepa HasblBatOT MaH- T-KIeTOYHbIMA Map
Kepamu. [ HaLeXHOW e ngeHTudmkaumn T-1MM¢oLnToB onm
paTbCa TOMIbKO Ha 3TV MapKepbl Henb3sl, Tak Kak OHW MHOrAa BbiSB
NAKTCA U Ha Jpyrux numdgoumnTax.

bonee 95 % 3penbIXx T-KMETOK 3KCMPECCUMPYIOT MONEKy/bl WK
CD4, wnn CD8, HO HuKorga oba mMapkepa ofHOBpeMeHHO. OCHOB
Hast posib 3TUX MOJIEKYNT COCTOUT B TOM, YTOObI HaNpasATe T-nuMM
thouuTbl ANS pacno3HaBaHWMS WHOPOLHOrO aHTUreHa Mpu ero B3au
MOJENCTBMM C MONEKynamu pasHbiX KnaccoB 'KIC. MeTognyecku
B3aMMOMCK/tOYaemble nogrpynnsl T-knetok (CD4+ wnm CD8+)
4acTo NPUHMMAOT COOTBETCTBEHHO 3a (DYHKLMOHUPYIOLLNE Xennep-
Hble T-TUM(OLUTLI UM LUTOTOKCUYECKME CYNPECCOpHble T-KNeT-
K. HecmoTps Ha 06LLYyt0 3aKOHOMEPHOCTb TakoW CBSA3W, BCE XE M0
KasaHo, YTO BCTpeyaroTCs M obpaTHble BapuaHTbl: (CD8+)-xeanep-
Hble 1 (CM4+)-UMTOTOKCUYECKMNE KNETKW. [na OTAMYeHus AeBCT-
BEHHbIX,  NOKosWMXcA  T-AUMQOLUTOB,  3IKCNPECCUPYHOLLMX
CD45RA —ogHy 13 thopm KnacTtepa CD45, 0T K/IETOK NaMsiTH, 3KC-
npeccupyowmx apyryto opmy Toro >ke knactepa CD45RO, uc-
MO/b3YHOT peakLmmn ¢ 06LWMM NeAKoLUTapHbIM aHTUreHom CD45.

Pacno3HaBaHue aHTureHa T-knetkam u. CTpoeHve
T-KneTo4Horo aHTureHHoro peuenTopa (TcR). Okono 95 % T-KneTok
nepngeprnyeckoin KpoBu HocAT TCR, nNpeacTaBAsAOLWMIA COGOI reTepo
Anmep, 06pa3oBaHHbIA a 1 p-Lensimmn, CBA3aHHLIMU MeXay coboi an-
CYyNbQPUAHON cBA3bio (CxeMa 5.7). O6e Lenu MMEKT MOMEKY/IPHYHO
maccy 40—45 KDa v BKHo4atoT B cebsl ABa MMMYHOr106yIMHONOA06
HbIX JoMeHa. Kaxgaplli foMeH obnagaet ,qmcynbtf)/mp,HoM CBA3bIO BHYT
PV LEMM 1 3HAUMTEIbHOW FOMOIONMYHOCTLH (COOTBETCTBMEM) WMHAN
BUAYa/bHbIM UMMYHOI/I06Y/IMHOBLIM LenamM. Kaxaas u3 uenein TcK
MMEET LMTONNa3MaTUYECKUIA XBOCT — HEM3MEHHbIN TpaHCMeMbpaH
HbIli paioH, a TaKXKe AUCTa/IbHbIN BHEKNETOUHbIA foMeH V. [ocnefHwWiA
BapbUpYeT ropasfo 3amMeTHee Y pas/MuHbIX T-KNEeTOK, HeXenu 6onct
MPOKCUMaSTbHBbIA NOCTOSHHBIA foMeH C.

OcTtaBwwecd 5 % 3penbix CD3+ T-KIeToK He akcnpeccupyto!
a-p-thopmy TCR, HO MMEIOT anbTEPHATUBHYHO €ro OpMy, BK/IHOUM
tOLLYO B Ce6s y- 1 6-uenn. BoNbWNHCTBO U3 y-6-T-KNETOK He 3KC
npeccupytoT Mmonekynbl CD4 unn CD8 u npeAcTaBnsioT COGOM
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« M+ 5.7. CTpykTypa T-kneTouyHoro peuentopa (A) v ero yyactvue B npegctaBneHun aHtureHa (b)

a uernb p-Lenb

A 3

e eqMe MR S - S- gucynbpugHas casb. FKIC- rnaBHbIii KOMNAEKC FMCTOCOBMECTUMOCTU, Al - aHTU-
¥ HUTMTOHNpeAcTaBnsioLlas knetka, TCR - T kneTouHblil peentop, CD - peuenTopsl MMAOLUTOB

e ® HHYIO /IMHMIO a-p-T-knetok. OfHaKo y- u 6-uenn MMerT
" vhi XKe 06Uy CTPYKTYpY 6enka, 4To 1 a- 1 p-monekynbl. Puk-
"MM y-6-T-K/IeTOK HeM3BeCcTHa, OHaKO OHW MOABMAKTCA Ha paH-
"* ' lanmax oOHTOreHesa.

Y PeCTpuKLS (OrpaHnYeHWE) rNaBHOTO KOMI/IEKCA MMCTOCOBMEC-
...... T (FKFC). T-KNeTkn CnocobHbl CBA3bIBATLCA C aHTUrEHOM,
"NHO €C/M OH MNpeACTaB/eH Ha MOBEPXHOCTM APYron KNeTKU B
i y'Mr komnnekca ¢ Monekynoii FKIFC. Takoe «orpaHuyeHne MKIC»
.... n1 OT cNOco6HOCTU T-KNETOK CBA3bIBATb CUHIEHHbIE MOJIEKY/IbI
1] (', umetopme cnaboe cpoacTBo. HecMoTps Ha OTHOCMTENBHO Cra-

¢ XapakTep 3TOI peakuuu, OHa MOXET YCUIMBATLCH, EC/IN MOJIEKY-
I KI C cnerka nsMeHeHa 13-3a Ha/iMyug aHTUNEHHOro nenTuia B
«MrmMm noBepxHocTy mosnekynbl FKIMC. 3Tta Monekyna nogsepra-
4> hmkuum, 1 TCR B3aMOZENACTBYET Kak C aHTUIeHHbIM NenTu-
* iK1 c okpyxatowmmn netasmm monekynbl FKFC. PaccmoTpum
sz pecTpukuum 11 n 1 knaccos M'KIC.
Vi Tpakuma 11 knacca TKIC. CI)4+T-Knetku pacnosHaroT
HW aHTUTeHHble nenTugbl, coctosawme u3 10—15 aMMHOKMCIOT
UMMHHbIE ¢ monekynamm Il knacca TKIC. BcrnomoraTe/bHble
«| a MOrnowWaKT 3K30reHHbIA PacTBOPUMbIA aHTUreH C MOMO-
...... LLIOUMTO3], a rpaHynspHble OPMbl aHTUreHa —C NMOMOLLbHO
m  Miuoia [MOrnoweHHbIA aHTUIeH NOCTYMaeT B 3HAOCOMASbHbIE
BP\\bL| B KOTOPbIX MOABEPraeTcs 4acTUYHOMY npoTeonusy. O6-
Heca B pe3y/bTaTe 3TOro nentuibl 06peTaloT CBSA3b C BHOBb
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CMHTEe3NpoBaHHbIMK Monekynamu 1l knacca 'KIFC, korga nentug-
COAepKallime 3HLOCOMbI C/UBAKOTCA C My3blpbKaMu  KOMMJIeKca
Fonbmxmn (cMm. rnasy 2). Komnnekc nentug— KIC TpaHcnopTupy-
€TCS N BCTPauBaeTCs B NIa3MOJEMMY BCMOMOraTe/lbHOM KAETKW ANs
pacnosHaBaHusa ¢ nomoLbio CD4+ T-KNeTok.

PecTpukuma | knacca FTKIFC. CO8+T-KNeTKy pacno3HalT aHTu-
reHHble NenTupbl, cofepxalime 9—10 aMUHOKUCNOTHBLIX OCTATKOB,
KOTOpble 06pa3ytoTcs U3 6eNKoB, CUHTE3MPYEMbIX BHYTPU KI/IETOK,
Hanpumep 13 BUPYCHbLIX OEIKOB B K/ETKe, UH(IMLUPOBAHHOW BUPY-
COM. OTW 3HAOreHHble MenTuibl MPOHWKAIOT B 3HAOMNIa3MaTuyec-
Kyl0 CeTb. TaM OHW KOMMNEKCUPYKOTCA C BHOBb CUHTE3MPYEMbIMU
monekynamu | knacca M'KIFC 1 TpaHCMOPTUMPYIOTCA K Mia3MoneMmve
4na pacnosHaBaHua CD8+ T-kneTkamu.

9) MMpoucxodKaeHVe aHTUreHnpeacTaBnaowmMx kneTok (AMK).
Ponb 3TMX KNETOK COCTOMT B 06paboTKe aHTUIEHHbIX NenTUA0B [0
pasmepoB, HOpMbl 1 HU3NKO-XUMUYECKNX CBOICTB, 06ecneynBaro-
Wmx ux BcTasneHue B mMonekyny KIC. KneTka, npefcrasndioLasn
aHTWTIeH, CO3AaeT YCNOBUS, HEOOXOAMMblE AN akTUBauuu T-Kne-
TOK, C MOMOLLbI0 (hOPMUPOBaHMS CTabWU/bHOW CBA3WN C aHTUTeHCne-
unduyecko T-KNETKON 1 NPoAYyKLMU KOCTUMYMUpYHOLWmMX (coapy-
YKECTBEHHO CTUMYyNMpYtoLLKX) hakTopoB. Hanuuume monekyn | knac-
ca KIFC npakTuyecKkn Ha BCex K/eTKax, UMeoLWmMX sapa, U Cnocoob-
HOCTb 3TUX MONEKY/ CBA3bIBATLCA C 6e/IKaMU — NPOM3BOLHLIMW Lu-
TON/a3Mbl 03HAYaOT, YTO HOMLLIMHCTBO METab0/NYECKU aKTUBHbIX
TKaHEBbIX K/IETOK MOTEHUWaNbHO CMOCO6HbI K MpeAcTaBeHnto
aHTureHa CD8+T-kneTkaMu (MOHATUEM «TKaHEBble KNETKU» B CO-
BPEMEHHOW MMMYHO/IOrMN 0603HAYAIOT 3/1EMEHTBI, He OTHOCALLMECS
K CMCTeMaM KPOBW W KpPOBETBOPeHMA) (cxema 5.8).

BecbMa orpaH1yeHHOe KOMMYeCTBO K/ETOUHbIX TUMOB CTasIKMBa-
etcs ¢ 6onee cTtpornmm 3anpocamu CO4+T-KNeTok, agpecyeMbimMu
AHTUTeHMPeACTaBNAILWMM K/eTKaM. Takue aHTUreHnpencTaBsio-
LMe 3MeMEHTbI [O/MKHbI 3KCMpeccupoBatb aHTureHol Il Knacca
FKIFC v cnocobHbl nornowarts 1 obpabaTbiBaTb CAOXHbIE aHTUre-
Hbl. OHM NPOAYLMPYIOT psf KOCTUMYIMPYIOLWMX (PaKTOpOoB, HEobXo-
OUMbIX ANA NOMHOW akTuBauum T-kneTok. Cpedu 3TuX (hakTopoB
Nydule Bcero msyyeH WJ1-1. Cpegn aHTUreHNpPeACcTaBAsoLWmnX Kie-
TOK Ny4llie BCEro 0xapakTepn3oBaHbl MHTEPAUTUTUPYIOLLUE AeHAPK
TUYECKME KNETKU, BbISBNSEMbIE B T-KNETOUHBIX 30HAX MMMPONIHBLIX
OpraHoB («UHTepAMruTaLum» — 3TO NasbLEeBUAHbIE B3aMMOBNAYU-
BaHMA LMTONMa3Mbl COCEAHUX KNEeTOK). CXOfAHble AeHAPUTUYECKME
KNETKN MakpoaraibHOM NpupoLbl MOXHO 06HapYXuTb U B APYruxX
TKaHAX. OfHUM 13 Haubonee M3y4YeHHbIX TUMNOB AEHAPUTUYECKNX
aneMeHTOB ABNseTcs Knetka JflaHrepraHca (P.Langerhans) anugep-
Muca. TN KNETKU MPUHUMAIOT aHTWUIEeH, HanpaBieHHbIA WK OTHO-
CAMIACA K KOXe, a 3aTEM MUFPUPYIOT B APeHaXXHbIA NuMgaTnyec-
KWiA y3en SKOﬂﬂeKTOp) yepe3 NpuHocsLLMe NMMGATUYECKME cocy bl
é;:xema 5.9). B opeHaXHOM KO//EKTOPe K/ETKW JlaHrepraHca auag-

EPEHLMPYIOTCS B UHTEPAUTUTUPYIOLLME AEHAPUTUYECKME KNETKN U
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Cxema 5.8. B3anmopelicTBue T-kNeTOYHOrO peLienTopa ¢ aHTUreHaMu [1aBHoOro Komniekca
rMCTOCOBMECTUMOCTH | 1 I! KNaccoB Ha aHTUTeHNpPeCTaBNAIOLLMX KeTKax.

B-numdouunt unn monoumnt/makpotar

1Bo3nmavyeHus: AMNK- aHTUreHnpeacTaBnstolwas kneTka, HLA - aHTUreHbl F1aBHOrO KOMMaekca
WIrocoBMecTUMOCTH. TCR - T-KneTOMHbI peyenTtop. CO - peuenTtop numgounToB (knactep gud pe-
DHUMPOBKK), V1 - nHTepnelikuu, Al - aHTureH, V, J, J DV - nokychl reHa B BapnabenbHOM JOMEHE,
IH, C(! - NOCTOSHHbIE JOMEHbI @ - p-Lenei

TONMbKO TOrfa CTaHOBATCH MOMHOCTbHD CMOCOGHLIMWM K aKkTMBauuu
| kneTok. CXOfHbIV MyTb, MNO-BUAMMOMY, UCMOMb3YETCA Ha MOBEPX-
HOCTSAX C/IM3UCTbIX 060/10UEK B XKENYLOYHO-KMLLEYHOM W AbIXaTeslb-
HOM TpakTax, rae aTM 060/10UYKM KOHTaKTUPYHOT C 60/1bLLIUM KONUYe-
| IHOM BCEBO3MOXHbIX aHTUIEHOB.

[JeHapuTrnyeckne KNeTku NpefcTaBnsrdT cO60A He efMHCTBEH-
Hble aHTUTEHMPeACTaBNAOLME 3NEMEHTbI, CMOCOOHbIE K aKTMBALUM
( 1)4+T-kneTok. B cBA3KM C OTCYTCTBMEM B MX LMTONIa3Me NnM30C0-
MMN/IbHLIX (heEPMEHTOB, TpebyembiX ANd nepeBapuBaHus 60/ee CNoXx-
HbIX aHTWFEHOB, HanmpuMep OakTepuii, HeobXOAMMO NPUCYTCTBUE
1MUBbKX Makpodaros. Mpu onpefieneHHbIX 06CTOATENLCTBAX MakK-
poharn camu MOryT [AeicTBOBaTb KakK aHTUreHnpeacTaBnsioLme
BVETKN. [TOCKO/bKY Makpodaru skcnpeccupyoT Monekynbl 1l knac-
1. TKI'C nocne aktvBauuy meauaTopamy T-KNeToK, Hanpumep y-
MHIrCcpepoHOM, NpeAcTaB/NeHNe aHTUIeHa Ha UX NOBEPXHOCTU Npo-
"< KOQMUT rNaBHbIM 06Pa30M B o4arax XpoHWYeCKOro BoCMasieHus.

B-KneTkn ToXe Cnoco6Hbl NpeacTaBnATe aHTUreH C04+T-KneT-
MM 3TO MOXET WMETb CYLLECTBEHHOE 3HayeHue ANF WHAYKUMK
«MYLLLUMHCTBA NePBUYHbLIX UMMYHHbIX OTBETOB. [laBas MoJIoXKUTENb-
Hyto peakumnto Ko Il knaccy FKIC, B-kneTkn MOryT npefcraBfisitb
"™(Yac LIMPOKWUIA CNEeKTP 3K30TreHHbIX aHTUreHOB MOC/e Hecneuu-
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Cxema 5.9. KneTouHo-onocpefoBaHHbIli UMMYHHbIA OTBET

AHTUrEH
anungepmuc

AlK

HOepma

OddepeHTHbIN
nMM@oToK

KpoBsoTok

KneTka

AdhepeHTHbI NUMHOTOK

O603HayYeHuna: AMNK- aHTUreHnpeacTasnatouyas knetka, Th- T-xennep

thmueckoro nornoweHns (cMm. Bblwe). OAHAKO aHTUreHcneLmgpuy-
Hble B-kneTkn 06/1a4at0T JONONHUTE/IbHBIM MPEUMYLLECTBOM, Bblpa-
XatoWwyMcs B BO3MOXHOCTM  KOHLIEHTpauumM COOTBETCTBYIOLLEIO
aHTWIreHa Ha KX NOBEPXHOCTW C MOMOLLLIO NMPUKPENIEHNS K NOBEPX-
HOCTHOMY UMMYHOrNo6ynunHy. B pesynbTate npefcrasneHve B-num-
thoumTammn cneumnduueckoro aHtureHa C04+T-KneTkaM OLEeHMBa-
eTCA Kak B TbiCAYM pa3 6onee spPeKTUBHOE, HeXenu npeacrase-
HMe Apyrux Hecnewmgpuyeckmx aHTUreHoB.

MHoOrve TUMbl KNETOK: KepaTUHOLMUTLI 3NuaepMuca, anuTenni
KWLLIEYHNKA, LUTOBUAHOM XKenesbl 1 MOYEYHbIX KaHa/IbLEB, KETKY
OCTPOBKOB MOMKENYLOYHON Xefesbl, 3HAOTENNA COCYL0B — MOryT
(hakynbTaTUBHO (He 06s3aTeflbHO) CeKpeTMpoBaTb aHTUreHbl |l
Knacca FKI'C. 310 BCTpeyaeTcs Npu ayTOMMMYHHbIX COCTOSHUAX U
Apyrux ¢opMax UMMYHOOMOCPeS0BaHHOrO BOCNaNeHus, Hanpumep
npy OTTOPXEHUW TpaHCMIaHTaTa uan 60M1e3HN TpaHcniaHTaT npo-
TUB X03arHa. MogobHas (akynbTaTMBHAsA sKCnpeccus aHTUreHos |l
knacca KIFC He npuBoAWUT K 3amyCKy WMMYHHOrO OTBETa, HO
MOXET OKasblBaTb YCU/IMBAIOLLIEE UMMYHOMATONIOrMYECKOe BANSHME
C NOMOLLGIO fajbHEeALWeRn cTUMynaumm T-KneTok. MonaratoT Takxke,
yto Monekynbl 1l knacca MKI'C, skcnpeccupyloLwmecs Ha TakK Hasbl
BAEMbIX TKaHEBbIX K/eTKax (CM BblLLE), CMOCOGHbI PerynnpoBarb
BOCMaNUTENbHbIA OTBET NyTEM TOPMOXEHUS aKTUBaLMUN T-KNEeTOK.
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AKTnsauma T-KnetToK. HecmoTpsa Ha TO YTO pacnosHa-
BaHVe aHTureHa ¢ nomolwpto FKIC n TcR faeT nepBoHaYasibHbIiA
CTUMYN ANS akTUBauumM T-KNETOK, 3TOro elle HeJoCcTaTOuHO, YTOObI
BbI3BATb MX Nponugepaumto. PasMHOXeHWe T-KneTok TpeGyeT Ha-
Nn4mnsa onpegenieHHbIX Hecrneuupuuecknx KOCTUMYNMpYOLWNX gak-
TOpOB. HekoTopble U3 Takmx (PakTopoB (LUTOKWHOB), B YACTHOCTM
W-1, BbipabaTbiBatOTCA aHTUIEHMPEACTABNSIOWMMM  KNeTKaMu
nocne B3aumogeincTaus ¢ T-kneTkamu. [locnegyrollee CBA3bIBaHUE
peuentopa CD28 Ha T-KneTkax YCUMBAET KOCTUMY/IMPYIOLLYHO
hyHkumto. Y C04+T-KNneToK Takas nocneaoBaTeNlbHOCTb COObITUIA
ObICTPO BbI3bIBAET CUHTE3 MHOXECTBa MeAMaTopoB, NMPOLO/HKAKOLLMX
npouecc cTUMynaumMu. Haubonee BaXHbIM W3 3TUX MeAUATOPOB
cuutaetca WNJ1-2 — dpaktop pocta T-knetok. OH abCcontoTHO Heob-
XOOUM NS pennvKalny 1 3aBepLueHns andpepeHLpoBkn T-1MM-
thouymtoB. OfHOBpPEMEHHO € npogykumen WJ1-2 T-KneTkn akcnpec-
CYPYIOT peLenTopbl A1 3TOr0 LMTOKMHA, MOABEPrasicb ayTOKPWH-
HOW cTuMynaumun. Cekpetupyemsblid J1-2 oka3biBaeT CTUMYIUPYLO-
Llee MapakpyvHHOe BO3LelCTBME Ha Te T-KNeTKW, KOTopble 3Kcnpec-
| vipytoT peuenTopbl ans WJ1-2. Takum 06pa3om OH YCUIMBAET MecT-
Hbln OTBET. [pyron mefauatop T-KNETOYHOro MPOUCXOXAEHUA —
WN-4 —obnafaet cXoAHbIMK ayTo- ¥ NapakpUHHbLIMU BO3AENCTBUSA-
M/ Ha HeKoTopble T-IMMQOLUTHI.

Mponudepauns CDS+T-KNeToK Takxke perynmpyercs W-2. Op-
HaKOo NLLb HeBO/bLLAA YaCTb TaKMX KETOK BblpabaTbIBAET 3TOT LMTO-
*HW. MoaToMy gna nponugepatun 1 MPQepeHLUNPOBKA YKa3aHHbIX
xQeTOK Tpebyetca Hannune CO4+T-KNeToK, cekpeTupytoLmx N-2.

PYHKUMN aKTUBMPOBAHHLIX T-KNeToK. B MMMyHHOM 0TBeTe T-K/e-
| KM UrpaloT ABOSIKYHO PO/b — 3PMEKTOPHYIO U UMMYHOPErynsTop-
Hyto. dhheKTopHble T-KNEeTKK, ONpedenstoLme KneTo4yHo-onocpeso-
BaHHbIA UMMYHHbI/A OTBET, BKIIOYAKOT ABE OTYET/MBbLIE Fpynmbl 3/e-
MEHTOB: LIMTOTOKCUYeCKME T-KNeTKn 1 T-KNeTku, BblpabaTbiBatoLye
UMTOKMHbI (T-KNeTK, ydacTeytolme B M3T). PaccMoTpymM 06e rpynnbl.

LinToToKenyeckmne T-kneTku (CTL) npeactaBnsoT coboi nony-
MLLMKO MOMHOCTBLIO Anh(hepeHUMPOBaHHbIX, aHTUIeHcneyugpuyec-
WX T-TMMGOLMTOB, (DYHKLUMA KOTOPbIX COCTOMT B peanunsaluu
MHUreHCNeLnMUYecKoro m3nca KIeTOK-MULLEHEN MyTeM Hero-
*POLCTBEHHOIO MEXK/IETOYHOro KoHTakta. 3t CTL 3a4acTyto co-
N >HET HEMHOTOYUCNEHHbIE LMTOMNa3MaTUUECKUe TpaHy/bl U, Kak
MpUBMNO, HO He BCErga, OTHOCATCA K T-K/eTKam, OrpaHUyeHHbIM
InHom CD8+ | knacca 'KIC.

brarogaps akcnpeccuun | knacca MKIFC Ha BCex KneTkax, cogep-
Xawmx sapa, n cnocobHoctn FKIC cBA3bIBaTbCSA C 3HAOTEHHO CUH-
H WpoBaHHbIMX nenTugamu CD8+, umMTOTOKCUYeCKME T-KNeTKu
BbIMO/HAIOT BaXKHble 3aLLMTHbIE PYHKUUN B TKAHAX NPU BUPYCHbIX
....|>ekupax. bonee TOro, NOCKONLKY MHOrME BMPYCHbIE aHTUTEHbI,
p.B no3HaBaemble CTL, CUHTE3MPYIOTCA Ha PaHHWUX CTaguax BUPYC-
UL pennivkaumn, anUMMHaLUA UHMULUPOBAHHLIX KIETOK MOXeT
MPOUCXOAUTH 10 OCBOBGOXAEHNS U BbIAENEHNS UHDULMPYIOLLErO BU-
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pyca. MeHee W3y4YeHHOW, HO TOXe BaXHOW NpefCcTaBnseTcs posb
CTL B OTTOPXKEHWM TPAHCNNAHTATOB W KAMPEHce (OYULLEHWUM) OT
GakTepurasibHbIX Y NapasMTapHbIX NaTOreHHbIX BO36YAUTENEi.

TOUHbIA MexaHu3M, ucnonb3yembiii CTL Npu YHUUTOXEHUN KIle-
TOK-MULUEHE, OCTaeTCs HesACHbIM. lMepBoHaYa/IbHOE pacno3HaBaHue
TaknX KIETOK C MOMOLLBO TCR 1 CBsA3blIBaHWE COOTBETCTBYIOLLIMX [0~
6aBOYHbIX MOMEKY/ BBOAAT B AE/CTBIE SHEPTO- 1 KaTMOHO3aBUCUMYHD
(hasbl TECHOMO MEXMeMOPaHHOIo KOHTaKTa. 3a 3TUM CnefytoT nonsp-
HO€ pacrosioeHne yuTonasmaTyeckux rpaHyn B CTL no Hampas,
NEHNIO K K/ETKe-MMULUEHU W JOCTaBKa MPeSnosaraemMom «eTasbHoi
[03bl». TlocnefHAs MOXET BbIpaXaTbC B OCBOOOXKAEHWUN W3 TpaHyn
MeAnaTopoB, HarnpyMep CepUHOBLIX NPOTEas UK APYTUX TOKCUYECKNX
(hepMEHTOB, B 4aCTHOCTM MM{OTOKCMHA (PHOP). MpaHynbl CTL co-
[iepXXaT TaKke OeNKOBbIA KOMM/IEKC, Ha3BaHHbIA MepdioprHoM, KOTo-
pelii romonornueH MAK (cm. rnasy 4). lMeptopuH noasepraetcs
nosmMmepm3aLnn_1 y4acTeyeT B (DOPMMPOBaHIM Mop B Nia3MosevMme
KNeTOK-MULeHeid. OAHAKO Takoe NOBPEeX/AeHNE M1a3MO/IEMMbI He SIB-
NSETCA OCHOBHLIM B IMTUUYECKOM Bo3geicTeum CTL, Tak Kak eLle o
3TOr0 B KNETKaX-MULLEHSAX MOTYT MPOUCXOANTb cpparlvleHTau,Mﬂ anep v
M3MeHeHWs, Nofo6HbIe TeM, KOTOPbIE OTMEUatoTCs Mpu anomnTose (C.
rnasy 2). Ka)K,EI,bII/I CTL yCTOiA41B N0 OTHOLLIEHMIO K CBOMM CO6CTBEH-
HbIM LMTO/IMTUYECKMM Cy6CTpaTaM W MOCNE YHUUTOXEHUS OfHOM
KNETKU-MULLEHN CNOCOGEH BOCCTaHAaBAMBATLCA [N YHUUTOXEHUS
MHOIVX MOCNeayHoLLMX.

Peakuun rvnepuyBCTBMTENLHOCTU 3amMegsieHHoro Tuna (IF3T) u
T-nMoLMThI, NPUHUMAIOLLME B HUX YYacTUe, OTHOCAT KO BTOPOMY
KOMMOHEHTY K/1eTOYHO-0MOCPEAOBAHHOIO UMMYHUTETA. PasnnyHble
BUAbl peakumin M'3T ByayT onucaHbl ganee B 3TON r/aBse, a 34ecb 06-
CYXKOAKOTCA BaXKHENLLINE MX MeXaHWU3Mbl 1 ponb }'II/IMCbOLI,I/ITOB Tu-
MAYHBIM NPUMEPOM MEXAHWM3MOB TaKMX peakumil 1 pon nuMmouu-
TOoB B 3T ABNSETCSH KOXHasi peakuusi Ha BBeAeHVE TyOepKynunHa
OtBetbl 3T XapaKTepu3yrTCA BbIPOKEHHOW MH(UAbTPaLMen TKa-
Hei T-numdounTammn 1 mMakpodgaramu. Kak cnefyeT U3 Has3aHus,
peakuun pasBuBaloTCA MeAJIEHHO, B TedeHue 24—48 y.

B ocHoBe TKaHeBbIX NposiBAeHUiA 3T B OT/IMYME OT U3MEHEHWI
npy oTBeTax ¢ nomolbto CTL nexar 3HaunuTeNlbHO 6051ee CNoXHble
npoueccel. B 60/MbLIMHCTBE Cy4Yaes MeCTHast peakLnsi MHULMMPYeTCs
nonynaumeid T- -NIMMOLMTOB, OrpaHnueHHbIX Tunom C4+ 11 Knacca
MKIC. BaxkHelLUeld (PyHKLMEN 3TUX KNETOK ABASETCA BblAeNeHne L
TOKWMHOB (Ta6/1.5.7), KOTOpble AOMNOMHAIOT W aKTUBUPYIOT (YHKLMA
JpYrux KNeTok BOCNIATENbHOrO MH(MALTPaTa: Makpogaros, 303u
HounnoB, 6a30(hMI0B U TYYHbIX KNETOK. 3 LMTOKMHOB, MPUBEAEM
HbIX B Tabn1.5.7, Hanbonee M3yyYeHHbIM SBNAETCA Y-UHTEPGEpoH. Om
BaXKEH [N peasn3aumm 3PHEKTUBHOIO KNETOUYHO-0MOCPEA0BaHHO
MMMYHHOr0 0TBeTa. Y-VIHTephepoH akTMBMpPYeT Makpodaru, cTumy
Npys TeM CambIM MX (haroumMTapHyto akTUBHOCTb. OH MOBbILIAET 3KC
npeccuto monekyn Il knacca FKIFC v ctumynupyeT BblpaboTKy apyrie
BOCMa/INTENbHbIX UMTOKMHOB, BKAtoYas LJ1-8, ®HOa n a/p-uHtep

200



Fa6nunuya 5.7. LMTOKUHbLI, y4acTBytoLMe B paboTe MMMYHHOR CUCTEMbI

LNTOoKunH

nn-r

-6

-7

Tfbe
W

>l/m
¥|ujro-
NH

®HOa

m'HOU
K>
:I:I:I’.’)Kil\./glm)

NCTOUHMK

MoHOHYK/eapHble (ha-
rounTbl,  [06aBOYHbIE
KNeTKW,  KepaTUHOLU-
Tbl, 3NUTENNI TUMYCA

CO04+T-numdoumnTbl

CD4+T-numdoumnThbl

CD4+T-nnmhountbl

C04+T-nnumpounTbI

AKTNBUPOBaAHHbIE T-
KNeTku, (ubpobnactsl,
MOHOHYK/IeapHble  ha-
rounTbl, KepaTuHOUUTBI

CTpomManbHble KNeTKnN
KOCTHOro mosra

MoHoHyKneapHble (ha-
rounTel, GubpobnacTsbl,
3HAOTeNnanbHble KeT-
KW, KepaTUHOLMTbI U ap.

MoHOHyKneapHble a-
rouuTbl, pubpobnacTbl

AKTUBUPOBaHHbIE
T-kneTkun, NK-KneTku

MOHOHYKNeapHble
tharoymnTbl, aKTUBU-
poBaHHble T-KNeTku,
NK-kneTkn

CIr>4+T-numdounTbl

o1l  WHTEPNENKUH.

PYHKLUUN

Koctumynsitop T-KneTtok, obecrneymBaeT
pocT B-KACTOK, yyacTByeT B 0becrneyeHUn
byHKUWN  hubpobnacToB, 3HAOTENUA B
ovarax BocrnaneHus

®dakTop pocta U AudgepeHUUPoBKN T-
K/IETOK, Yy4acTByeT B 00ecneyeHWn pocTa
B-knetok u aktmBaumm NK-KneTok

OobecneunBaeT POCT CTBO/1IOBbIX K/ETOK re-
Monossa W aKTuBauMK TYYHbIX K/ETOK
CNM3NCTbIX 060/104eK

®dakTop pocTa B-K/ETOK; NOBbIWAET ypo-
BeHb npogykuun IgE; daktop pocta T-
K/1eTOK

®akTop pocTa u AudithepeHUMpPoBKY B-Kne-
TOK; MOBbILLAET YPOBEHb BbIPaGoTKM IgA

dakTop nepekoveHUa U AuddepeHum-
pOBKY B-KNeToK; obecrnevmBaeT Te e Mexa-
HU3MbI B o4arax socnaseHus, 4yto n -1

OobecneumBaeT pocT T- U B-KNeTok Ha

PaHHUX 3Tanax

YyacTByeT B 06ecreyeHUM XxemoTakcuca
HelTpounoB n T-KNETOK, a TaKkKe B aK-
TMBaLWUM HeliTpodnnos

O6ecneynBaeT NPOTUBOBUPYCHOE AelicTBYeE,
akTuBauuio u perynsaumio NK-kneTok, ak-
TMBauMIiO Makpodaros, LMTOCTATUYeCKOe
[eiicTBUe, perynaumio B-kneTok, nosbille-
Hue akcnpeccun monekyn Il knacca FKIrC

AKTMBUPYeT Makpoars U Bbl3blBAET IKC-
NPeccuio Ha HUX U APYrux KieTkax morsie-
kKyn HLA 1l knacca, nogaBnseT KeTKU-
npejLlecTBEHHUKN remonoasa, akKTuBMpy-
eT 3HAOTEeNNOUUTLI, MPOABNAET MNPOTUBO-
BUPYCHYI aKTUBHOCTb

ObecneynBaeT Te e MexaHU3Mbl B o4yarax
BocnaneHusa, 4yto u WJ-1; aktmsupyet T-
KNeTKN 1 Makpodaru, y4acTByeT B 0TBETaX B
OCTPYIO CTafMio UMMYHHbIX peakuuid, oka-
3bIBaeT MPOTUBOOMYXO/IEBOE LMTOCTATUYEC-
KOe W LMTOTOKCMYecKoe AeiicTBMe, AelicT-
BYET COBMECTHO C Y-UHTep(epoHOM; Bbli3bl-
BaeT akcnpeccuto monekyn | knacca NKIrcC

ObnafaeT fAeCTBNEM, CXOAHBIM C TAKOBbIM
y ®HOa
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thepoH. B pesynbTate y—MHTepﬁepOH YCUNMBAET He TO/MIbKO BOCMNA/N-
TeNbHble Y aHTUMUKPOOHbIE (DYHKLMM Makpotaros, HO M KX CMo-
COOHOCTb K 06paboTKe W NPeLCTaB/IEHWNIO aHTUIeHOB T-KeTKaMm.
y-NHTepdepoH BbI3biBaeT TakKe (haKy/NbTaTUBHYIO 3KCNPECcCUto
aHTureHoB Il knacca FKIC Ha TkaHeBbIX KMeTKax M 06nafaeT npo-
TUBOBMPYCHLIMW 1 aHTUMPONM(EePaTUBHLIMU CBONCTBAMY.

BolpaboTka y-uHTepdepoHa 3((eKTOpHbIMU T-KNeTkaMu co-
npoBOXzAaeTcs cuHTe3oM ®HOa. AKTMBHOCTL 3TOTO (pakTopa Ha-
KnafiblBaeTCs Ha pAf QYHKUMIA y-MHTEpEpoHa, W [ieicTBMe [BYX
MeAnaTopoB HEepenKo HOCUT COBMECTHbIM Xapaktep. B uyacTHoCTW,
®PHOa — CW/bHbIA LUTOCTATUYECKUA N LUUTOTOKCUYHBLIA areHt
C BbIPaXXEHHON CNOCOOGHOCTLIO BbI3bIBaTL arnonTo3. B oTanyne ot
y-UHTepdepoHa OH He Bbi3blBaeT akcnpeccun |l knacca FKIC Ha
KneTkax, HO 06a LMTOKMHA YBENMYMBAIOT 3KCMPECCUID MOSEKYN
| knacca 'KIC. KpaTkue cBefieHVsi 06 UCTOUHMKAX MPOUCXOXKAEHMS
N BaKHEMLWNX AEMCTBUSAX 3TUX U NPOYUX LIMTOKMHOB, WIPaoLLMX
onpeAeneHHyto ponb B peakumsax 3T, cMm. Tabn.5.7 (Ho R.S.Cotran,
V.Kumar, T.Collins, 1998).

Bronornyeckaa ponb 3T BblpaxaeTca npeXkae BCEro B 3aluTe
OT YCTONUMBBIX WMHGEKUUA U MUKPOBOB, CMOCOGHLIX PasMHOXKaTbCA
BHYTpW (haronmsocom Makpodaros. poayKuus LUTOKUHOB NEXUT B
OCHOBE CMOCOBHOCTM HEBONbLLOFO YMCNa aHTUrEHCNELNNYECKNX
T-KNeTOK WHAYUMPOBaTb BOCNAIUTE/IbHLIA OTBET, HanpaB/eHHbIN
MPOTUB OrpaHWYeHHbIX KOMIMYECTB aHTUIEHa, YCKO/b3aloLero oT
nmn3ocom. OAHAKO CWMbHas akTUBALMS TakuUX Hecrneuuguyeckmx
VUMMYHHbIX MEXaHW3MOB TauT B Cebe PUCK HeXenaTeNbHbIX TKaHe-
BbIX MOBPEXAEHWUI Y)Ke B MpoLecce NepBOHaYabHOMO 3aliMTHOro
OTBeTa.

EcTecTBeHHble Kunnepbl (NK) B Xoge KeTOYHO-OMOCPeoBaH-
HbIX OTBETOB TOXe CMNOCOOHbLI MPOABAATL LIUTOTOKCUYECKYIO aKTUB-
HocTb. NK-KNeTku aBnsTCa numgounTammn CpegHero pasmepa, Co-
JepxawyMun LuTonnasmaTuyeckne rpaHysbl. 3TW KNeTKU paHee Ha-
3bIBUINCL «OOMbLUMMMK TPaHYNAPHLIMU NMpounTamMmy». N3-3a oT-
CYTCTBMS| Y HUX Hambosnee TUNUYHbLIX MapKepoB T- 1 B-kneTok ux
OTHOCAT K rpynne Hynesbix KneTok (MAN «HU T-, HWU B-KneTok», null
cells). NK peanusytoT TOT )e MexaHu3m, 4yto u CTL, HO oTiM4aloT-
cs oT CTL HecKonbKuMK npusHakamm. HecmoTps Ha To uto NK 06-
NajaloT HeKoTOpbIMU T-K/MeToUYHbIMU Mapkepamu (CD2 n mHorga
CD8), y HX HET OAHOro 13 TUMUYHbLIX MapkepoB —CD3, 1, Kpome
Toro, NK He nepepacnpefenstoT U He 3KCMNPeccupyroT reHbl TcR
LintotokcuuHoctb NK He orpaHnyeHa F'KI'C v He aBfseTca aHTu-
reHcneuu@uyHoin. AKTMBHOCTb 3TWMX K/IETOK MOXET 6biTb mpofge-
MOHCTPMPOBaHa Y HOPMa/lbHbIX /UL, NPU OTCYTCTBUM cneuudmyec-
KO MMMyHM3auun. Bonee Toro, nocne MMMyHU3aLMM He pasBuBa-
€TCA BTOPUYHBIN OTBET U HE MPOUCXOLMUT MOBbILLEHWE aKTUBHOCTMU.
MonaratoT, UTo KunnepHoe Bo3gdeictane NK 3aBMCMT OT pacnosHa-
BaHMA UMW rpynnbl aHTUIEHOB AU (epeHUNPOBKA. TN aHTUTEHbI
MOryT MMeTb 00/blLIOe 3HAYeHMe B KauecTBe Gapbepa, CTOSLLEro B
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IVHTOWA NIMHUM UMMYHHOTO HaA30pa, HanpaB/eHHOro MpOTUB BUW-
PYCHbIX MHMEKLMIA. OHU MOTYT CMYXWUTb U Kak HecneLuguyeckme
P'rynsTOpbl MUM$O- 1 remonoasa. Takum obpasom, NK npefcras-
WM cOBOI TpeTblo MONYNAAUMI0 NUMGOLMTOB. Bblgensor elle
MAHY IMHUIO KUNNepHbIX K1eTok (K) — nonynsumio, poacTBEHHYHO
NK. K-kneTku o6nagatoT Fc-peuentopamy 1 0bGecrieumsaroT CBOe
mViaHEepHOE e/iCTBME MOCPEACTBOM aHTUTEN03aBUCMMbIX MEXaHW3MOB.

Perynaupa MMMyHHOro oTeeTa. Kpome MexaHW3MOB LIMTOTOK-
*MYHOCTM U peakumii 3T, T-KNeTKU OTBeYalT U 3a perynauuto
ypyrMx KOMNOHEHTOB UMMYHHOIO OTBETA.

TB-KkneToyHaa Koonepauwma nNpu aHTUTEN b-
HOM OTBeTe. bnarogaps cBoeil CnOCOGHOCTW HEeMOCPEACTBEHHO
*MUHMPOBaTb B-K/ETKM, HEKOTOPble HeyacTo BCTPevaroLmecs
KUWUTeHbl CNOCOBHbI MHAYLIMPOBATL OTBET aHTUTES MPY OTCYTCTBUM
| KNeToK. YKa3aHHble TYMYCHE3aBUCUMbIE aHTUIeHbl 0ObIYHO SB-
HHOTCA NONMMEPHBLIMW  MOJIEKYNaMK, COZepXaLlMMn MHOXeCTBO
MMMOTUYHBLIX JeTEPMUHAHT. ITU [AeTepMUHaHTbl MO3BOJMIAT UM
PopMnpoBaTh MEPEKPECTHLIE CBA3M C MNOBEPXHOCTHLIM UMMYHOT/10-
6ynMHOM Ha B-kneTkax. MOCKO/bKY TUMYCHE3aBUCKMble aHTUTEHbl
t0 MOYalT MHOrMe GakTepuasibHble MOBEPXHOCTHbIE MOMEKY bl —
OLLOTOKCWHbI, NONUMEPU30BaHHbIN (hiarefiiH, NHeBMOKOKKOBBI
Honmcaxapug M Ap., — 3TOT TUN T-HEe3aBUCUMOTO aHTUTE/IbHOro
MHe ra 3aH/MMaeT BaXKHOe MeCTO B UMMYHUTETE YeN0BeKa.

IMMyCHe3aB/CMMbIE aHTUTEHbI BCTPEYAKOTCA PeAKo U, Kak npa-
/0, BbI3bIBAIOT NULLb Mpoaykumio IgM. Ons MHUUMMPOBaHWSA
npoaykumn IgG-aHTuTeNn 1 pasBuTUA ryMOpasibHOro OTBETA Ha TU-
MU MHUCUMbIE AHTUTEHbI, HYXHbI aHTUreHcneunpuyeckme CD4+-
| neTkw.

[na BocnpousseseHns ahheKTUBHOIo aHTUTEIbHOTO OTBETA He-
"Huyogum TECHbI/i KOHTAKT MeXay cneuuguyeckumn T-xennepamm
illi) n B-kneTkamw.

Conb T-kneToK BAUGpGhepeHLUMPOBKe B-kKne-
WO K 3anpoc 0 BblpabOTKe aHTWUTeN, HampaBaseMblil Th-kneTkam,

M'.OKaeT TOT (paKT, YTO pacrno3HaBaHWe aHTUreHa C MOMOLLbLIO Mo-
>PUNOCTHBIX UMMYHOTN00Y/IMHOB ABMAETCA 06bIYHO He[OoCTaTOou-
oIM 519 3anycka MexaHu3MoB AuddepenympoBkn B-nnmMgoLmTos
. Ublwartnyeckne Knetku. ns CTUMynauun AeneHns co3pesato-
M4 W KNeTok ¥ NOMOLLM B CUHTE3e W BbIAENEHUA WUMMYHOTI06Y-
'OHOB 1 B AOMOSIHEHNEe K WJ1-2 HY>HbI gpyrve mMeamnaropbl T-Kie-
"> (M Ta6n.5.7). Hambonee BaxHbIMM sBnstoTcs WJ1-4, UJ1-5 n
M6 WN-4 pedcTBYeT NPEUMMYLLECTBEHHO Ha paHHUX CTagusx
®M:CPEHLUMPOBKN  B-IMMQOLUTOB NyTeEM WHWLMALUK [AeneHus
HUH-HCTUMYNUPOBaHHbIX B-KneTtok. OH TakXe y4acTByeT B WHU-
OLI.II.&I/IVI BK/IIOYEHNUS TEHOB WMMYHOrnobynuHoB. HakoHel, emy
' | ueHHO noBbIWaTh ypoBeHb npogykuun IgE. J1-5 cnoco6eT-
| n(rOXOXAEHWIO NOMHOMO LMK pocta U AndhepeHLMpPOoBKU
W....I WumynnpoBaHHbIX B-numgoumntoB. WJ1-5 0KasbiBaeT Cenek-
..... OC BO3A€eWCTBME Ha BblpaboTKy IgA. J1-6 Heobxoaum Ha Ko-
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HeYHbIX 3Tanax AuhepeHLMPoOBKX M1a3MaTMYeCKUX KNeTOK U TOXe
CnocobeH CeNeKTMBHO MOBbIWATb CUHTE3 IgA. PYHKUMOHA/IbHbIM
NPOTVBOBECOM, KOTOPbLIA MOXET TOPMO3WUTb MHOTME BO34eNCTBUS
yKa3aHHbIX MeAunaTopoB, ABASETCA Y-UHTeptepoH. J1-2 1 npogykTt
BCNomMorartenbHbIX KneTok —IJ1-1 ToXe UMEIOT CyLLeCTBEHHOE 3Ha-
YeHVe Ha paHHKX 3Tanax passuTus B-nnmgouunTos.

HeratneHasa perynayuns MMMYHHOTo OTBeTa.
OfHOM 13 rNaBHbIX PYHKLUMA UMMYHHOW CUCTEMbI SBASETCA 3alluTa
OT MmaryOHbIX BO3AENCTBMIA MaTOreHHbIX BO30yAuUTeneil. MeHee u3-
BECTHO, YTO UMMYHHbIE€ OTBETbI KOHTPOAMPYIOTCA C LieNblo NpesoT-
BpallleHMsi MPOAOHKAKOLLErocs 1 MporpeccrpytoLLero NoBpPeXaeHus
TKaHei. Mpy HapyLleHWn yKa3aHHOrO KOHTPONS B OpraHu3me MOryTt
HayaTb CBOIO PaboTy HeraTUBHbIE PErYNATOPHbIE MEXaHU3MbI.

MopoTunuyeckvie ceTu. OKOHYaHMe TyMOpasibHOro OTBeTa 4acTo
6bIBaeT 0OYC/IOB/EHO CBA3LIBAHWMEM aHTUTEN C aHTUIEHOM, KOTOPbI
B pe3y/ibTaTe He MOXET MPUCOEAUHUTLCA K peLenTopam B-KneTok, u
CTUMyNALMa B-numgouunToB npekpalliaetcs. AHTUTeNa caMu MoryT
BbICTYNaTb B PO/U aHTUTEHOB. AHTUTEHHbIE AeTEPMUHAHTBI (3NUTO-
Mbl), PacrofoXeHHble Ha aHTUIeHCBA3bIBAIOLLEM YYaCTKe aHTUTeNa,
Ha3bIBAIOT UaMoToNamn. Kaxablidi cneumnmyecknin aHTUreHCBSA3bI-
BalOLLMIA YUYACTOK MMeET CBOIN XapaKTepHbIli Habop MAMOTOMNOB, NO3-
TOMY B OpraHu3me, 06/1aatoleM OrpoMHbIM YMCIOM aHTUTEeHCBS-
3bIBAIOLLMX YYACTKOB, CYLLECTBYIOT MWAIMOHbI Pa3fNYHbIX UANOTO-
noB. KaxabliA nanmoTon npUCYTCTBYET B OYeHb MasioM KO/IMYECTBe,
HO ecnn OpraHusaM cneuuvaibHO UMMYHU3MPOBATh KakUM-M60 13
COOCTBEHHBIX aHTUTEN, MOrYT PasBUTLCA T- U B-K1eToUHble UMMYH-
Hble OTBETI.

CnepoBatenbHo, OpraHvuamM, UMMYHU3VPOBAHHBIA aHTUTEHOM X,
OyfeT npofyumpoBaTh 60/bLIOE KOIMYECTBO aHTUTEN K X, 3aTem
aHTUTENa K MAMOTONaM aHTUTeN K X, a 3aTeM aHTuTeNia K aHTumMano-
TOMUYECKUM aHTUTeNam U T.4. Takol TUM peakuuil, poXKAatoLLMX
CeTb aHTWUTen, 6bl1 NPOLEMOHCTPUPOBAH MPU HEKOTOPbLIX WMMYH
HbIX OTBETAX, HO ero pPosib B Perynaunm MMMYyHHOIO OTBETA OCTaeTCs
HesICHO.

CynpeccopHble T-iumoLnTsl. Hannuve nonynsuum T-KNETOK,
CNOCOGHbLIX MOAaBNATbL (PYHKUMIO B-numdountoB wnm  Apyrux
T-NUMQOLMTOB, [0KA3aHO Ha BCEX MOAENSX WMMYHOPErynaiuu
Takue cynpeccopHble T-kneTku (Ts) yyacTBYHOT He TONbKO B pery-
NAUUN HOPMaSIbHbIX UMMYHHbIX OTBETOB, HO W B NOALEpXaHuu TO-
ne6paHTHOCT|/| K ayToaHTureHam. B 6onbLUMHCTBE CyyaeB TS-KNeTKu
obnagatoT ceoncTeaMu numdgoumTos CD8+, 0jHaKO OHU OT/IMYAKOT-
ca 0T 3TUX NUMAOLUTOB CBOEA LUTOTOKCUYECKOWN AKTUBHOCTbLIO.
HecmoTps Ha MHOro4YMcneHHble [0Ka3aTeNbcTBa Hannmums heHome-
Ha T-KNeTOYHO-0NOCPeAOBaHHONW MMMYHOCYNpeccun, A0 CUX rop
in vitro He nony4yeHbl CTabWU/bHbIE KNOHbI aHTUIEHCNELMpNYECKNX
Ts-kneToK. T-KNeTouyHas MMMYHOCYMPeCcUs NLIb OTPaXKaeT UHIM-
OUTOpPHbIE AEWCTBUSA, ONOCPeAOBaHHbIE LMTOKMHAMWU WUAN ApYruMu
npoaykKtamu T-KNeToK.
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OGyueHue T-kneToK. TUMYC OTBEYaeT 3a CNOCOOHOCTb T-1MMEGO-
LMTOB pacrno3HaBaTb Yy>KepofAHble aHTUreHbl, CBSA3aHHble C COOCT-
BeHHbIMU Monekynamu TKITC, a Takxke 3a HECMOCOBHOCTb 3TUX Kie-
TOK BbI3bIBaTb MMMYHHbIA OTBET MPOTUB ayTOAHTUreHoB. MexaHus-
Mbl, IeXalline B OCHOBE 3TUX PELIAtoLiUX CO6bITUIA B 0ByUeHUM T-
K/IETOK, AENCTBYIOT Mapa/liefibHO C M3MEHEHUAMU, MPOUCXOAALLMMM
B (heHOTMNE NUMQOLMNTOB.

JlnmcoreMonoaTuyeckme CTBOJIOBbIE K/ETKWU, Monajarolmne B
TUMYC, He UMEKT XapakTepucTuk T-numdounTos. B npegenax Kop-
KOBOW 30Hbl OpraHa NPUMWUTUBHbIE T-KNETKWM pasMHOXaloTCs, BO3-
MOXHO, B OTBET Ha CUTHaJ/1, [OCTaB/EHHbIA KOPTUKa/IbHBIMK 3nuTe-
NanbHBIMK  KneTkamu. [lepBbIM 3KCrpeccupyeMbiM cnelmguyec-
KUM T-K/EeTOUYHbIM Mapkepom sBfsetcd Mmonekyna CD2. Bckope
rocsie ee MosiBNeHNA cuHTesmpyetcs Kommieke CD3, a T-KneTku,
JKCrpeccupytowwmne 3TOT peLenTop, MOryT ObiTb yXKe OnpejeneHsbl
MMMYHOTUCTOXMMWYECKUM MyTeM. 3aTeEM HauMHaeTca nepepacnpe-
feneHve p-TCR-reHoB, M BHYTPM K/IETOK MOXHO OBGHapyXuTb p-
uenb. ocnegHMM noaBepraeTca NepeycTPocTBy reH a-TcR-uenu,
a aP+T-KneTku nosABnATCA NULWbL TOrga, Korfa 3ToT npolecc 3a-
BepLUueH. Ha 3Toil cTagum Hespenble T-KneTku umetoT CD3, HO He
aKcnpeccupyroT HM Monekyny CD4, Hu CD8. Bckope nocsne nosis-
NeHnst ap-TCR Ha KIEeTOYHOW MOBEPXHOCTU Kaxabld T-numdouunt
HaunHaeT akcnpeccmposatb U CD4, n CD8. 3arem Takne CD3+,
CD4+ n CB8+ T-nMMtouUnUTbl MUFPUPYIOT M3 KOPKOBOI 30HbI TU-
Myca B MeLynnspHyl TKaHb 3TOro opraHa u guddepeHumpyoTcs
rav B 3pefnble T-KneTku ¢ ¢eHotunom nnéo CD3+, CD4+, Ho
( D8-, nnéo CD3+, CD4-, CD8+. bnmxke K poXAeHWO YenoBeka
MacCVBHas 3MUTpaLms 3TUX 3pefibix T-KNeTOK MPUBOAUT K 3acee-
HUIO NepuepnUECcKoi UMMYHHOI CUCTEMDBI.

B xoge onucaHHOro npouecca AuddepeHUUpPOBKU T-KNeTKu
NP1OBPeTatoT CMOCOGHOCTL HEe pacno3HaBaTb ayTOAHTWTEHbI Opra-
HM3Ma C MOMOLLbKO MO3UTUBHOW WM HEraTWBHOW CefleKLmu, NprBo-
NAWERA K MOMHOA 3IMMMHALMKN BCEX K/IOHOB ayTOpPeaKTUBHbIX T-
TMué)OLI,VITOB (KNOHanbHoO Aeneuunm, T.e. CTMPaHNIO, YHUUTOXEHNIO
MloHa). KroHanbHas feneuus CONPOBOXAAETCA CTOUKUM NpesfoT-
BpalLeHNeM BCAKOM BO3SMOXHOCTM ayTOMMMYHHOrO npouecca. B pe-
eynbTaTe MHANBMAYYM NPUOOpeTaeT «penepTyap» 3penbix T-numdo-
MUTOB, KOTOPbIE HE MOTYT 3PPEeKTUBHO OTBEYATb HA ayTOAHTUIEHbI,
HO COXPaHAKT CNOCOGHOCTb K pPacro3HaBaHWIO MOMeKy/ CO6CTBEH-
Horo MKIC. MexaHu3Mbl KNOHaNbHOM feneunn He n3ydeHsl. OfHa-
KO W3BECTHO, YTO rnbenb KNeToK NPoUCXoAmnT 34ech MyTeM anonTosa
(«Mm. rnasy 2).

MmmyHonorndeckass TonepaHTHOCTb. CTabunbHasa cneyupu-
yeckasi HeBOCMPUMMYMBOCTb OpraHuM3Ma K COGCTBEHHbLIM TKaHAM
MIHOCUTC K WMMYHOJ/IOTMYECKON ToNepaHTHOCTU. Mexay Tem
MOHATE O TONEPAHTHOCTW MMeeT Gonee LUMPOKKE paMKu. VIHoraa
oplaHu3M TepsieT CNOCOBHOCTL OCYLLECTBNATL OTBET Ha aHTUreH,
MWUOpPbI/ NpU APYruxX 06CTOATENbCTBAX Bbi3Bal Obl aKTUBHYKO UM-
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MYHHYIO peakumto. Takoe npuobpeTeHHOe COCTOSIHME ToXe 060-
3HAYaeTCA Kak UMMYHOMI0rM4Yeckas TonepaHTHOCTb. IMEHHO O HeM
1 NONJeT peyb.

Brnonormyeckoe 3HayeHNe TONEepPaHTHOCTMN.
Hecnoco6HOCTL 0TBeYaTb Ha BO3LENCTBUA ayTOAHTUIEHOB NIEXMUT B
OCHOBe MpefoTBpaLLeHNs ayTOMMMYHHbIX 60ne3Held. Takas ayToTo-
NEPaHTHOCTb 3aBUCUT NPEX[E BCEro OT K/IOHa/IbHOM CeneKumn ayTo-
peakTVBHbIX T-KMETOK B TUMyce Mnnoja. Be3oTBEeTHOCTb ayTopeak-
TUBHbIX B-KNETOK TOXE MOXET ABNATLCA YaCTbo (DEHOMEHA ayTOTO-
NepaHTHOCTW.

TonepaHTHOCTb MOXHO BbI3BaTb B 3KCMEPUMEHTE MOCPESCTBOM
VMMMYHM3aLMM  N1abopaTopHbIX >KMBOTHBIX, 06/13JatoLLIMX BMO/HE
3penoi MMMYHHOIR CMCTEMON, MO onpefdeneHHOW cxeme. Cnocob-
HOCTb UMMYHHOW CMCTEMbI K PasBUTUIO MPYOGPETEHHOW ToMepaHT-
HOCTW TaKoro Tuna Heobxoayma Ana npefoTBpaLLeHNs peakuuid rm-
MepYyBCTBUTENILHOCTM BO BPEMS MEPBOHAYa/bHOIO 3alUTHOrO OT
BeTa Ha BO3[eiCTBME NaToreHHoro areHta. OpraHwW3My BbIrOAHee
CTAHOBUTLCA TOMEPAHTHLIM K HEKOTOPbIM TUNaM  Yy>KepPOAHbIX
aHTWUTEHOB, a He MPOsBATL UMMYHO/IOrMYECKYHO PEaKTMBHOCTbL K
HMM. HanpoTus, npuvem 4epe3 poT PacTBOPUMBIX GENKOBbLIX aHTUre-
HOB MOXET BbI3BaTb OpPa/lbHYH TOMEPAHTHOCTb, MOCKObKY UMMYH-
Hblli OTBET HAa MWLLEBbIE aHTUreHbl NPOBOLMPYET HeXenaTeNbHble
peakumum rmnepyyBCTBUTENLHOCTU Ha MNOBTOPHbIE KOHTaKTbl C aHTK
reHamu.

daKkTOpbl, BAUAKILME HA UHAYKLWNIO TONEPAHT-
HoCTU. Heckonbko (hakTOpOB OpraHM3ma X03suHa 1 aHTUreHa, no-
CTYNaloLLEero B 3TOT OPraH13Mm, SIEXaT B OCHOBE OTBETa Ha BONPOC: Bbl-
3bIBAET /I BCTPeYa C aHTUIeHOM TO/MEPaHTHOCTb WA HeT? 3 Hux
Han60nee BaXXHbIM MPeACTaBNAETCA HE3PENOCTb IMMKBOLUTOB NMMYH
HOM cncTeMbl. UyBCTBMTENIBHOCTb MOAOMbITHBIX XXUBOTHBIX C He3pe-
NON CUCTEMON K MHAYKUMW TOMEPAaHTHOCTM [0Ka3aHa C MOMOLLbH
rny6okol 6e30TBETHOCTM HAa ayTOaHTWUreHbl BO BHYTPUYTPOOGHON
XNU3HW. ITOT heHOMEH MPOJO/MKAETCA W B TEUEHNE KOPOTKOIO nepmo-
[a nocne poxaeHus. B 3kCnepumeHTe MoKas3aHo, YTO MMMYyHM3aLus
HOBOPOX/EHHbIX MbILLIEA anioreHHbIMU (B3STbIMW OT APYTUX MbiLLeiA)
AMMgoUUTamMM NpPeaoTBpaLLaeT OTTOPXKEHUE KOXHBLIX TpaHchiaHTa-
TOB, B3ATbIX Y JOHOPOB IMM(OLUTOB 1 NEPECaXEHHbLIX B3POC/IbIM pe
umnueHTam. Cpegn Npoumx (hakTOpPOB, MOBbILLAILLMX BO3MOXHOCTh
VHAOYKUMN TONEPaHTHOCTKM, CNefyeT Ha3BaTb O4YeHb BbICOKWE WM
OYeHb HM3KME /103bl AHTUTEHA, MOMajjaHNe B OPraHN3M PacTBOPUMbIX
aHTUreHoB (a He COCTOALLMX U3 YacTuL), BHYTPUBEHHbI UK Opab
HbIi MNyTW MMMyHM3auun. Kpome TOro, ceilyac NPUMEHSIKOT, Ha-
npuMep B TPaHCMIAHTOIOMMW, WUMMYHOMOLY/STOPHbIE CXEMbl A/1s
VHAYLMPOBaHUA WU MOAJEPXaHMS TOo/iepaHTHOCTW. [ns aToro uc-
MO/b3YHT BCEBO3MOXHbIE MMMYHOMOZABMSAIOWME CPEeACTBa, Hanpu
Mep MMMYyHocynpeccopbl — UuknocnopuH A, FK 506, uuknogocha
muni, obllee 061yyYeHne NMMAOUAHOA CUCTEMbI, a TaKXKe aHTUTeNa,
Harpas/ieHHble NPOTMB Mosiekynbl CD4 Ha T-KneTkax.
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MeXaHW3Mbl UMMYHONOTUYECKON TOoNepaHT-
HOCTW

[JeneHns (cTupaHue, MCYE3HOBEHWE) ayTOPeaKTUBHbLIX T-N1M-
houmMToB B TUMYCE

PyHKLMOHaNbHaA UHaKTUBaLUA (aH3prus) ayTopeaKTUBHbIX
[ KneTok

CynpeccopHas fedTeflbHOCTb T-K/eToK

[JeneHns ayTopeakTuBHbIX B-numdgountos

[NpsamMaa nHakTnBaLmsa

OTCyTCTBME ayTOPEaKTUBHbIX Th

TonepaHTHOCTb ayTOAHTUIEHOB MOSABNSETCA BCMEACTBUE YCTOM-
H/OWA SNAUMWUHALUKN KNOHOB ayTOpPeaKTUBHbLIX T-KMEeTOK B TUMYCe
1 OTpaXaeT M 3TO HeoObIYHbI/ OTBET He3penbix T-AnMoLm-
... Ha aHTUTEH WK >Xe HeoOblUYHble MEeXaHW3Mbl MpeLCcTaBeHNs
"MweHa B TUMYyCe, HEM3BECTHO. [1na perynaumm aytopeakTUBHbIX
0 >/CTOK MM NPUOBPETEHHBLIX (IOPM TOMIEPAHTHOCTM (CM. BbllLe)
....T TCTBYIOLLEWN KOHaNbHON AeneHuun, no-BULUMOMY, He cylle-
|weT B Takux cuTyaumsx aHTureHcneyupuyeckme numgoLmTbl
' J10Tes B UMMYHHOW CUCTEME, HO MOC/e CBOei NepBOi BCTpeuun ¢
"it i CHOM CTaHOBATCA (PYHKLMOHAbHO WHEPTHLIMMW (aH3PTrNYECKU-
| JIH3pruyeckoe COCTOSIHME OTpaXkaeT NpsIMOe BO3[elCTBME
slINreHa Ha OTAeNbHble KETKW, B KOTOPbIX YaCTMYHAs akTMBaLus
H|HXXOXXJAeTCA HEBOCMPUMMYMBOCTLIO K MOBTOPHON CTUMYALMUN,
*T MPOUCXOAUT OTTOr0, YTO WM NUMGOLMTLI BCTPEYAOTCA C He-
*|1|.CKTMBHOI KOMOWHALMEN CUrHAIOB, HEOOXOAUMbIX AN aKTuBa-
<. KNETOK, WM OHU HEALEeKBATHO OTBEYAIOT Ha 3T CUrHasbl. ECTb
ipyroe 06bACHEHWE: 3PPEKTOPHbIe T- M B-KNeTKM CTaHOBATCA
1 .|'|nuccknmn BCneacTBMe NpPeanonaraemMoro UHrMGMTOPHOIO BO3-
|u luma Ts-kneTok. TakuMm 06pa3oM, B OTIMYME OT K/IOHa/bHOW
M UMX NPY TONEPAHTHOCTW C PasBUTMEM KNETOYHOM aH3pPrnm aHTu-
H MHNIBaloLLME IMMGOLUTBI CYLLECTBYHOT, HO He NOABepraroTes ak-
"Il iHA Tonom perynaTopHbIX MeXaHU3MOB MOXET MOMOXUTL KOHEL]
I 1" H4eCKOMY COCTOAHMIO, Pa3peLLnTb IKCMPECCUIO ay TOPEaKTUBHbLIX
..... K 1 NosBMiEHMe ayTOMMMYHHOIO 3ab0/1eBaHus.

; TaTonorva MMMyHHOW CUCTEMbI

QAWMYaIOT YeTbIPe OCHOBHbIX TWMa NaTONOrMYECKUX COCTOSHWIA
BHYHUMIA cucTeMbl: 1) peakuuy rvnepuyBCTBUTENLHOCTM, KOTO-
MPCACTABMAOT CO6OV MMMYHONIOTUYECKOE MOBPEXIEHME TKa-
" 15) ayTOMMMYHHble GO0/E3HU, SBMAIOLMECS UMMYHHBIMU peak-
LM NPOTMB COGCTBEHHOrO OpPraHM3ma; 3) CUHAPOMbI UMMYHHOTO
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JeduumnTa, BO3HMKaKOLWME BCNEACTBME BPOXAEHHOrO Man npuobpe-
TEHHOr o feheKTa HOPMasIbHOro MMMYHHOTO OTBETa; 4) aMmuiongos.

VIMMyHHOE MOBpe>KfeHne TKaHel (peakuun runepyyBCTBUTENb-
HocTu) (Mo R.S.Cotran, V.Kumar, T.Collins, 1998). KoHTaKT opra-
HM3Ma C aHTUTeHOM MPWBOAUT He TONBLKO K PasBUTUIO 3aLLMTHOMO
MMMYHHOTO OTBETa, HO W K MOSIBNEHWI0 PeakLuil, MOBPEeXAOLLMX
TKaHW. DK30TeHHble aHTUTeHbl COAEpXaTcs B MblIK, MblbLe pacTe-
HUIA, efe, NekapcTBax, MUKPo6ax, XMMUYECKUX BELLEeCTBaX, BO MHO-
rmx npenapatax KpoBM, MCMO/b3YEMbIX B K/IMHUYECKON MpPaKTUKe.
VIMMYHHbIE OTBETbI Ha TakuWe aHTUreHbl BO3HWKAIOT Kak B (hopme
TPYBUAILHOIO ANCKOMMOpTa SKO)KHbIVI 3yfl), TaK 1 TsKenblx 3abone-
BaHWii (OpoHXManbHasA acTMa). Peakuun runepyyBCTBUTEIbLHOCTU
MOryT 6bITb MHWULMUPOBaHbI B3aUMOLEWCTBUEM aHTUreHa C aHTUTe-
NOM WU KNETOYHLIMUA MUMMYHHBIMU MexaHu3Mamu. IMMYHHble pe-
akuuy, noBpexzatoLiye TKaHW, MOryT 6biTb CBA3aHbl HE TO/bKO C
9K30reHHbIMW, HO W 3HAOTEHHLIMW aHTUTeHaMU.

BonesHn runepyyBCTBUTENLHOCTU KNacCUUUMPYIOT Ha OCHOBE
MMMYHO/IOTMYECKNX MeXaHU3MOB, WX Bbi3blBatowmx. Mpu | Tvne pe-
aKUMiA rMnepyyBCTBUTENBHOCTM MMMYHHBIA OTBET COMPOBOXAAETCH
BbICBOOOX/EHMEM Ba30aKTUBHbIX U CNa3MOreHHbIX BellecTs, npu Il
TUME —aHTUTENAa YHacCTBYIOT B NMOBPEXAEHUN KNETOK, Aenas 1x BoC-
NPUUMUYMBBLIMK K (harounTosy unn nusucy; npu I tune — nmmy-
HOKOMMN/IEKCHBIX 60/1E3HAX —B3aUMOLENCTBME aHTUTEN C aHTUreHa-
MU MPUBOAUT K 06pa30BaHWIO0 UMMYHHbIX KOMMIEKCOB, aKTUBUPYIO-
LMX KOMMAAEeMeHT. dpakLmMn KOMNIeMeHTa NPUBNEKAOT HelATpodK
Nibl, KOTOpble BbI3bIBAKOT MoBpexaeHue TKaHW. lMpu IV Tune peak
LMIA TMNEpPYYBCTBUTENbHOCTU Pa3BMBAETCS KNETOYHbIA MMMYHHbINA
OTBET C y4acTUeM CEHCUBUIN3NPOBAHHbIX TMM(OLUTOB.

Peakuuun runepyyBCTBUTEeNbHOCTU | Tuna
(aHamnakTMYecKniAi TMM) MOFYT ObiTb MECTHbIMU WAWN CUCTEMHbI-
mMu. CUCTEMHas peakuus pas3BMBaeTCs B OTBET Ha BHYTPUBEHHOE
BBEJEHME aHTUIeHa, K KOTOPOMY OpraHusm X03siMHa npeasapuTesb
HO CeHCMOWMNN3NPOBaH. MECTHble peakLMn 3aBUCAT OT MecTa Mnpo-
HUKHOBEHWA aHTUreHa W MMEIT XapakTep OrpaHWYeHHOro OTeka
KOXU (KOXKHas anneprusi, KpanvBHULA), Bbi4ENeHW/ W3 Hoca W
KOHBIOHKTUB (21N1ePr1YECKUA PUHWUT, KOHBKOHKTUBUT), CEHHOW Nn-
X0pagKW, GPOHXMaNbHON acTMbl WM 1/IEPTMYECKON0 FacTPO3HTC
puTa (NVLeBas anneprus).

Peakuuy runepyyBCTBUTENLHOCTU | TUMA NPOXOAAT B CBOEM
pasBuUTUN ABe (hasbl. Pa3a MHMULMANLHOTO 0TBeTa Pa3BMBAETCA YepT i
5—30 MWMH nocne KOHTaKTa C a/iiepreHoOM W XapakTepusyeTcs pac-
LUMPEHNEM COCY/AOB, MOBbILIEHNEM WX MPOHWULAEMOCTH, a TaKke
CNasMoM [1aIKO MYCKyNnaTypbl WX CeKpeumen xenes. [MosgHHH
thasza Habnogaetcs vepe3 2—8 4 6e3 JONOSHNTENbHBIX KOHTAKTOB C
aHTUTEHOM, NPOAO/KAETCA HECKO/bKO AHEW 1 XapaKTepu3yeTcs WH
TEHCMBHOI MHAWUNbTPaLMEN TKaHeil 303MHOGUNamMu, HeiATpoduna
MK, 6a3ounamMmv 1 MOHOLMTaMW, a TaKXKe MOBPEXAEHWEM anuTenun
a/lbHbIX KNETOK CMU3UCTLIX 060/104EK.
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Cxema 5.10. 'mnepyyscTBuTenbHoCrb | TMNa

TyuHasa Knetka CssasbiBaHue IgE ¢ peyentopom gna Fc
rpaHy”bl,

cofiepxallme
rmcTamuH

IfIE-cneymntnyecxnii
peuentop ana Fc

[erpanynauuns
ny3bIpbKOB 1
BbIGpOC

My}'leVIBaﬂeHTHbIVI aHTUreH rmcTamMnHa

climBaeT cocefiHue monekynsl IgE

Pa3BuTUE rmMnepyyBCTBUTENLHOCTU | TNA Y YenoBeka obecneyu-
BaeT IgE. IgE-aHTWTeNa, 06pa3oBaHHbIE B OTBET Ha a/ifIePreH, aTakyoT
iyMHble KNETKM 1 6a30(hnnbl, 061afatoLLmMe BbICOKOUYBCTBUTENbHBIMU
I'c peyentopammn (cxema 5.10). TlpM NOBTOPHOM KOHTaKTE TYUHbIX
KETOK M 6a30(h110B, CEHCUBUNN3MPOBAHHLIX UMTOMUAbHLIMK IgE-
LUTUTENaMK, CO CMEeLUpUYECKUM aHTUIeHOM MPOUCXOAUT BbIGPOC
MeauaTopoB, 06YCNOBNNBAIOLLMX KTMHUYECKME NPOSBIEHMS.

TyuHble KNETKU W 6a30(hn/bl UrpatoT rNaBHy Posib B PasBUTUM
InnepuyBcTBUTENLHOCTU | TMNA. Ty4Hble KNETKU OBGHapy>XMBarOTCS
NPeMMyLLECTBEHHO BOKPYI KPOBEHOCHLIX COCYZOB, HEPBOB U B CYO6-
EUMTENNANBbHLIX 06M1acTAX, fe ualle BCero pasBMBAETCA peakLms
| uimepuyscTBUTENBHOCTM 1 TMNA. LiMTONNasma Ty4yHbIX K/IETOK CO-
V-PXUT OKPY>KEHHbIE MEMOPaHO rpaHynbl, 3aMo/IHEHHbIE 61ONOrU-
YeCKU aKTVWBHbIMW MeauaTopamu (cMm. rnasy 4). CeHcubunnsmpo-
BaHHble Fc-hparmeHTOM IgE Ty4Hble KNeTKM 1 6a30(hnnbl aKTUBU-
pytOT KOMMOHEHTbI KomnnemeHTa C3a u C5a (aHa(MNIOTOKCUHbI).
C'CKpELMIo TYYHbIX KIETOK CTUMYIMPYIOT TakXke LUTOKMHbI Makpo-
twmto (MJ1-8), HekoTOpble nekapcTBa (KOAEWH, MOP(UH) 1 dhn3n-
M. Kue BO3AeNCTBMS (TENSIO, XON0[, COMHeYHbI CcBeT). Basotmnsbl
MOXOXW Ha TYYHble KMETKU U3-3a HAIMUMS Y HUX PELLenTopoB Ans
I\ ¢parmeHTa IgE, a Takxe rpaHyn B uutonnasme. B npotusono-
H.OKHOCTb TYYHbIM K/1eTKaM B HOpMe 6a30(hu/ibl B TKaHAX He BCTpe-
| noTes, a 06Hapy>XMBalOTCA B HEOONbLUMX KOMMYeCTBax Wb B
. PIOTTOKE.
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CssizblBaHWe Monekyn IgE nHMUMMpYeT AerpaHynaumio TYYHbIX
KMETOK C BbIOPOCOM MEPBUYHLIX MeMaTOpOoB, a Takke CUHTe3 de
NOVO U BbIGPOC TaKMX BTOPUYHbLIX MEAMATOPOB, KakK MeTabonuThl
apaxngoHoBOW KUCNoTbl. C 3TUMK MeAmnaTopamy CBA3aHO MNosBle-
HME HOBbIX CUMMTOMOB FMMEPYYBCTBUTENILHOCTU 1TWNa.

MepBrYHbIE MeauaTopbl COLEPXATCA B rpaHyfax TYyUYHbIX KNEeTOK
1 6a30(h1N0B 1 NOAPA3LENAOTCA HA YETbIpe KaTeropuun. BuoreHHble
aM1HbI BK/THOYAKT B Ce65 rMcTaMUH 1 afieHO3WH. TcTaMuH Bbi3blBa-
€T BbIPXEHHbIMA CrasM rnagkoid Myckynatypbl 6pPOHXOB, YCUEHWe
COCYAWCTON MPOHULAEMOCTU, WHTEHCUBHYH) CEKPELMI0 HOCOBbIX,
OPOHXMANBHBIX W XeNyLOUHbIX XXene3. ALEHO3NH CTUMYINPYeT Tyu-
Hble K/METKN K BbIBPOCY MeAmMaTopoB, BbI3blBaOLLMX GPOHXOCMA3M U
TOPMOXXEHMWe arperaumu TpoméounToB. K meavaTopam XeMoTaKcu-
ca OTHOCATCA 303MHOMWIbHBIA U HEATPOPULHBIA XeMOTaKCUYec-
Kune (pakTopbl. PepMeHTbI COLEpPXKaTCs B MATPUKCE rpaHyn v npeg-
CTaBfieHbl NpoTeasaMu (XvMMmasa, TpunTasa), a TakkKe HEKOTOpPbIMU
KUC/bIMK Tuaponasamu. ®epMeHTbl BbI3bIBAIOT 06pa3oBaHue KUHWU-
HOB 1 aKTMBaLWIO aHaunoTokcuHa C3a, BO3LEWCTBYSA Ha UX npes-
LLEeCTBEHHMKOB. [NpOTeorMKaHOM SBMSETCSA renapuH.

BTopuuHble MeauaTopbl MOAPa3feNaloTCs Ha [Ba Knacca coefu-
HEHWNIA — NNNUAHbIE MEAVATOPbIl U LUTOKWUHbI. JIMMngHbIE MEAUATO-
Pbl BbI3bIBAIOT aKTMBaLMIO (hocthonunassl A2 n 06pa3oBaHue apaxu-
[IOHOBOW KUCNOTbI, 3 KOTOPOW B CBOK QYepefib BO3HMKAKT NEKO-
TPWeHbl W NpocTarnaHauHbl. JlelikoTpreHbl C4 1 D4 — camble CUMb-
Hble U3 M3BECTHbLIX BA30AKTUBHbIX W CNa3MOreHHbIX areHToB. OHU B
HECKONbKO ThICAY pa3 CU/IbHEE TMCTaMMHA U BbI3bIBAKOT MOBbILLEHME
COCY/AINCTOV MPOHMLLAEMOCTN 1 COKPaLLieHWe FafKoin MyCKynaTypbl
OpoHXx0oB. JlenkoTpveH B4 oKa3blBaeT XeMOTaKCUYeCKOe [AelcTBue
Ha HenTpodubl, 303MHOGMUALI N MOHOUWTHI. [pocTarnaHguH D2
BbI3bIBAET CU/bHBIA OPOHXOCMa3M W MOBBLILEHHYH CEKpeLuo
cnmuan. PakTop aKkTuBaLUMmM TPomMooLUMTOoB (PAT) —BTOPUYHBIA Me-
[maTop, BbI3bIBAKOLLMIA arperaumio TPOMOOUMTOB, BbIGPOC ructamu
Ha, 6pOHXOCMa3M, MOBbILLEHUE COCYAUCTON NPOHMLLAEMOCTU U pac-
LUMPEHME KPOBEHOCHbLIX cocyfoB (CM. rnaBy 4). TyuHble K/ETKU
Takke MPOAYUMPYIOT psf UWTOKMHOB, BKAoYaa PHOa, WJI-1,
nn-2, NN-3, UN-4, NN-5, NJ1-6 n KONOHMECTUMYTUPYHOLLIMIA (hak-
TOp rpaHynounToB — makpoaros (KC®-I",-M).

TakuM 06pa3omM, rMcTamMvH 1 NeKOTPUEHBI BLICTPO BblAENAHT-
CA U3 CEHCUBMNM3NPOBAHHBLIX TYYHbIX KNeTOK W 6a3odmnos, obec-
neumBas HeMe/eHHO pPa3BMBAOLLYIOCA peakuMio, XapakTepusyto
LLtOCS OTEKOM C/IM3UCTOM 060/I0MKM, CEKPeUueld Cn3n, Crasmom
rnagkor myckynarypbl. MHorve fpyrve meguatopbl, MpeacTaBfieH-
Hble PAT n dHOa, BKAOUatOTCA B NO3AHIOK (hasy oTBeTa. Cpeau
KNETOK, KOTOPble MOSBAAKOTCA B NMO3A4HIOK (ha3y peakuuu, 0COBeH-
HO BadKHbI 303UHOMUALI. Habop MX mMeanaTopoB TaK e O6LUMPEH,
Kak 1 B TyuHbIX KneTkax. Kpome Toro, OHy MpOoAyLMpYyIOT [MaBHbIi
OCHOBHOW 6e0K (MBP) 1 303MHO(U/bHBIA KaTUOHHbIA 6enok
(ECP), KoTOpble TOKCUYHbI A1 3aNUTENNASTbHBLIX K/IETOK.
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CvcTeMHas aHadiakens BO3HUKaeT noc/e BBeAeHWUs reteposio-
MMYHbIX GENIKOB — aHTUCLIBOPOTOK, FOPMOHOB, (DEPMEHTOB, MOU-
caxapuioB, HEKOTOPbIX NeKapcTB, Hanpumep MeHUUUNAnHa. Ts-
XECTb COCTOSIHWS 3aBMCUT OT YPOBHS MpPeABapuTeNibHON CeHCUbM-
nmnsaumn. LLlokoBas fo3a aHTUreHa, O4HaKO, MOXET ObITb UCKIOUNY-
TeNlbHO Mana. Tak, Ans KOXHOro TeCTUPOBaHMS PasMyHbIX (HOpM
annepruy JOCTaToO4HO HUYTOXHbLIX KOSIMYECTB aHTUreHa. Yepes He-
CKO/IbKO MWHYT MOCNe KOHTaKTa C aHTUreHOM MOSBNAKTCA 3y[,
KpanvBHULA 1 KOXHas apuTema (CM. rnasy 25), 3aTeM Yepe3 KOpoT-
KOe Bpems pa3BMBaeTCs Crasm pecnupatopHbIX GpoHxmon. PBoTa,
CMasmbl B XXMBOTE, MOHOC WM OTEK rOpTaHW MOryT 3aKOHYMTLCH
LLIOKOM W CMepTbi0 60/bHOr0. Ha BCKPbLITUKM Y 0AHUX GONbHbLIX 06-
HapyXMBalOTCA OTEK WM KPOBOU3NUAHUA B NIErKUX, Y ApYrmx — ocT-
past aM(hm3ema Nerknx ¢ aunaralen npasoro Xenyouka cepaua.

MeCTHyI0 aHapMnakc1io MHOTa Ha3bIBaKOT aTONMYecKon annep-
1neid. Okono 10 % HaceneHWs CTpajaeT OT MeCTHOM aHauiakcum,
BO3HMKalOWWEl B OTBET Ha NOMajaHne B OPraHW3M ajl/iepreHos:
MbibLbl PACTEHNIA, MEPXOTU XMBOTHLIX, fJOMalHeRn nbian 1 1.4, K
bI60NEBAHNAM, B OCHOBE KOTOPbIX NIEXMT MeCTHas aHatumnakcus,
OTHOCAT KpanuBHWLY, aHrMOHEBPOTUYECKUIA OTEK, annepruyeckuii
PUHUT (CEHHYIO NIMXO0PafKy) U HeEKOTopble POPMbl acTMbl. CyluecT-
BYET CeMeliHas NpeapacrnoNoXeHHOCTb K 3TOMY TUMY aniepruu.

Peakuuun rumnepyyscTButTenbHoctu Il Tuna.
Mpr Takux peakumsax B opraHu3me MosBAKOTCA aHTUTENa, Hanpas-
NeHHbIe MPOTUB COBCTBEHHbIX TKaHEM, BbICTYNAlOLWMX B POM aHTU-
NYOB. AHTUTEHHbIE JEeTEPMUHAHTBLI MOTYT ObITb CBA3aHbI C N/Ia3Mo-
YeMMOWA M NPeACcTaBNAT COOO0M 3K30MEHHBIA aHTUreH, agcopou-
POBaHHbIA Ha MOBEPXHOCTU KeTKW. B n060oM cnydae peakums ru-
MepUyBCTBUTE/IbBHOCTM BO3HUKAET KaK CMefCTBME CBA3bIBAHUA aHTU-
BN ¢ HOPMaNbHLIMU WM MOBPEXAEHHLIMU CTPYKTYpamMm KETKWU.
W 1BCCTHBI TP aHTUTENI03aBUCUMBIX MeXaHU3Ma PasBUTUSA peakLimii
HO TUNa.

KomrnemeHTsasucvbie peakyn. CyLLecTBYIOT [Ba MeXaHW3Mma, C
YKMOLLHO KOTOPbIX @aHTUTESIO Y KOMIMIEMEHT MOTYT BbI3blBaTb runep-
1yT TBUTENbHOCTL |l TMNa: npsMoit M3uc 1 oncoHusauus. B nepsom
* yyyie aHTMTeNo (IgM nnm IgG) pearvpyeT ¢ aHTUreHoOM Ha noBepx-
VM M KNETKKN, aKTMBUPYSA cUCTeMy KomnsemeHTa (cm. rnasy 4). OHO
Np1BOAWT B AECTBME MeMOpaHo-aTakytowmii komnneke (MAK), ko-
*/PbI HapyLlaeT LeNoCTHOCTb MeMOpaHbl, NPOALIPABANBAS NUNUA-
HbIii CNOM. Bo BTOpPOM ciyyae KneTku arouUtupytoTes nocrne ukca-
MAW aHTWUTeNa WX KOMMOHeHTa KommiemeHTa C3b K MOBEPXHOCTU
*H TK1 (OoncoHu3aums). Mpyu 3TOM BapuaHTe runepyuyBCTBUTENBHOCTU
M Tvna yalle BCEro B Ka4yeCTBE MWLUEHW BbICTYMAOT KNETKU KPOBM
| y'nrpounTbl, NEAKOUUTBI, TPOMOOLUTLI), HO aHTMUTENa MOryT ObITh
HTPaBNEHbI TaKXXe MPOTUB BHEKNETOUHbIX CTPYKTYP, HanpumMep npo-
*411 JIOMEPYNAPHOI 6a3a/IbHON MeMOpaHbI.

KnuHnyeckun Takune peakuuy BO3HUKAIOT B CNELYIOLLMX CNyYasX:
Mpy NepeniMBaHNM HECOBMECTMMOIA KPOBU; 3pUTPOONAcTO3e naoga v
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AHTUIEHHbIX Pas3INUNAX MEXIy MaTepblo U NA0AO0M, KOrfa aHTutena
(IgG) matepu, NpPOHUKAA CKBO3b MNALEHTY, Bbi3blBAOT paspyLLeHue
3pUTPOLMTOB M/104a; NPU ayTOMMMYHHOW TeMOIMTUYECKOR aHeMmuU,
arpaHyfnouuTose v TPOMOOLMTONEHNUM, KOrfa Mpomcxoaut obpaso-
BaHWe aHTUTeN NPOTUB COOCTBEHHBIX KIETOK KPOBU, KOTOPbIE 3aTEM
pa3pyLIaloTCs; MpW OTAEMNbHLIX PeakuUaX Ha fiekapcTBa, korga obpa-
3ytoLLMecs aHTUTeNa pearvpyroT ¢ npenapaTamun 1 opMUPYIOT KOM-
NNEKChbl C 3PUTPOLUTAPHLIM aHTUTEHOM.

AHTUTENO3aBNCMMAad KieTo4yHasd LNTOTOKCNYHOCTbL HE COI'IpOBO)K-
[aeTcs (PuKcauueinl KOMNAeMeHTa, OAHAKO BbI3bIBAET KOOMEpaLuio
nelikounToB. KneTku-mueHu, nokpbiTole 1gG-aHTUTENamMu B HU3-
KMX KOHLEHTpaumax, YHUUYTOXAKTCH HeCeHCUBUNU3MpPOBaHHbLIMU
KneTkamu, obnagalowmmm Fc-peuentopamu. 3TW KNETKW CBA3bIBa-
0T KNEeTKU-MULLEHN C MOMOLLBIO peuenTopoB ans Fc-tparmeHTa
IgG, a nu3unc KNeTok npomcxoaut 6es daroymtosa. B aTom Buge Lu-
TOTOKCMYHOCTU Y4acTBYHOT MOHOLMTLI, HENTPOpUbI, 303MHOPUIIbI
n NK-KneTku. HecmoTps Ha TO YTO B 6O/MBLUMHCTBE Cy4aeB B 3TOM
TUMEe peakuMn yyacTBYIOT aHTUTena IgG, mHorga, Hanpumep npu
CBSI3aHHOW C 303MHO(PMNAMM peakuMn LUTOTOKCUYHOCTW MpOTWB
napasvToB, 3afeicTBoBaHbl IgE-aHTUTena. 3TOT BUA LUTOTOKCUY-
HOCTW UMEeT 3HAYEHME NPWU peakuuy OTTOPXKEHWS TpaHCMaHTara.

AHTUTeNnoonocpefoBaHHas AUCPYHKUMA KneTok. B HEKOTOPbIX
C/lyYasix aHTUTeNa, Harpas/ieHHble MPOTUB PELENTOPOB Ha MOBepX
HOCTM K/ETOK, HapyLliatoT UX (hYHKUMOHWPOBaHWUE, He Bbi3blBas No-
BPeXAeHUS KNIETOK WX pa3BUTUA BOcnaneHns. Hanpumep, npy mMu-
acTeHWM aHTUTeNa BCTYNalOT B pPeakLuio C aueTUIXOIMHOBLIMUA pe
LuenTopamy B [ABUratenbHbIX KOHLEBbIX MNACTUHKAX CKEfIETHbIX
MbILLL,, HapyLLas HepBHO-MbILLIEYHYIO MNepesadvy W Bbl3bIBas TakvUM
00pa3oM MbllIeYHyto cnabocTb. Mpu 6onesHn [ peiieca (R.J.Graves)
aHTWTeNa MPOTUB PELLenTOPOB TUPEOUACTUMY/IMPYIOLLErO TOPMOHA
CTUMYNIUPYIOT 3NUTeNnanbHble KNeTKW LUTOBUAHOWM dKenesbl, YTo
NPUBOAUT K rMNepTUpeosy.

Peakuuu rnnepuyysctButenbHocTu Il Tuna
(cBA3aHHbIeE C UMMYHHbIMW KOMNNekcamu). Pas-
BUTWE TaKMX peakLuii 00YC/IOBMEHO Ha/MuMeM KOMIMJ/IEKCOB aHTU
reH —aHTUTEeN0, 00Pa3yIOLLMXCS B pe3y/ibTaTe CBA3bIBAHWUSA aHTUre
Ha C aHTUTE/IOM B KPOBEHOCHOM pycrne (LMPKYNMPYHOLLe UMMYH
Hble KOMMMEKCbI) UK BHE COCYAoB (MMMYHHbIE KOMMAEKCHI in Situ)
Linpkynupytolpe MMyHHble komnnekesl (LIVIK) Bbi3biBatOT MoBpex
JeHve npy nonajaHuM B CTEHKY KPOBEHOCHbLIX COCYAOB WM ©
(unbTpytoLe CTPYKTYpbI (FIOMEPYNAPHBIA QUALTP B Noukax). U3
BECTHbI ABa TWMa UMMYHOKOMIIEKCHBIX MOBPEXKIEHNI, KOTOpble (hop-
MUPYIOTCS MPU NOCTYNAEHUA B OpPraHU3M 3K30r€HHOr0 aHTUreHa
(4y>kepofHbliA 6enok, 6akTepus, BUPYC) U Npu 06pa3oBaHUN aHTU
TeN NPOTUB COBCTBEHHbLIX aHTUreHOB. 3aboneBaHWs, 00YCNOB/EH
Hble HaMYMEM WMMYHHbIX KOMIMJ/EKCOB, MOryT ObITb FeHepann3o
BaHHbIMM, €C/IM 3TN KOMMJIEKChI 06pa3ytoTcs B KPOBM U OCENAI0T HO
MHOIMX OpraHax, Wiy CBsi3aHHbIMMW C OTAENbHLIMW OpraHaMu, Takui
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M/ KaK NOYKuW (rnoMepynoHedpuT), cycTaBbl (apTpuT) UAn Menkue
KPOBEHOCHbIE COCYAbl KOXW — MeCTHasa peakuus ApTioca
(N.M.Arthus).

I. CucTemHass MMMyHOKOMINEKCHasA 6onesHb. OaHOI 13 ee pas-
HOBMAHOCTEW fABASETCS OCTpPast CbIBOPOTOYHAs 60/e3Hb, BO3HMKAKO-
LUas B pe3y/ibTaTe MHOMOKPAaTHOrO BBefEeHMs BGONbLUMX 03 YYyXKepos-
HOW CbIBOPOTKM KPOBY A/ NaCCUBHON MMMYHU3aLNN.

MaToreHe3 CUCTEMHOA MMMYHOKOMM/EKCHOW OONe3HW CKnagpl-
BaeTcs M3 TpeX (ha3: 06pa3oBaHUsA B KPOBM KOMM/EKCOB aHTUIeH —
aHTWUTENO; OCAXAEHNS WMMMYHHbIX KOMMIEKCOB B Pa3/IMuYHbIX TKa-
HAX; BOCManMTENbHOW peakuun. NepBas (hasa HaumHaeTcs € nona-
AHHWA aHTUreHa B KPOBb 1 06pa3oBaHmMs aHTUTeN. MpubnansnTenbHO
yepe3 5 AHEN nocne BBeAEHUS CbIBOPOTKM 06pasytoTcs aHTuTena
MPOTMB €e KOMMOHEHTOB, KOTOPbIE, elle HaXO4sACh B KPOBOTOKE, 00-
pa»y1or KOMI/IEKCbl aHTUIeH — aHTuUTeno. Bo BTopylo (hasy 3w
KOMMJIEKCbl OCEAA0T B Pas/iMyHbIX TKaHAX. [anbHelillee TeuyeHue
00/IC3HY OMpefenstoT ABa akTopa: pasmepbl UMMYHHbIX KOMMIEK-
iiiii 1 cOCTOsSiHME CUCTEMbI MOHOHYK/eapHbIX daroumToB (CM®).
Mpyi 3HAUMTEILHOM M30bITKE aHTUTE/T 06Pa3yoTCsl OUeHb KPYMHbIe
KOMMJ/IEKChI, KOTOPble ObICTPO YAANAOTCA U3 KPOBOTOKA K/ETKaMu
| M® 1 oTHOCUTENbHO 6Ge3BpefHbl. Hanbonee naTtoreHHbl KOMMeK-
*bl MESIKMX U CPeAHMX pasMepoB, KOTOpble 06pasytoTcsA MpU HesHa-
YMTENIbHOM M30bITKE aHTUTENT U AONTOe BPEMS OCTalTCS B KPOBOTO-
» Bceasu ¢ Tem yto CM® 1 B HopMme punbTpyeT LK, ee nepe-
|pydka unu AUCHYHKLMSA YBEMYMBAIOT BO3MOXHOCTb MEPCUCTEH-
HUM VMMYHHBIX KOMMEKCOB B KPOBOTOKE W MX OCaXKAEHWe B TKa-
ux Kpome TOro, Ha OCaXXAeHMe MMMYHHbIX KOMTIEKCOB B TKaHsX
"UnstoT cneaytoLve (hakTopbl: 3apsaL MMMYHHbIX KOMMIEKCOB (aHu-
OHHbIA MPOTMB KAaTMOHHOrQ), Ba/EHTHOCTb aHTUreHa, aBUAHOCTb
(| wneHb cpoAcTBa aHTWUTEN K aHTWUreHy) aHTuTena, agPUHHOCTbL
¥ |[fOACTBO) aHTWUreHa K KOMMOHEHTaM pa3/INyHbIX TKaHen, Tpexmep-
Has CTPYKTypa KOMMIEeKCOB (pememaﬁj N remogmHaMuyeckue ak-
topbl.

VIMMyHHble KOMMIEKCbl OCEJAl0T Yallle BCEro B MOYEYHbIX KITy-
*blYKaX, CyCTaBaX, KOXe, CepAue, Cepo3HbIX 0060/104KaxX U MenKux
* |«>BCHOCHbIX cocydax. [ns TOro 4tobbl 3TM KOMM/IEKCHI MOKUHY/N
m reMy KpoBOOGpaLLeHMs 1 OCenn B TKaHSX, HEOOXOAMMO YBENW-
H MUI MPOHMLLAEMOCTW COCYAMNCTOrO pycna. Kak TONbKO UMMYHHbIe
* MHJIEKCHI 0CEAA0T B TKaHSAX, OHU WHWULMMPYHOT OCTPYI BOCMaNIn-
EH.HYIO peakuuto. B aTy a3y (npmbnnantenbHo Yepes 10 gHeid
....HC BBEAEHWUs aHTUreHa) HabMOAAITCA KIMHUYECKME MposBle-
... BONE3HM (NMxopafka, KpanuBHWLA, apTpairuu, yBenuyeHue

MMITMYECKMX Y3/10B, NPOTeMHypust). Bcnen 3a ocaxieHnem nm-
'VUHbIX KOMMJIEKCOB MPOWCXOAWUT aKTUBaLWsA CUCTEMbl KOMMe-
WM ¢ 06pa3oBaHMEM ee BMOMOrMYeckn akTUBHbIX KOMMOHEHTOB.
WLINAUMS KOMIMJIEMEHTA COMPOBOX/AETCA MPOBOCMAIUTENIbHLIMU
o|HM-KTamu:  BbIGpocOM C3b-0MCOHMHA, CNOCO6CTBYHOWEro haro-
HMuuy; 06pa3oBaHMEM XEMOTaKCUYECKUX (PAKTOPOB, Bbl3bIBAOLLMX
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MUTpaLmio NOAUMOPDHO-AAEPHbLIX NeAKOUUTOB 1 MOHOLMUTOB (C5);
BbI6pocoM aHathmnoTokcuHoB (C3a 1 C5a), KOTopble YBENMUMBAIOT
MPOHMLLAEMOCTb COCY0B U BbI3bIBAKOT COKPALLEHWE FMafKUX MbiLLL,
obpaszoBaHmem komnnekca (C5b-9), BbI3blBalOLWIErO paspyLleHne
KNETOYHbIX MeMOpaH 1 LUTOMU3.

darounTo3 KOMMIEKCOB aHTUIeH — aHTUTENI0 felikouuTamm
MPVBOAMT K BbIGPOCY WM 06Pa30BaHMIO Pas/IMUHbIX LOMOSHUTENb
HbIX MPOBOCMAINTENbHLIX BELLECTB, BK/OYAs NPOCTarfiaH4uHbI, CO-
cypopaclmpsiolme 6enkn 1 XemMoTakCUYecKme BellecTBa. [oBpex-
[eHne TKaHel onocpegyeTcs Tak)Ke CBOOOAHbIMU pafuKanaMu Kuc-
nopoga, NpoAyLMPYeMbIMU  aKTUBMPOBaHHLIMK  HeWTpotunamu
VIMMYHHbIE KOMM/IEKCHI BbI3bIBAKOT arperayuio TpOMOOLMTOB M aK-
TUBALMIO pakTopa XaremaHa, YTo NPUBOAUT K YCUIEHWIO BOCNa/u-
TeNbLHOro npouecca M 06pa3oBaHUI0 MUKPOTPOMOOB. B pesynbTarte
Pa3BMBAOTCA BaCKy/nMT, TNIOMEpPY/IOHEPPUT, apTpuT W Apyrve 6o-
NE3HN.

Bce atu nospe»(ﬁeng BO3HMKAKOT MpY Y4aCTUM KOMMJIEMEHT-
cBsizaHHbIX aHTuTen (IgG n IgM). B cBA3N ¢ TeM 4TO IgA MOXKET aK-
TUBMPOBaTb KOMM/IEMEHT MO afbTepHaTUBHOMY MyTw, IgA-copepxa-
LMe KOMM/EKChl TakKXKe MOryT Bbi3biBaTb TKaHEBbIE MOBPEXAEHNS.
BaxxHas ponib KOMMJIEMeHTa B NaToreHese TKaHEBbIX MOBPEXAEHUI
NoATBEPXKAAeTC HabMoAeHNEM, YTO WCTOLLEHUE KOMMJEMeHTa B
CbIBOPOTKE KPOBM (B 3KCMEPUMEHTE) 06bIYHO YMEHbBLLIAET BbIPAKEH
HOCTb NOBPEXAEHWNIA.

B mopgonornyeckoin KapTvHe UMMYHOKOMMIEKCHOTO MOBPEX-
[EeHUS LOMUHMPYET OCTPLIA HEKPOTU3MPYHOLWMIA BackynuT. Hanpu-
Mep, NopaXkeHUe K/Ty60UKOB MOYEK COMPOBOXAAETCS TMMEPKIIETOY-
HOCTbO (60/LUMM KOMIMYECTBOM KNETOK) M3-3a HabyxaHus W npo-
nm%epau,mm SHOOTENMAIbHBIX M ME3aHrMa/IbHbIX KETOK, a TaKke
WH(UNBbTPaALUEN HEATpopunaMm n MoHoumTamu. Tpu UMMyHO-
(h1FOOPECLIEHTHOM MUKPOCKOMMM UMMYHHbIE KOMTIEKChI BUAHbI U
BUE rPaHyNApHbIX Aen0o3MTOB MMMYHOrN06YIMHA U KOMI/IEMEHT,!,
a Moj, 3/1eKTPOHHLIM MWKPOCKONOM — B BUAE 3/1EKTPOHHO-MNOTHbIX
OT/I0XKEHWI %qenosmos) BO/b [NTIOMePYNAPHOI 6a3anbHON MeMbpa
Hbl. Ecnn 3aboneBaHne BO3HMKAET MOC/e OAHOKPATHOIO KOHTaKTa (
MacCVUBHOW A030/ aHTUreHa, Hanpumep MpW OCTPOM MOCTCTPENTO
KOKKOBOM [/10Mepy/IoOHe()puTe 1 OCTPOI CbIBOPOTOUHOW 60M1e3HN,
BCE NMOBPEXAEHUS UMEeIOT TEHAEHLMIO K paspeLleHunto 6narofaps ka
Tab0/M3MY VMMYHHbIX KOMMIEKCOB.

XpoHMYeCKast CbIBOPOTOYHAs 6OMe3Hb pa3BrBaeTCA Npy MOBTOP
HOM WM NPOAO/IKUTENBHOM KOHTAaKTe (3KCMO3ULUKM) C aHTUTEHOM
MocTosHHaA aHTUreHeMUs HeobxoAuMa A1 pasBUTMS XPOHMUC!
KO MMMYHOKOMMNIEKCHOW 60/1e3HU, TaK KakK UMMYHHbIe KOMMEK
Cbl Yallle BCEro 0cefalT B COCYAMCTOM pycne. Hanpumep, cuctem
Has KpacHas BONYaHKa CBfi3aHa C AONTMM COXpaHeHveMm (rmepcT
TEHLMeNn) ayToaHTUreHoB. YacTo, OfHaKO, HeCMOTPS Ha Hanuue
XapaKTepHbIX MOP(ONOrMYECKNX U3MEHEHWIA 1 APYTUX MPU3HAKOM
CBUAETENLCTBYIOLMX O Pa3BUTUM MMMYHOKOMMJIEKCHON 60Me3Hu,
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aHTWUreH OCTaeTCs HEM3BECTHbIM. Takue SBfIEHWUs XapaKTepHbl Ans
PEBMATOMAHOIO apTpuTa, Y3eNKOBOrO nepuapTepunTta, mMeMopaHo3-
HO/ HegponaTM 1 HEKOTOPbLIX BaCKy/NTOB.

2. MecTHasi MMMYyHOKOMI/IEKCHasA 60ne3Hb  (peakumst ApTHoca)
BbIP)KaeTCA B MECTHOM HEKPO3e TKaHW, BO3HMKAlOLLEM BCeACTBUE
OCTPOro MMMYHOKOMTI/IEKCHOTO BacKynuta. 3TOT MPOLLECC MOXHO
sel LUATH B AKCMEPUMEHTE MyTEM BHYTPUKOXHOIO BBEAEHUS aHTure-
Ha VIMMYHHOMY >XMBOTHOMY, KOTOPOe YXKe MUMEET LIMPKYNMpyoLLme
aHTUTeNa NPOTWMB aHTUreHa. W3-3a M3bbITKa aHTUTEN MpW nonaja-
HUM aHTUIeHa B CTEHKY COCYZO0B 006pasytoTcs KpyrHble UMMYHHbIE
KOMIMJIEKCbI, KOTOPbIE BbI3bIBAOT BOCMA/IMTE/bHYIO peakuuto. Peak-
Lwm ApTioca pa3BMBAETCA B TEYEHME HECKONIbKUX YacoB U fOCTUraeT
HuKa Yyepe3 4—10 4 nocne UHLEKLUK, KOTfa NOABMSETCA 30Ha BUAM-
MOI0 OTeKa C KpOBOM3NUAHMAMU. [py MMMYHO(IHOOPECLEHTHOM
OKpaLLUMBaHUW YAAeTCs BbIABUTb KOMIM/IEMEHT, UMMYHOTI06YINHBI 1
(hMBPUHOTeH, OCaXKAEHHbIe B CTEHKax cocyoB. [pu cBeToonTUYeC-
KOM MCCNefoBaHMN OMNUCbIBAOT (PUOBPUHOMAHBLIA HEKPO3 COCY[O0B.
1'ndpbiB cOCYyL0B NPUBOAMT K PasBUTUIO MECTHbIX KPOBOWU3AWUSHUIA,
HO yallle BCEro HabngaeTcsa TPoMO03, CNOCOOCTBYHOLNIA PAa3BUTUIO
MECTHbIX NLLEMUYECKUX MOBPEXAEHWIA.

Peakuunn rmnepyyBcTBUTEenbHOCTUN IV Tuna

»leTOYHO-0NOCpeaOBaHHbBbIE). Takue peakuun Bbi3bl-
......... cneunguyeckn CeHCMOGUNN3MPOBaHHbIMK T-AUMQOLMTaMK.
1/ BKNIOYAKOT B Ce6s Knaccuyeckue 3ameffieHHble peakumu ru-

*PUYBCTBUTENLHOCTU, Bbi3blBaeMble CO4+T-KneTkamu, v Npsmyto
* ""TOYHYI0 LUMTOTOKCMYHOCTbL, ornocpefoBaHHyto CB8+T-kneTka-
U 37O OCHOBHOW TUM MMMYHHOFO OTBETA Ha Pa3/NYHbIE BHYTPU-
»/1 TOUHble MUKPOOMONOrMYeCKe areHTbl, 0CO6EHHO MUKObGaKTe-
pvn Tybepkynesa, a Takke Ha MHOrMe BUPYChl, FPUObI, NpocTeiLlmne
1 napasvTbl. JpyruMm npumepamu SBASIOTCA KOHTAaKTHAasA KOXHas
*HWN TUTENBbHOCTb Ha XMMWYECKUE BELLECTBA W peakuust OTTOpXKe-
Ha1 OmnucaHbl ABa BapuaHTa peakuuii runepyyBCTBUTENLHOCTY 1V
(HH.

MnepyyBCTBUTENLHOCTL 3amegieHHoro Tuna (F3T). Mpumepom
1"l cnyXnT peakuus Ha BHYTPMKOXKHO BBE[EHHbIA TyOepKynmMH —
"MWOHEHT M3 CTEHOK MWKObGaKTepumn Tybepkynesa. Y ceHcubunm-
*4"Y/MHHOI0 NauueHTa 4yepes 8—12 4y BO3HMKAKOT MOKPACHEHME U
..... .MeHVe B MeCTe BBEfEHWSA, a MUK peakuMn HacTynaeTt uepes
I 72u. Y CUIbHO CEHCUBUIN3NPOBAHHbLIX BOMbHBLIX B 30HE MHbEK-
"W pa3BMBaeTCA Hekpo3. 3T xapakTepusyeTcs HaKorjaeHWem Mo-

sllykncapHbIX KNETOK B NOAKOXHOMW TKaHU U fiepMme, NpeuMyLLecT-

TW| BOKPYr Me/IKMX BEH W BeHYN, C 06pa3oBaHMEM XapaKTepHbIX

l|||INCKyNAPHBIX MaHXETOK. YBEIMUYEHUe COCYAWNCTON MPOHULae-

*hi CcBfi3aHO C 06pa3oBaHWEM MOpP MeXay SHAOTeNNaIbHbIMU

Hamu. Bbixog 6efKoB MnasMbl 3a Mpefenbl COCYAMCTOro pycna
e NNunaaeT OTEK AepMbl U CONPOBOXAAETCA ocefaHnem hmbprHa B
seHpervumn. B ydyacTkax MoBpexzeHus npeobnafalotr CD4+T-
» 1 Ikn
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Mpy nepcucTeHUMN aHTUIeHa Makpodary TpaHChoPMUPYOTCS B
ANUTENIMONIHbIE KNETKW, OKPY>XEHHbIE Ba/IOM W3 NUM(OLUTOB, —
thopmupyeTca rpaHynema (cMm. rnasy 4). Takoe BOCMa/leHUe Xapak-
TepHo Ans IV Tvna runepuyBCTBUTENILHOCTU W Ha3blBAETCA rpaHyse-
MaTO3HbIM.

MocnepoBatelbHOCTL COOLITUIA MpU 3T MOXHO PacCcMOTPETL Ha
npvMepe Ty6epKy/IMHOBOM peakuun, KOTopas HauMHaeTcs ¢ nepBoi
BCTPeun MHAMBUAYYMaA C MUKoGakTepusamu Tybepkynesa. [pu atom
CD4+-T-KkneTkn pacnosHaloT 6enku MUKobakTepum Tybepkynesa.
Mpoucxognt anddepeHumpoka CO04+T-kneTok B Tbl-KNeTku
[JanbHeillee pa3BuUTUE peakuuy 3aBUCUMT OT LUTOKWHOB, KOTOPbIE
cekpeTupytoT Thl-kneTkn. CeHcnbUnnsmpoBaHHble Tbl-KneTKu
MOCTynatoT B KPOBOTOK M OCTAKOTCA TaM A/IMTENbHOE BPEMS, UHOrAa
rogamu.

y-NHTepdepoH aBnseTcs O4HUM U3 Hanbosee BaXKHbIX MeaMaTo-
poB 3T W CU/IbHBIM aKTMBATOPOM Makpogaros. AKTUBUPOBAHHbIE
Makpodaru, o6nagaroLime cnocobHOCTbLIO K (ParounTosy, YHUUTOXA
0T MUKPOOPraHn3mMbl. B To e Bpema Makpodarv npofyLypytoT He-
KOTOpble NonunenTugHole aktopsl pocta (TU®P n TOPp), cTumy-
nvpylowme nponudgepauunio rubpo6acToB 1 yCUMBAIOLWME CUHTES
UMW KonnareHa. Takum 06pa3oM, aKTUBMPOBAHHbIE Makpodaru
06ecneynBaloT AMMMUHALMIO aHTUIEHa, a eCM aKTUBaUMS MpoLon-
)KaeTcs, TO CNOCOOCTBYIOT pasBuUTMIO (hmbpo3a.

LnToknHbl ®HOa n ®HOp BO3AEACTBYIOT Ha 3HAOTENNASNbHbIE
K/IETKM, BbI3blBasi NOBbILUEHWE CeKPeLun NpocTaumKinHa, YTo npu
BOAWT K YBE/IMYEHWNIO KPOBOTOKA B Pesy/ibTare paclUuMpeHus cocynoB
N YCUNEHWUS 3KCMPeccun afresvBHOW MONekynbl E-cenekTuHa

ELAM-1), cnoco6CTBYIOLLEA NPUKPEMIEHNIO NPUXOAALLMX M

OLMTOB M MOHOUMTOB. OJHOBPEMEHHO MPOUCXOAUT YCUIEHUE CeK
PELMN HU3KOMOJIEKYNSAPHBIX XEMOTaKCUYECKUX (PaKTOpoB, Hanpu
mep WJ1-8. Bce 3T M3MEHEHUS B 3HAOTE/NIMM CNOCOBCTBYIOT BbIXOAY
NUMEOOLNTOB U MOHOLMTOB 3a Mpefenbl COCYAWUCTOro pycna B 30HY
passuTna 3T.

Mpy UM TOTOKCUYHOCTH, OMOCPeNoBaHHON T-MMAOLMTaMK, CeH
cnbunmsmpoBaHHble CDS+T-KNETKU YHUUTOXAIOT K/ETKU-MULLe-
HW, KOTOpble SABAAKOTCA HOCUTENAMW aHTuUreHa (LMTOTOKCUYeCKue
nmmdgoumntbl — CTL). T-KNeTKK, HanpasfeHHble NPOTUB aHTUTEHOB
rMCTOCOBMECTUMOCTM, (PUKCUPOBAHHLIX Ha MOBEPXHOCTU KIIETOK,
UrpaloT BaXHYHO PONb B OTTOPXEHWW TpaHcriaHTata. OHW Taloke
YYaCTBYIOT B 3alLiMTe OT BUPYCHbIX UH(EKLWIA. B KneTkax, nopaxeH
HbIX BUPYCOM, BUPYCHblE MENTWUAbl CBA3LIBAOTCA C MOMekynamu |
knacca 'KI'C vn B BUAe KOMNIEKCOB TPaHCMOPTUPYIOTCA K MOBEpX
HOCTU KJIETKW. ITOT KOMIJIEKC PACMO3HAETCH LUTOTOKCUYECKUMU
CDS+T-knetkamn. JIM3nc 3apaxkeHHbIX K/1eTOK 3aBepLuaeTcd /m
penavkKauuy Bupyca, YTo NPUBOAUT K €ro YHUUTOXEeHUt0. lMonara
lOT, YTO MHOrMe OMyxosfieBble aHTUreHbl NPeAcTaBeHbl Ha NOBepx-
HoOCcTU KneTok, a CTL y4acTBYKOT B MPOTMBOOMYXO/IEBOM MMMYUM
TeTe.
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3. OTTOpKeHNe TpaHcniaHTaTa. Peakuus  OTTOPXeHWA
TpaHcr/aHTara cBf3aHa C pacno3HaBaHMeM XO3AWHOM MepecaxKeH-
HOM TKaHW Kak 4y>epofHoil. OTBETCTBEHHLIMY 32 TaKOe OTTOpXKe-
HVe Yy uefnoBeka ABNAOTCA aHTUreHol HLA. OTTOp)XeHue TpaHc-
nfaHTaTa — C/0XHbIA NPOLEecC, BO BPeMs KOTOPOrO MMEHT 3Ha-
YeHWe KaK KNeTOYHbI UMMYHUTET, TaK U LUUPKYNUPYIOLLME aHTK-
Tena.

Peakunu, obycnoeneHHble T-numdoumTamu. WHUUMALNA peak-
UM, onocpefoBaHHbIX T-IMmM@ounTammn, NpoMCXOAUT TOraa, Korga
YUMOLMTBI peLMnmeHTa BCTpeyatoTes ¢ aHTureHamm HLA foHopa.
MonaraloT, 4TO Hambonee BAXHLIMA WMMYHOreHaMmn ABMAIOTCS
H-HOPUTUYECKNE KNETKU [LOHOPCKUX OPraHoB. T-KNETKM XO03AnHa
M rpeyaroTcs ¢ JEHAPUTUYECKMMMN KIIETKAMW B NMepecaXKeHHOM opra-
He, a 3aTeEM MWIPUPYIOT B PErMOHapHbIe JIMM(ATUYECKUE Y3/bl.
MpepwecteHHUKN CD8+CTL, obnagaiouwme peuentopamn K 1
priaccy HLA-aHTUreHoB, AguddepeHumpytotes B 3penble CTL. B
npouecce AMhhepeHLMPOBKM YHaCTBYIOT aHTUTEHMNPeaCTaBsoWwme
METKN, T-NMMGOUNTBI U UMTOKMHBLI N-2, -4 n N-5. 3penble
I Il. nnM3mpyloT nepecaxeHHyl0 TkaHb. Kpome crneuuduyeckmx
ITL, o6pasytorcd CD4+T-KNeTKKN, KOTOPbIE UIPatoT UCKIOYNTENb-
HO BaXXHYHKO pOSib B OTTOPXXEHWW TpaHcnniaHTata. Kak u npu 3T,
0 nTupoBaHHble CO4+T-K/ETKN BbIAENAOT LLUTOKNHDI, Bbi3blBat0-
Lue MOBbILLEHNE COCYAMCTON MPOHULLAEMOCTM WU MECTHOe CKOMse-
HVE MOHOHYK/eapHbIX KNeToK (MMMMounToB 1 makpodaros). Cun-
| mot, uto 3T, NposABNAIOLWAACA MNOBPEXAEHNEM MWUKPOCOCYLOB,
ULeMUein 1 fecTpyKumeld TKaHel, ABNseTCA Hanbonee BaXKHbIM Me-
MHM3MOM AeCTPYKLMW TPaHCMIaHTaTa.

Peakuun, obycnosneHHble o6pas3oBaHMeM aHTWTenN, MOryT MpoTe-
MM. B [ByX BapuaHtax. CBepXOoCTpoe OTTOPXeHue pa3BuBaeTCs
MUaKW, KOrga B KPOBW peuunueHTa ecTb aHTMTena npoTuB LOHOpa
1VKNC aHTUTENA BCTPeYatoTCs, HarnpuMep, Y PeLMrnueHToB, Y KOTO-
PbIX Y>Ke BblI0 OTTOPXEHME MOYevHOro TpaHcnaaHTtara. lMpeaLwecT-
"YMHUMe nepenuBaHus KpoBu OT HLA-HeugeHTU(MLMPOBaHHbIX
LUMOPOB TaKkXXe MOryT MPUBECTM K CEHCUMOMMU3aLUK, TaK Kak TPOM-
HOUMTbI U NeRKounTbl 0cobeHHO 6orathl HLA-aHTUreHamu. B

OUX Clyyasix OTTOPXKEHWe Pa3BMBAETCA HEMeLJIEHHO Moc/e TpaHc-
| WTaummn, Tak Kak LUUpKyupylowme aHTuTena oopasyoT UMMYH-
....I KOMNJIEKCHI, oceAatoLLme B 3HAOTENNN COCYL0B NePECaKEHHOro
W' ova. 3aTeM MPOMCXOAUT (PUKCaLMsA KOMMNEeMeHTa U pa3BMBaeTCs
r (Kum ApTioca. Y peuunueHToB, KOTOpble He Obinv npensapu-
il.N0 CEHCMBMNN3NPOBaHbI K aHTUreHam TpaHCnaaHTaTa, 3KCno-
cwum AOHOPCKUX HLA-aHTUIEeHOB 1 U 11 K/lacca MOXKET BblI3blBaTb
|um>naHue aHTUTEN. AHTUTENa, 06pa30BaHHbIE PeLMMNMEHTaMK,

H|.MMIOT MOBpeXJeHne TKaHW MOCPeACTBOM HECKONIbKUX MeXxa-

M.MAH KOMMEMEHT3aBUCUMON LMTOTOKCMYHOCTMW, aHTUTEeN03aBu-
mMU|0, 0OYCNOBMIEHHOrO K/ETKaMU LWTONM3a U BbINALEHUA KOM-
m»Ql aHTUreH — aHTUTeNo. WM3HavyanbHOW MULLEHbH ANS 3TWX

leen cnykat cocyapl TpaHcnnaHTata. 103TomMy )eHOMEH aHTK-

217



TEe/103aBUCMOr0 OTTOPXEHUS B MOYKe TMCTOMOMMYECKN MNpeacTas-
NeH BacKyUTOM.

AyTONMMYHHble Gonesun. TPUUYMHOI HEKOTOPbIX 3a60MeBaHWIA Ye-
NOBEKA ABMISIETCS Pa3BUTE UMMYHHOW peakLmu NpoTUB COOCTBEHHBIX
aHTUreHoB. B HOpMe ayToaHTUTeNa MOryT ObITh HaleHb! B CbIBOPOTKE
KPOBW WM TKAHAX Y MHOIMMX 3[40PO0BbIX NII0AelN, 0COBEHHO B CTapLuei
BO3paCTHOW rpynne. be3BpedHble aHTUTena 06pasyroTcA Mocie no-
BPEXKMEHNS TKaHN W UrpatoT (IM3MONOTMYECKYHO POJib B YAaseHUM ee
ocTaTkoB. Kpome TOro, HOPMa/bHbI UMMYHHbIA OTBET HEO6XOAUM
[N15 pacno3HaBaHWs COBCTBEHHbLIX aHTUTEHOB MMCTOCOBMECTUMOCTMU.

Pasnn4atoT TP OCHOBHbIX MpK3HaKa ayTOMMMYHHbIX 3a60/1eBa-
HWiA: 1) Ha/IMuMe ayTOMMMYHHOW peakumu, 2) Haiuune KJIMHUYec-
KMX W 3KCNEPUMEHTaNbHbLIX AaHHbIX O TOM, YTO Takas peakumus HC
BTOPUYHA K MOBPEXJEHUIO TKaHW, a UMeeT NepBuYHOe NaToreHeTu-
YeCcKoe 3HayeHuWe, 3) OTCYTCTBME WHbIX ONpefeneHHbIX MpuUynH 6o-
ne3Hn. BcTpeyatoTcs ayTOMMMYHHbIe 60/1€3HM, MPU KOTOPbIX AEACT-
BMe ayTOaHTWTeNn HarnpasNeHO MPOTUB eLMHCTBEHHOIO opraHa wi
TKaHW, U B pe3ynbTaTe pa3BKBaeTCH MECTHOE MOBPEeXAeHWMe TKaHW.
Hanpumep, npu Tupeonamte (306e) Xawwumoto (H.Hashimoto)
aHTUTeNa abCcontoTHO cneunuyHbl ANS WUTOBUAHON Xenesbl. Mpu
CUCTEMHOI KpacHOI BOMYaHKe ayToaHTUTEeNa pearupyrtoT ¢ cocTas-
HbIMW 4YacTAMU sAep PasMuYHbIX KNeToK. Pa3Hoobpasve aHTuTen
NpYBOAUT K NOBPeXAeHWAM BO Bcem Tene. IMpu cuHgpome xe Tyn
nacyepa (E.W.Goodpasture), Hanpumep, aHTMTena NpoTmB 6asasib-
HOIi MeMOpaHbl IETKUX 1 MOYEK BbI3bIBAOT NOBPEXAEHMS TOMIbKO B
3TMX opraHax. OuyeBWAHO, YTO ayTOMMMYHWUTET MOApa3yMeBaeT Mo-
Tepto ayToTONEPaHTHOCTH.

VleyHO}'IOFVILIeCKaFI TONepaHTHOCTb — 3TO COCTOAHWME, MPU KOTO
POM VIMMYHHbIA OTBET Ha CMeuufuyecKnin aHTUreH He pasBUBAETCA.
CocTosiHME TONEPAHTHOCTM 0OBACHAETCH HaMUMEM TPEX MEXaHu3-
MOB: K/IOH/IbHOM AeneLun, KNOHaTbHOW aHeprum 1 nepugepuyeckoi
cynpeccun. Mpy KNOHaNbLHOW Aeneunmn OTCYTCTBYIOT CaMOPErympyto-
wye T- 1 B-numdounTsl. Mpu KIOHaNLHOW aHeprun HabnogaeTcs
MPOMIOHIMPOBaHHasA WM HeobpaTuMas (PYHKLMOHaNbHAA MHAKTMBA
LMA NMMMQOLNTOB, BbI3BAHHAA KOHTAKTOM C aHTUrEHOM.

Mepucpepuyeckaa cynpeccus T-aumcouynTamu. KnoHanbHble ae
Neumns N aHeprus ABAAKTCA MEPBUYHBLIMU MeXaHW3MaMu ayToTose
paHTHOCTWU (TONEPaHTHOCTU K aHTUreHam COBCTBEHHOro OpraHu3
Ma). OfiHaKO CYLLECTBYIOT W [OMO/HNATE/NbHbIE MeXaHU3Mbl. Hau
GonblWNA  MHTEPeC NPeACTaBNsAtOT CYNpPeccopHble T-IMMQOLUTLI
CynpeccopHble KNeTKW MOryT TOPMO3UTb ayTOPeaKTUBHOCTb, CEKPC
TUPYS LUTOKWUHBI, CHUXAIOLLIME UHTEHCUBHOCTH MMMYHHOIO OTBETa

MexaHW3Mbl ayTOUMMYHHbIX 60ne3Heln. U
naToreHe3 ayTOMMMYHM3aL MU BOBNeYeHbl UMMYHOMOTUYECKUE, re-
HeTUYEeCKMe 1 BUPYCHbIE (haKTOpbI, B3aMMOAENCTBYIOLLME NOCPeaCcT
BOM C/IOXKHbIX MEXaHU3MOB, KOTOpble NMOKa Masio M3BECTHbI.

1 O6xoaHolA NyTb TONMEPaHTHOCTYW T-XennepoB. ToniepaHTHOE W.
K ayTOaHTWUreHy 4acTo CBfi3aHa C K/IOHa/IbHON deneumeid uam aHep
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rven cneymgpuyeckmx T-AMMGOUUTOB B MPUCYTCTBUM MONHOCTLIO
KOMMETEHTHbIX ranTeHcneunduyecknx B-numdgountos. OfHako
TONEPaHTHOCTb MOXET ObITb HapyLUeHa MOCPeLCTBOM OLHOro U3
Cnefyrowmx MexaHu3moB.

Moaundhmkaumst Monekynbl. Ecnv noTeHumanbHO cnabas ayToaHTU-
reHHas feTepMuHaHTa (ranTeH) CBA3bIBAETCA C HOBbIM HOCUTENEM,
ro OHa MOXET ObITb Pacno3HaHa HETOMEPAHTHbIMU T-numdounTamu
Kak MHopogHas. Koonepaums BUAOU3MEHEHHbLIX rarnTeHOB C ran-
reHcneumguyeckumn B-numdounTamMmm NprBOAUT K 06pa30oBaHuio
ayTOaHTUTES.

MorekynspHas MAMMKpUS. HekoTopble WH(EKUNOHHbIE areHTbl
MepeKpecTHO pearvpyroT ¢ TKaHAMU Yenoseka. Ob6pa3oBaHHOE B pe-
3ynbTaTe aHTUTENI0 MOXET MOBpeXAaTb TKaHW, UMeloLive nepe-
KPECTHO pearvpytoLime feTepMUHaHTbl. [103ToMy peBMaruyeckue
LuboneBaHMa cepALa MHOrda pa3BMBAlOTCA BCNef 3a CTPENTOKOKKO-
BOM MH(EKLMEN, TaK Kak aHTUTeNa K CTPeNTOKOKKOBOMY 6enky M
NepeKpecTHO pearnpytoT ¢ M-NpoTeMHOM B capKo/ieMMe CepAeyqHoi
MbILLILLbI.

2. MonuknoHabHas akTueauma nnuvounToB. B Tex cnyuasx,
KOrga TONIepPaHTHOCTb MOAAEPXKMBAETCA C MOMOLLbLI K/OHANIbHOM
Lueprum, NpoAyKTbl WX XXWU3HELEATeNbHOCTN CMNOCOOHbI BbI3BaTbL
NOMMKNOHa/IbHYHO (aHTUTreHHeCNeUnMUUecKyto) akTueauuo B-num-
thouuToB. Jlydlle BCEro uccnefoBaHbl bakTepuasibHbIe NUNOMNoamnca-
<BpWbl (3HAOTOKCUHbI), KOTOPbIE MOTYT UHAYLMPOBATL NTUM(OLM-
M1 MbILWWER In vitro K obpasoBaHuto aHTUTeNn npotue AHK, Tumouum-
ICH n apuTpounTOB.

3. AucbanaHc dyHKUMiA T-cynpeccopoB M T-xennepoB. CHMdKeHUe
(hYHKUMOHaNbHOM aKTMBHOCTU T-CynpeccopoB CrnocobCTByeT pas-
BUTUIO ayTOMMMYHMWTETA U, HaobOpOT, upe3MepHas akTUBHOCTb T-
Xe/NepoB MOXET Bbi3BaTb MOBbILLEHME NPOAYKLUMM ayToaHTuTeN B-
LWmdoumTamu. Hanprmep, Npu CUCTEMHOM KPacHOW BOMYaHKe Ha-
"3l0aeTCA HapyLleHne (YHKLUOHUPOBAHUA WM YMEHbLUEHWE KO-
nnyecTtsa (MHOrga TO U Apyroe o4HOBPEMEHHO) T-cynpeccopos. Ak-
MBauMa T-XennepoB BCTPEYaeTCA TakKe Y HEKOTOPbIX O0/bHbIX
*MCTEMHOI KPaCHOW BOMYaHKOM.

4. TosiBNEHME CEKBECTPUPOBAHHOIO aHTUreHa. J1lo60oi ayToaHTU-
H 11, KOTOpbIV MO/IHOCTLIO M30/MPOBaH B MpoLecce pasBuTUS Opra-
M/ 1Ma, PacCMaTpMBAETCA Kak MHOPOAHbIN, ecaiv MonajaeT B KPOBO-
UK 1 Ha Hero pa3BuBaeTCs MMMYHHBIA 0TBeT. CnepmaTo3oufsl, oc-
....TO GeNOK MUeNuHa 1 KPUCTaNIMH XpyCTanka MOryT MonacTb B
WITOPUIO TakKUX aHTUreHOB. Hanpumep, npu TpaBme fnyek Mnpo-

XOQUT BbIOPOC Cnepmbl B TKaHW, BCMeS, 3a KOTOPbIM NOSBAAKOTCS
nnuTcna K cnepmaro3ongam. 3TOT MeXaHW3M ayTOMMMYHHbIX peak-
LM BCTPeYaeTCs MLLb B OCODLIX CyyasX.

N eHeTuW4ecK/e (haKTOpbl UMMyHUTETA. 3TU (PaKTOpbl onpe-
| VHKST YacTOTy M NpUPOAY ayTOMMMYHHbLIX 3ab60neBaHuil. Bo-nep-
suY. CyLUECTBYeT ceMeliHas MpPeApacnoNOXEeHHOCTb K HEKOTOPbIM

,MYIMMYHHbIM 3260/1€BaHNAM YefioBeKa, TakMM KakK CUCTEMHast
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KpacHasi BO/lYaHKa, ayTOMMMYHHas remMosIMTUYecKas aHemus U ay-
TOUMMYHHbIA TUPEOUAMT. BO-BTOPbIX, MMEETCA CBS3b HEKOTOPbIX
ayTOMMMYHHbIX 3aboneBaHuii ¢ HLA, ocobeHHO ¢ monekynamu Il
Knacca 'KIC.

MonekynspHblin aHanu3 monekyn Il knacca FKIC nokasan, uyto
y 60/1bLUIMHCTBA 60/IbHbIX PEBMATOUAHLIM apTPUTOM UMEETCS annesb
HLA-DR4 nnn HLA-DR1, nn6o ob6a atux annens. 3TU annenm
MMEIT 06LMIA YYaCTOK U3 4 aMUHOKMCIOT, PacnoNOXEHHbIA B MPO
MexXyTke DR-Monekynbl, CBA3aHHOM C aHTUreHOM. TakuM 06pa3om,
CBA3b MeX[Jy peBMaToWAHbIM apTpUTOM W HekoTopbiMu DR-mone
Kynamy MOXXET ObITb 06bSACHEHA CMOCOOHOCTLIO 3TUX MOCNEAHUX K
CBA3LIBAHMIO apTPUTOrEHHOr0 aHTureHa. Ecnm cooTBeTCTBYHOLLMIA
annens KIC nioxo npeactasiseT ayToOaHTUIEH, TO Aefieuns cooT-
BETCTBYHOLLEr0 ayTOPeaKTUBHOIO K/IOHa T-IMM(OLUTOB MOXET U He
HacTynuTb. Y Tex, KTO Hacnegosan Takue Monekynsl |l knacca
MKI'C, NoBbIWEH PUCK PasBUTUA ayTOUMMYHUTETA.

6. MMKpOOHbIE areHTbl B @y TOUMMYHATETE. Pas/inyHble MUKPO-
Obl, MMKONAa3Mbl 1 BAPYCbl MOTYT ObITb BOBMEYEHbI B pa3BUTUE ay
TOUMMYHUTETa. Bo-nepBbiX, BUPYCHblE aHTUIEHbl U ayTOAHTUMEHbI
MOrYT CBA3bIBATLCS, 06pa3ys MMMYHOIEHHble efuHULbI. Bo-BTOpbIX,
HeKoTOopble BUPYChI, Hanpumep Bupyc dnwTeitHa — bapp (M.A.Ep
stein, J.M.Barr), npefctaBnstoT coboli Hecneymgpuryeckmne, nonm
K/IOHa/bHble B-nnMgouMTapHble MUTOTeHbl U MOTYT BbI3bIBaTb 00
pa3oBaHWe ayToaHTUTEN. B-TpeTbux, BUPYCHasd WH(EKLUs MOXET
MPUBECTU K CHUXXEHUIO PYHKLUM CynpecCopHbIX T-IMMQOLNTOB.

Bupycbl 1 HekoTopble MUKPOOBbI, 0CO6EHHO GaKTepumn (CTpenTo-
KOKKW, Knebcuensbl), MOryT 06nagaTb 3NUTONamum, NepekpecTHo pe
arMpylowmMm ¢ aytoaHTMreHamu. HekoTopble MH(EKLUOHHbIE
areHTbl BbI3bIBAKOT CU/IbHYIO aKTMBaLUuio 1 nponudepaymto CDA+T
KNeToK. LIMTOKUHBI, 06pa3oBaHHble B 3TWUX YCNOBUAX, HapyLlato!
TONEPaHTHOCTb aHepruyecknx T-nMMgoLmTOoB.

7. CUHOPOMbI  MMMYHHOrO fleuupMTa Mo CcyTv npefcTasnsto!
CO60i 3KCMEepPMMEHTbI MPUPOAbl, KOTOpble elle pa3 yoexaaT W
CNOXHOCTU YCTPOIACTBA MMMYHHOIA CUCTEMbI. Bce MMMyHogedpumum
Thl JENAT Ha NepBUYHbIE, KOTOPbIE MOYTW BCerga AeTepMUHUPOBAHBI
reHeTUYeCKU, Y BTOPUYHbIE, CBA3AHHbIE C OCNOXHEHUAMU WH(EK
LIMOHHbIX 3a60/1eBaHNI, HapyLUEHHbIM BCACbIBAHWEM, CTapeHueM,
No60YHbLIMU 3dheKTaMn UMMYHOCYNpeccun, 06ayveHNEM, XUMUO
Tepanuein npu pake W [pyrux ayTOMMMyHHbIX 60nesHax (1o
R.S.Cotran, V.Kumar, T.Collins, 1998).

MepBUYHBIE MMMYHOLEe@ULUMNTB ABAAOTCA FeHr
TUYECKN AeTEePMUHMPOBAHHLIMU 3a060/1EBAHUSMU U NOPAKAIOT CUr
L|,|/|$V|quKV||7| UMMYHUTET (FYMOPa/ibHbIA U KIETOYHbIN) WU HECTC
LUMUYECKMe MeXaHW3Mbl 3alUTbl X035MHA, O6YC/TIOBMEHHbLIE KOM
NAEMEHTOM W KneTkamu (haroumtamu nam ecTeCTBeHHbIMU KWUIC
pamu) (cxema 5.11). HecmoTps Ha TO YTO 60/LLUMHCTBO MMMYHOZLT
(hMLNTOB BCTpeYaeTcs LOBO/bHO PeAKO, HEKOTOPbIE M3 HMX, Hanpu
mep geuumt IgA, AOBONLHO-TAKM pPacnpocTpaHeHbl, 0CO6EHHO \
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- mi 5.11. MepBuyHble MMYHOAEHULUTBI

MnopunoTeHTHas
-j cTBONOBaAsA

KPOBETBOPHas KneTka

Mpo-T-numdount

mX-CBSi3aHHbIN
SCID

CospeBatowyuit
T-numboymnt
CuHgpom
Awv [xopoxu

CD4+

3penbie T-nUMdounTbI
[ednynT aHTUTeHOB
Deduynt Il knacca FKIrc
IgA

......... Meue HU 8. ADA - afeHo3uHfeamuHasa, CD40L - CD40 - nuraHg, CVID - o6wuii BapuabenbHblit
MMyHngeduumnt, SCID - TAXenblit KOMBUHUPOBaHHbI UMMYHOAe(UUUT, TCR - T-KNeToUHbI/ peyenTop

nuni lMepBUYHbIE UMMYHOAEMULMTBI Y feTeli 06bIYHO NPOSBASAIOT-
MY BO3pacTe Mexzay 6 Mec ¥ 2 rojaMu NnoBbILLIEHHOW YyBCTBUTE b-
..|>to K peu,mgmsmpylom,mm NH(EKLNOHHBbIM 3a60/1eBaHUSAM.
AramwvarniodynuHemust BpyToHa (O.C.Bruton), cBfzaHHas ¢ X-
*|M.MOCOMOVA, SBASETCA OAHNM U3 CaMblX PacnpOCTPaHEHHbLIX MNep-
rh immx VIMMyHO,EI,Gd)I/ILWITOB N XapakTepusyetcs (DakTUYeCKUM OT-
YHIBMEM  CbIBOPOTOYHbLIX WMMYHOII06Y/IMHOB, XOTA  Ha/nume
Y.WbIX Kon4yecTB 1gG BO3MOXHO. 3TO 3aboneBaHue CBS3aHO C X-
|Himocomoit 1 BCTpeyaeTcs y UL, MY>XKCKOr0 nona. Tsdkenble peuu-
..npytowme nHMeKLMM 06bIYHO HaUMHaOTCA B Bo3pacTe 8—9 Mec,
Ibl pebeHOK nepecTaeT Mnosy4yaTb MaTePUHCKME UMMYHOrN06Yun-
| Yauwe Bcero BbISBAAOTCA MWOreHHbIE MUKPOOPraHu3Mmbl (CTa-
iN MXOKKM), B0/MbHblE CTPAAAIOT PELMANBUPYIOLMMIA KOHBIOHKTN-
H<W, cbapMHrMTOM CpefHUM OTUTOM, BPOHXMTOM, MHEBMOHUEN U
«MbIMU MH(peKLmammn. C 60MbLUMHCTBOM BMPYCHbIX U FPUOKOBbIX
..|" KUMn 6ONLHON crpaBnseTcs YCrewHo, Tak Kak KNeTOYHbIN
-lMyMI/ITCT He HapylueH. BmecTe ¢ Tem CyLIECTBYeT 0COOblii prCK
*LLMINS NPOLIECCOB, CBA3aHHbLIX C BaKUMHAUWEN NPOTMB MOANO-
mll wTa, 3HUedanuTa, BbI3BaHHOro Bupycamu ECHO, a Takxke
MMOLMCTHOW MHeBMOHUW. MepcucTupytoas naM6Mo3Has UH-
| »NWMH NPUBOAMT K HapYLLUEHWUIO BCACbIBAHNS.
Vipm GonesHu BpyToHa ualle BCEro passuBatOTCs ayTOMMMYH-
[ mopaxeHus. Y NOMOBUHbI AeTeld HabHO4aeTCs MaTonorMs Tmna

221



PEBMATOMAHOr0 apTputa. BeTpeyatoTcs TakkKe CUCTEMHas KpacHast
BO/YaHKa, [epMaTOMUO3UT U Apyrue ayTOMMMYHHble 3a60M1eBaHus.
Y 3TUX NaUMEHTOB, 3a PELKUM UCK/THOUYEHWEM, OTCYTCTBYHOT B-nnm-
thountbl. [pe-B-numdounTbl, NpeacTaBAstoOLME COOOM KpymMHble
numdgonaHble KNeTkn ¢ IgM B umTonnasme, Ho 6e3 MMMYHOrno6y-
NIMHOB Ha MOBEPXHOCTK, BLISBNAOTCA B KOCTHOM MO3re B HOpMa/b-
HbIX KOnmuecTBax. JIMMaTUyeckmne y3fbl U CeneseHKa He WUMeEoT
LIEHTPOB pasMHOXeHUs. B numdaTnyecknx ysnax, ceneseHke, KocT-
HOM MO3re U COEAVHUTENbHOW TKaHW OTCYTCTBYHOT Nia3Matuyeckue
KNeTkn. HebHble MUHAAIMHLI NAOXO PasBUTbl UK PYAUMEHTAPHbI.
B 70 >xe BpeMsi UMeeTcs HOPMa/ibHOE KOIMYECTBO LIMPKYIMPYIOLLMX
N TKaHeBbIX T-IMM(OLMTOB, PYHKLMA KOTOPbIX HE U3MEHEHA.

06 BaprabebHbIA MMMYHOOEMUMT MNpeAcTaB/isieT COOON re-
TEpOreHHyt rpynmny 3abonesaHuii. OH MOXET ObiTb BPOXAEHHbLIM
WM NPUOBPeTEHHbIM, CNOPaaNYecKUM UM cemeliHbIM (C HeMnocTo-
AHHbIM TWUMOM HacnefoBaHus). O6Leli 0CO6EHHOCTbIO BCeX Nauu-
€HTOB fBNAETCA TUMOrammMarnobynMHeMms, O6bIYHO CBSi3aHHasd C
He[0CTaTOYHOCTLIO aHTUTE/T BCEX K/1ACCOB, HO MHOrAa Tosbko 1gG.
B NpoTMBOMONOXHOCTL arammarnobynuHemmn bBpyToHa B KpoBWU ©
NMMMOONIHONM TKaHW GOMbLUMHCTBA OOMbHBLIX UMEETCS HOPMasbHOE
Konmuyectso B-numdountoB. 3TM B-nUMOOLMUTLI, OLHAKO, HE MOryT
anddepeHLMpoBaTbCA B NaasMaTuyeckme KneTku. Yalle Bcero fe-
(DEKT BbIpaXKaeTcs B TEPMUHaNIbHON AUQdepeHLMPOBKe B—nMMdc)lo
LMTOB, B pe3ynbTaTe Yero nocfiefHue He MOryT CEKPETUPOBATL HOP
Ma/lbHble KO/IMYecTBa UMMYHOI/I00Y/IMHOB JaXe Torfa, Korga vme-
t0TCA XennepHble T-NMMOUNTBI, a NOTEHUMa/IbHbIE CYMNPECCOPHbIE
T-NMMOLUNTLI OTCYTCTBYHOT.

MoneKynspHasi OCHOBa aHOMasbHOW AuddepeHUNpoBKn B
NUMOOLNTOB MOXET BbITb PA3HOW. Y HEKOTOPbIX BO/bHbIX BO3HMKA-
0T MyTaLuK, KOTOpble BAUSIOT Ha 3KCMPECCUI0 UMMYHOT106YIMHO
BbIX TEHOB, Y APYrMxX — UMeLOTCA AethekTHble B-numdounTbl, TaK
e KaK U (PYHKUMOHaNbHble aHomanun CO04+T-xennepos wm
CD8+T-cynpeccopoB. lMpuuem konmyectBo CD4+T-KNeTOK MOXET
ObITb HOPMasibHbIM, HO OHW MPOLYLMPYHOT CHUXXEHHOE KONUYECTBO
NN-2 ny-nHTeptepoHa. BCBA3M C TeM YTO LMTOKMHbI HEOBXOAMMbI
NS CeKpeuuyn VMMYHOT06YIMHOB, 3TN feeKTbl T-1MMAoLUTO»
NpUBOAAT K runoraMmar/iobyIMHeMUmN. Y HEKOTOPbIX B0/bHbIX NPo-
6nemMa MOXeT 3aKto4aTbCs He B OTCYTCTBUM T-1UMQOLUTOB, a CKO
pee B abCONOTHOM yBennMyeHun konmyectea CD8+T-kneTok, Mo
[AaBNAKOLNX CEKPELMIO aHTUTEN HOPMasibHbIMKU B-numdoumTamu
lMonyyeHbl faHHble O FEHETUYECKOW NpefpacrnoioKeHHOCTM K 06
LeMy BapuabensHOMY UMMYHOZeUUNTY.

KnuHunuyeckn 3aboneBaHvie MPOABASETCA PeUUAUBUPYHOLMMU
nHekumamn. ucTonornyeckn HabnogaeTcsa runepnnasvs B-kie
TOYHbIX Y4aCTKOB IMM(OMAHON TKaHW (NMMGOUAHBLIX ONNKYIOM
B IMMAaTUYECKNX y3MaX, Cene3eHKe WM KulevyHuke). Nommmo Gak
TepuasibHbIX, 3TU BOMbHbIE CTPAAAIOT TAXENbIMU 3HTEPOBUPYCHBLIMU
NHDEKUMAMK, PELUAMBUPYIOLLAM TeprecomMm W nepcucTmpytoLLei
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[vapeeid, BbI3BaHHON NAMOAMAMUN. Y HUX BbICOKA 4acToTa ayTOUM-
MYHHbIX 3a60neBaHunin (0Kono 20 %), BK/OYas peBMaTOUAHbIA apT-
pUT, NEPHULMO3HYIO Y FEMOSIMTUYECKYIO aHEMUIO.

V3onmpoBaHHbIl aedmumT IgA oYeHb pacnpocTpaHeH. Ans 3a6o-
NeBaHUs XapaKTepeH HU3KWIA YPOBEHb KaK CbIBOPOTOYHOrO, TaK U
cekpeTopHoro IgA. IMMYHOZE(MUUNUT MOXET ObITb CeMENHbIM Wn
NproBPeTEHHLIM NOC/e TOKCOM/Ia3M03a, KOpU UM HEKOTOPbIX Apy-
X BUPYCHBLIX UH(eKLUNiA. B cBA3M ¢ Tem UTo IgA ABNSieTCa OCHOB-
HbIM MMMYHOF/T06Y/IMHOM BHELLHel CeKpeuuu, npu ero geduunte
HapyLLiaeTca 3alimMTa CAU3UCTbIX 060/104EK U PA3BUBAOTCH WH(EK-
Iél/ll/l [bIXaTeNbHON, YXeNyA04HO-KULLEYHON N MOYENON0BOA CUCTEM,

O/lbHblE HepefKo CTPafatoT CMHOMY/IbMOHANIbHBIMA WH(EKLMAMN
(couyeTaHve CUHYCUTOB W MHEBMOHWI) 1 Avapeei. Y NaluMeHTOB C
JetmunTom IgA HabnoLaeTcs BbICOKAs YacToTa aineprum pecnupa-
IOPHOr0 TPaKTa U Pas/InyHbIX ayTOMMMYHHbIX 60/1e3Held, 0CO6eHHO
i UICTEMHOW KpacHOI BONMYaHKM U PEBMATOMAHOro aptputa. Mpuum-
Ha MOBbILLIEHHOIN YacTOTbl ayTOMMMYHHBIX U a/iNepruvecknx 3abore-
BaHWiA HeM3BecTHa.

OCHOBHOI NPUYMHOW 3TOro UMMYHOAePULNTA ABNSETCA AedeKT
WhdepeHUMpoBKM B-nnmdounTos, npogyumpyowmx IgA. Y 60nb-
LUMHCTBA 60/MbHLIX C CEeNeKTUBHbIM AetuuntoM IgA nMeeTcs Hop-
Ma/lbHoe Ko/inyecTBo IgA-NonoXKuTeNbHbIX B-nuMmdouuTos, 0gHaKo
GONBLUMHCTBO M3 HUX 3KCMPEeCCUPYIOT He3penbliin eHoTun. Jinwb
HEMHOIMe M3 3TUX KIETOK CNOCOOHbI in vitro TpaHcopMmpoBaTbCs
B IgA-nnasmaTtnyeckme KneTku. CbIBOPOTOUHbIE aHTMTeNa K IgA 06-
Hapy»eHbl Npn6aN3NTeNsHO y 40 % BONbHbIX.

CviHgpom Aun D>kopmkum (A.M.DiGeorge; runonnasus tumyca) —
efHa 13 (hOPM CeNeKTUBHOro T-nMmgounTapHoOro geuumTa, noss-
EVe KOTOPOro CBA3aHO C HapyLleHWeM pas3BUTUS TPETLEro W YeT-
BEPTOr0 rMOTOYHbLIX KAPMAHOB, JAlOLLMX Hayano TUMYCY, OKOOLWM-
1 LUMAHBIM dKefle3aM, HEKOTOPbIM CBET/IbIM K/eTKaM LUMTOBUAHON
«Ce3bl N YNbTUMOBPOHXMANbHOMY Tefblly. TakMm 06pa3om, Y aTux
60MbHLIX MOMHOCTBIO OTCYTCTBYET K/IETOYHbIA WMMYHHbIA OTBET
Inl 3a runonnasMu nnn oTCyTCTBUS TUMYCa), Pa3BUBAIOTCA TETaHUA
OHCYTCTBME OKO/OLMTOBUAHBIX KENe3) W BPOXKAEHHbIE [edeKTb

*pLA U KPYMHbIX COCyfoB. Kpome TOro, BHELIHWW BUZ PTa, YL
M UWa MoryT 6bITb HEHOPMaIbHbIMU. OTCYTCTBME K/IETOYHOrO UM-
MyHUTETa OTPaXKaeTCs B HWU3KOM YPOBHE UMPKyAupyowmx T-anm-
[""lumMTOB M CNaboin 3aluTe NPOTUB HEKOTOPbLIX FPUOKOBBLIX U BUPYC-
wu K UHEKUMIA. [nasmMaTnyeckne KNeTKn B NUMMOULHOM TKaHM
NpeAcTaBneHbl B HOPMaIbHbIX KOJIMYECTBAX, HO TUMYC3aBUCUMbIe
MUPAKOPTUKa/IbHbIE 30HbI JIMM(ATUUYECKUX Y3/I0B U MepuapTepuo-
Y|WpIX 060/104EK B Cefle3eHKe OTCYTCTBYHOT. YPOBHU MMMYHOT/0-
*/4MHOB B npefenax HoOpMbl.

( Hapom [n [KopaXy He OTHOCUTCA K YMCY FeHeTUYeCKn ae-

PMWUHMPOBAHHbLIX 3a00/1eBaHWIA, HO, MO-BUAVMOMY, AIBASETCS pe-
* |blaTOM BHYTPUMATOYHOIO MOBPEXAEHWS M/oja Ha 8- Hepene
*pPEeEMEHHOCTHU.
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TA>Kenble KOMOWHMPOBaHHbIE WMMYHOAE(PUUMTHbIE 3ab6onesaHus
XapaKTepusyoTcsd KOMOUHUPOBAHHLIM B- 1 T-numdouuTapHbIM fe-
(hekTOM. BonbHble AeTW CTPafaloT OT TXKESbIX peu,mémsmp tOLLMX
nHhekumin. Cpean Bo3byauTeneii cnegyet HassaTb Candida albicans,
Pneumocystis carinii, Pseudomonas, a Takxe LMTOMEranoBmpyc,
BMPYC BETPSHOIM OCnbl U MHOrMe apyrue 6aktepun. be3 nepecagku
KOCTHOI0 MO3ra CMepTb HacTynaeT B NepBble rofbl XU3HU.

B 3aBMCMMOCTW OT /I0KaNuU3aLMm MyTaHTHOrO reHa W npupogbl
TeHETNYECKOTO AedeKTa pas/MyatoT ABa TWNa HacieoBaHNs — ay-
TOCOMHO-PELLECCUBHBIN 1 PeLLeCCUBHbINA, CBA3aHHbLIN € X-XpOMOCO-
Moli. Cpean ayTOCOMHO-PeLIECCBHbIX hopM 3abonieBaHMs Npuban-
3uTensHo Y 40 % 60/bHBIX OTCYTCTBYET (DEPMEHT afeHo3uHAeaMu-
Has3a, feMUUT KOTOPOro BefleT K HaKOMIEHNIO IMOKCHaMMHA3NHa 1
€ro npou3BOLHbIX, 0COOEHHO TOKCMUHbIX A1 HE3PesbIX NUMAOoLLU
TOB, B MepByto ouvepedb T-NMMMOLMTOB. Pexe npu ayTOCOMHO-pe-
LIeCCMBHOM TuWMNe 3TOro 3abosieBaHUA BCTpeyaeTcs Ae(heKT aKTWBa-
UMn T-IMMGOLUTOB. Y 3TUX GONbHbIX UMEETCS HOPMaSibHOe KOMu-
YecTBO T-NMMMQOLMTOB, OAHAKO CYLLECTBYET A(MUUT OLHON M3 He-
CKO/IbKMX MOJEKY/, YHaCTBYOLLMX B aKTMBaL MU 3TUX KNeToK. Mpu-
61m3uTenbHO y 50 % 60MbHBIX BCTPEYAeTCs PEeLEecCUMBHBIA TWUM Ha-
CNefiloBaHUs, CBA3AHHBIA C X-XPOMOCOMOM. Y 3TUX 60/bHbLIX NPOUC-
XOAUT MyTaLms, KOTopas BO3LEWCTBYeT Ha Oe/oK, ABMSAIOLWMIACA pe-
uentopom gna WJ1-2, N-4 n NN-7.

XapakTep MOpGhON0orM4ecKMx N3MeHEHWUIA 3aBUCUT OT BUAA FeHe-
TUYecKoro gedekta. Mpu AByX Haubosee pacnpocTpaHeHHbIX qop
Max MMMYyHoZeduumTa (OTCYTCTBME afeHO3MHAMaMUHA3bl U MyTa-
UMSA PeLenTopoB) TUMYC Ma/bIX pasMepoB, JWLIEH NIMMQOUAHBIX
KNeToK. B Apyrux ciyyasx numgonaHas TKaHb runonnactuyma c 3a
METHbIM YMEHbLUEHWEM Pa3MepoB 30H T-MM(OLMTOB, a B HEKOTO-
pbIX cnyyasax Kak T-, Tak 1 B-30H.

NMMyHoaedMunT ¢ TPOMGOUMTONEHWed U 3K3eMoil [CMHAPOM
Buckotta—Ongpuua (A.Wiskott, R.A.Aldrich)] — peueccrBHoe,
CBA3aHHOe ¢ X-XPOMOCOMOW 3ab0/1eBaHMe, KOTOPOe XapaKTepusyerT-
csl TPOMOOLMTOMNEHWEN, 3K3eMOI, BOCMPUMMUYMBOCTBLIO K PeLMAVBI
pyHOLLEA MHGEKLUMM W pPaHO 3aKaHYMBaeTcA CMepTbio. Tumyc mop-
(hoNorMYecKn HopMasnbHbIA, OfHAKO HabnodaeTca Nporpeccupyto
lee BTOPUYHOE WCTOLLEHME T-MMQOLMTOB B Meputepuyeckoi
KPOBM M MapakopTUKaNbHbIX (TUMYC3aBUCUMbIX) 30HaX NuMQaTu
BECKMX Y3/10B C OfLHOBPEMEHHbLIM CHUXXEHWEM K/IETOYHOrO UMMYHU
TeTa. YpoBeHb IgM B CbIBOPOTKE KPOBM HWU3KMWIA, OAHAKO YPOBELL,
IgG 006bIYHO HOPMasbHBIA. Y 60MbHLIX YacTO Pa3BMBAIOTCS 3/10Ka
ABCTBEHHbIE IMMJOMbI.

FeHeTuueckuidi AeduuMT CUCTEMbl KOMMAJEMeHTa OnucaH [anda
BCEX KOMIMOHEHTOB CUCTEMbI KOMIM/IEMEHTA U [ABYX €e UHIMOUTOPOB
LedunumT KOMNOHEHTOB KOMMNAEMEHTa, 0C06eHHO C3, KOTOpbIA He-
06X0MM KaK [N K/acCMYecKoro, Tak W afbTepHaTUBHOIO MyTU ero
aKTMBaL MW, BbI3bIBAET MOBbLILEHHYIO YYBCTBUTENLHOCTb K WH(EK
UMK NaToreHHbIMKU 6akTepusamn. BpoxaeHHblin gemumnt Clg, C2 n
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C4 noBbILWIAET PUCK Pa3BATUS_MMMYHOKOMM/EKCHbIX 3a60/1eBaHUi,
Hanpumep CUCTEMHOMW KpacHOW BonYaHKW. OTCYTCTBUE UHIMOUTOPA
Cl-3cTepasbl BbI3blBAET HEKOHTpONMpyemMyto aktusauuto Cl-acTe-
pasbl ¢ 06pa3oBaHMEM KUHUHA C2. Y 3TUX 60/bHbIX pa3BUBaeTCS
BPOXAEHHbIA  aHMMOHEBPOTUYECKUIA OTeK, XapaKTepu3aytoLuiica
MECTHbIM OTEKOM MOPaXEHHON KOXU W CAN3UCTbIX 000/04eK. [e-
(OMUNUT KOMMOHEHTOB Knaccuyeckoro nytn (C5—8) BbI3blBaeT peuu-
OMBMpYLOLLME  HeliccepuanbHble (FTOHOKOKKOBbLIE, MEHUHIOKOKKO-
Bble) MH(eKLUN.
8. CmHapom nprobpeTeHHoro nvmMyHogedmumTa (Crg). 3 nu -
emumonorunda. K Havany XXI seka CIT/[, 3apernctpuposaH B
gonee yem 165 cTpaHax Mupa, a HaubosblLee KOMMYECTBO UHGMULM-
POBaHHbIX 1L, HaxoauTcs B Adpuke n Asun. NaeHTUHMLUMPOBaHbI
5 rpynn pucka cpefn B3pOC/bIX JOAeNA: TOMOCEKCyalbHble U 6u-
CEKCYasibHbIE MY>XXUMHbI COCTaBMAIOT Haubosnee KpynHyw rpynny
(oo 60 % 6onbHbIX); NUUA, KOTOPble BBOAAT BHYTPUBEHHO HapKOTU-
Kn (00 23 %); 6onbHble remodunuein (80 1 %); peLunueHTbl KPoBY
1 ee KOMMNOHeHTOB (0KONO 2 %); reTepocekcyasibHble KOHTaKTbl Ysie-
HOB [IpYrmx rpynmn roBbILUEHHOrO PUCKa, rNaBHbIM 06pa30oM HapKo-
MaHoB (6 %). Mpn6an3nTensHO B 6 % cilydaeB (PakTopbl PUCKa He
onpegensaoTca. OKono 2 % 6onbHbiX CMOom getn. B 80 % cnyda-
€B 3apaXeHWe AeTeil NpoucxXoauT oT MaTepu, B 20 % — oTmeuvaeTca
remogunms.

3Tnonoruna. Bosbdygutenem CM[a sBnsetcs Bupyc UM-
MYHOAe(hULMTa Ye/IOBEKA — PETPOBUPYC, OTHOCALLUIACA K CEMENCT-
BY NIEHTMBUPYCOB, BK/HOYAIOLLEMY TAKXE BUPYCbl KOLLAYLEro MMMY-
HoflemunTa, BUCHbI OBeL, KOHCKON aHemMun. 3TU PeTpoBUpYChbI
NMEKOT HEKOTOPble 06LLe 0COOEHHOCTU: ANNTENbHbIN MHKYOaLNOH-
Hbli Nepuog, TPONU3M K KPOBETBOPHOW U HEPBHOW CUCTEME, Bbl3bl-
BalOT MMMYHOCYNPECCUo, UMTonaTnyeckne addekTbl in vitro. Pas-
NMYaIoT [iBe reHeTUYecKn pasHble hopMbl Bupyca CMN[a — Bupy-
U MmMyHogetuumTa venoeka 1un 2 (H1V-1 n HIV-2). HIV-1 —
Hanbonee pacrnpocTpaHeHHbI Tvn, BcTpedvaetca B CLUA, EBpone u
LleHTpanbHoii Adpuke, a H1V-2 — rnaBHbIM 06pa3om B 3amnagHoi
Adpuike.

MatoreHes. CyLlWecTBYIOT ABe OCHOBHbIE MULUEHW ANS BU-
pyca Crda: ummyHHas cuctema n LHC. VMmyHonatoreHes
<MW 0a xapaKTepusyeTcs pasBMTUEM FTyOOKOA MMMYHOAENPECCHH,
4@ rnaBHbIM 06pa30M CBA3aHO C BbIPAKEHHBLIM YMEHbLUEHWEM KO-
wycctea CO04+T-knetok. WmeeTca MHOXECTBO [0Ka3aTesbCTB
nno, uto monekyna CD4 (hakTUYecKun SBASETCA BbICOKOAMMUHHbLIM
peuentopom ans Bupyca CrllA[a. 3T0 0BGBACHAET CENEKTUBHbINA
'‘ponmam Bupyca K CO04+T-knetkam. WMHGpeKUMs HauMHaeTcs Cco
M !bIBaHMA TNIMKONPOTEMHa 060104kKn Bupyca gpl20 ¢ monekynamu
11>4 3aTeM MpPoOUCXOAAT CANSHME BUPYCa C KNETOYHOW MeMOpaHOoi
M Mo WHTepHanu3auua. [locne WHTEpHanM3auMM BUpyca TeHOM
>1ITKA nofgepraeTcs 006paTHOM TPaHCKPUMUUKM, YTO MPUBOAUT K
'SpntoBaHuto nposupycHoit AHK.
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B nokoswwmxca T-numdoumnTax Bupyc u nposupycHas AHK
MOryT OCTaBaTbCi B LWUTOMJA3Me B JIMHEAHON 3nucomasibHOW
thopme. B genswmxcs T-numgoumTax nposmpycHas AHK Bxogut B
A4p0, a 3aTeM WHTerpupyetcs B reHOM Xo03sunHa. llocne atoro npo-
BMPYC MOXET OCTaBaTbCA B XPOMOCOME B TEUEHWE HECKO/IbKUX Me-
CALEB M NIeT, U C 3TUX MNOP WMHMEKUUA MOXET CTaTb NaTeHTHOW.
MposupycHas AHK, Hao60poT, MOXET ObITb TPaHCKPUOUpPOBaHa C
00pa30BaHMEM MOJTHOLEHHbIX BUPYCHBIX YacTUL, KOTOPble OTMNOYKO-
BbIBAKOTCA OT K/ETOYHON MembpaHbl. WH(eKumns, cBA3aHHasA C UH-
TEHCVBHbIM OTMOYKOBbIBAHWEM BUPYCA, BEOET K CMEPTM KIIETKM
WHunumnauyms TpaHcKpunumm nposmpycHoii AHK npoucxoaut nog
B/IMAHWEM AHTWUTEHOB WA LIMTOKMHOB.

Kpome rubenn nHpmumpoBaHHbix CIM4+T-KNeToK, CYLIECTBYHOT
N Opyrve HenpsMble MexaHuW3Mbl pa3BuTus 3abonesBaHus. Bo-nep-
BblX, MPOMUCXOAMT YMEHbLUEHME KOMMYeCTBa He3penblX MNpeALlecT-
BeHHWKOB C04-bT-K/eTOK, CBA3AHHOE C WX MPSMbIM UH(ULMPOBa-
HMEM B TUMYCE, a TakXKe C MH(MLUPOBAHMEM K/ETOK, CEKPETUPYHO
WX LUTOKWHbI, HeobxoauMble AN AudgepeHUnpoBku CD4+T
KNeTok. Bo-BTOpbIX, HabMOAAETCA CAUAHUE WHEULUPOBaHHbLIX W
HEMH(PULMPOBAHHbLIX KNETOK C 06pa3oBaHMEM CUMHLMTUA (TUFaHT-
CKMX KJNIETOK), MPOUCXOAUT ayTOMMMYHHas OeCTPYKUWUS Kak UHDU-
LMPOBaHHbIX, TaK U HEMHPULMPOBaHHbLIX CO4+T-kneTok. B cBA3n
C TEM YTO MHOrMe 6OJ/IbHblE MMEKT LMPKYMPYOLWMe aHTuTena K
gpl20, KneTkn ¢ HanMumem Ha noBepxHOCTN gpl20 MoryT BbITb pas-
pyLUeHbl. YMeHbLUeHre KonndecTBa CO04+T-KNeTOK BbI3bIBAET W3-
MeHeHne cooTHoweHns CD4—CD8 B nepudepuyeckoli Kposu.
BO3HMKAIOT TaKXe KadeCTBeHHble AetheKTbl T-KneTok. Hanpumep,
HabnoJaloTcad CHUXKeHVe nponugepaunn T-KNeToK, BbI3BAHHOW
aHTUreHOM, nageHune BbIpaboTKU UMTOKMHOB WJ1-2 1 y-uHTeptepo-
Ha, fedeKTbl BO BHYTPUKIETOUHON nepegade.

Kpome TOro, MHpuMUnpoBaHue MOHOLUTOB 1 Makpogaros SBMs-
eTCA WCKIIYUTEIbHO BaXHbIM Ans natoreHesa Cl1[a. Kak wu
T-nMMGoUnTbI, 60NBLLUMHCTBO MakKpodaros, MHHMMLMPOBAHHbLIX BU-
pycoM MMMYHoZeduLmMTa, 06pa3oBaHbl B TKaHsX, a He B nepudepu
YecKoi KpoBu. MHOrme Makpodary 3KCrpeccuMpyoT Masble Konmye
ctBa CD4, a BMpYC MOXeT MH(MLMPOBATL 3TU K/IETKU MOCPEACTBOM
gpl20-CD4-mexaHn3ma. Kpome TOro, BUMPYC MOXET MPOHWKaTb M
Makpoary ¢ noMoLblo (harounTo3a WM 3HAO0LMTO3a ero vactum,
MOKPbLITLIX aHTUTEeNamu, C NOMOLLbLI Fc-peuentopos. VHpUUMpo
BaHHbIe Makpogaru 0TNOYKOBbLIBAOT OTHOCUTE/NILHO MaJlble KO/MnYe
CTBa BUPYCa, HO 3TW KNETKW COLEePXaT 60/bLUME KOMMYECTBA BUpY<
HbIX Y4acTWL, PACMOMOXEHHbIX WCK/IIOUUTENbHO BO BHYTPUKI/IETOY
HbIX Bakyonsx. HecMoTps Ha TO 4TO B Makpodarax BO3MOXHa pen
NuKaums Bupyca, B oTamume oT CO4+T-KNeTOK OHM COBEPLLUEHHO
PEe3UCTEHTHbI K LMTONIa3MaTUYeCKOMY AeNCTBUIO BUPYCA.

WHpumumpoBaHne Makpogaros NpuUBOAWT K TOMY, YTO MOHOLH
Thbl U Makpogaru npespaLLalnTcs B HaCToALLYI0 (pabpuky no npov m
BOLCTBY BMPYCOB U pe3epByap AN UX XpaHeHWs. Kpome Toro, mak
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pogharn cnoco6Hbl TPaHCMOPTMPOBATL BMPYC MO BCEMY Teny, 0OCO-
GeHHO B HepBHYO cucTemy. B oT/MuMe OT TKaHeBbIX Makpodaros
KO/IMYECTBO MOHOLIUTOB B KPOBOTOKE CHMKaeTcs. OfLHOBPEMeHHO
CHMKAIOTCA MPOTUBOMUKPOOHAA aKTUBHOCTb, XEMOTaKCUC, Cekpe-
ums UN-1, ®HOa, cnocobHOCTb NPeacTaBnATb aHTUreHbl T-AUM-
thoumntam. BakHbIM pe3epByapoM BMpyca SBNAKOTCA Takke [AeH-
OPUTUYECKME KNETKM B LEHTpax pasMHOXEHUS NMM$aTUyecKux
Y3/10B.

Takum o6pasom, CD4+T-kneTkn, Makpodarn n geHgputmdec-
KVie KNeTKW, a He K/IEeTKU KPOBW, ABMSKOTCHA [NaBHbIMU pe3epByapa-
mu Bupyca. Kpome Toro, y 60nbHbIX CMIAJ0oM pa3suBatoTcs rny6o-
Kve HapylleHus (yHKLUMOHMPOBaHUA B-numgouutoB. Tak, y aTuX
60/1bHbIX HabNAAOTCA TUNEPraMmMariobyMHEMNS N LUPKYINPYIO-
e UMMyHHble Kommnnekcbl (LK), cBsidaHHble C MOIMKNOHaNb-
HOM akTMBauuel B-numdounTtoB. Cpean NPUUMH 3TOr0 (heHOMeHa
Ha3bIBalOT MH(ULMPOBaHWE B-MMGOLMTOB LUTOMEra/10BUPYCOM Y
BMpYCOM JncTaiiHa — bapp, KaXablii N3 KOTOPbIX ABASETCA NOu-
K/MIOHa/IbHbIM aKTMBaTOpoOM B-numdoumntos. Gpl20 cam no cebe Mo-
YET BbI3bIBaTb POCT U ANPPepeHLUPOBKY B-numdountos, UHGHK-
umpoBaHHble BrpycoMm CTMI[Oa makpodgary 06pasytoT NOBbILUEHHbIE
KonuuectBa WJ/1-6, KoTopble CNoCO6GCTBYIOT aKTuBauuu B-numdo-
MMTOB. HECMOTPS Ha Ha/IMune CMOHTAHHO aKTUBUPOBAHHLIX B-um-
thoumntoB, 6onbHble CMOM He cnoOCO6HbI MOAAepPXMBaTb aHTU-
K'NIbHbIA OTBET Ha HOBbIN aHTWreH. Mosatomy 60bHble CM[om
NOABEPXKEHbI AUCCEMUHUPOBAHHLIM WHMEKLMAM, BbI3BAHHbIM WH-
KarcynmpoBaHHbIMU GaKTepusMu.

Makpodaru 1 MUKpornunsa (KneTku, OTHOCALLMECS K MOHOLMUTAM U
Makpodaram) ABNAOTCA OCHOBHLIMW TUMaMU KETOK MO3ra, KOTopble
VHUUMPYIOTCA  BUPYCOM UMMYHOZeduumTa 4enoseka. [onarator,
*[0 MH(ULMPOBaHHbIE MaKpodaru NpoAyLypyoT pacTBOpUMbIe (ak-
tOpbl, KOTOpble MOMYT ObITb TOKCUYHLIMU 18 HEMPOHOB WM Hapy-
LWaTb X (YHKLMM 6e3 NpsMOoii TOKCUMYHOCTW. Cpean Takux pacTBopu-
MbIX (DAKTOPOB BbIAENAIOT UMTOKMHbLI (J1-1). VI3BeCTHO Takke 0 npsi-
MOM MOBPEXEHNN HEPOHOB NOCPeACTBOM pacTBopumoro gpl20.

CpaBHuWTe/NbHOE U3YyYeHWe BO30YAWTENSA, BbILENEHHOTO 13 MO3ra, C
VMPYCOM 13 NMMM(OLNTOB MOKA3bIBAET, YTO MEPBbIA U3 HUX COAEPXKUT
*NeHvanbHble nogrpynnsl Bupyca Cr[da. 3ty pasnnums B TPOMu3mMe
"npyca CBA3bIBAOT CO CNeLNpUYecKUM 4OMEHOM Moneky bl gpl20.

TeyeHMe cUHAPOMA NPUOOPETEHHOTO UM-
MyHopgedpuumnta (CrAAL) cknagbiBaeTcs U3 Tpex has, oTpa-
XaoLWWX ANHAMUKY B3aUMOJEUCTBUA BMPYCa C XO3AWHOM: paHHei
W CpoiA (Dasbl, CPeAHEe XPOHWYECKOW W (UHANbHOW KPU3WCHON
& BpaHHIo0 hasy pa3BUBaeTCA NepBOHaYasbHbIA OTBET UMMYHO-
» MMUETEHTHOTO MHAMBMAYYMa Ha BUpyc. OHa XapaKTepusyeTcs Bbl-
UKMM YpOBHEM 06pa3oBaHMs BUPYCa, BUPEMUEN 1 pacnpoCTpaHeH-
HbIM 0OCeMeHeHVeM MM(ONAHON TKaHW. B 3TOT nepuog, ofHaKo,
VH(EKLMA KOHTPOSIMPYETCA C NOMOLLbIO aHTUBMPYCHOTO MMMYHHO-
... OTBeTa. XpoHuueckast (hasa npeacTaBnseT cobon nepuog OTHOCU-
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TENbHOIrO CAEPXMBAHUSA BUPYCa, KOrda UMMYHHas CUCTEMAa WHTaKT-
Ha, HO HabntofaeTcs cnabas penvkalus Bupyca, NPeUMYLLECTBEH-
HO B IMM(OUJHON TKaHW. 3Ta Pa3a MOXKeT NPOAOIKATLCA HECKO/b-
KO /IeT. PuHasbHas (pasa XapaKkTepu3yeTcsl HapyLUeHNeM 3alUTHbIX
MEXaHW3MOB X03AMHa U 6e3yfepKHOU penvkaumeli Bupyca. CHu-
XaeTcsi cogepxaHne CO04+T-kneTok. [locne HeycToiuvMBOro ne-
puoga MOoABASIOTCA Cepbe3Hble OMNMOPTYHUCTUYECKUE WHPEKLMU,
BTOPUYHbIE OMYXO0/KW, MPU3HAKU HEBPONOTrMYECKOro 3a60/1eBaHus.

Amunongos. AMunowng npeactaBnseT coboit 6enoK, KOTopbliA OT-
KNafbIBAeTCA MeXY KNeTKaMu B Pas/IMuHbIX TKaHAX 1 opraHax. Ero
pacrno3HaBaHVe B K/IMHWKE 3aBMCUT UCKNKOUUTENIbHO OT 06Hapyxe-
Hus B GuonTtaTax. Mpy CBETOONTUYECKOM WCCMELOBaHUU C UCMOSb-
30BaHUEM TPALMLMOHHBLIX OKPACcOK aMUIou BbIMMAAUT Kak aMmopd-
HOe, 303MHOMU/IbHOE, TMAIMHOMNOL06HOE MEXKIETOYHOE BELLECTBO,
B pe3y/ibTaTe NPOrpeccUpyroLlero HakomnjaeHus U AaBneHus KOTOo
poro pa3BmBaeTcs aTpodus KeToK. [na Toro Ytobbl OTANYUTL aMu-
novg oT Apyrux AenosnToB (KonnareH, guopuH), MCNONb3yT psg
rMCTOXMMUYECKMX METOAO0B, HanpuMep OKPAacKy KOHIFO KpacHbIM.
B nonspusauMoHHOM MWUKPOCKOME amunouns 3eneHoBaroro LBeta u
[aeT [BOHOE JTy4enpesioM/IeHme.

HecMoTps Ha TO 4TO BCE AEM03UTbl UMEKT OAMHAKOBLINA BUf U
TUHKTOPUaNbHblE CBOMCTBA, XUMUYECKU aMWUNION] HeOo4HOPOLEH.
Pa3nnyaloT [Be OCHOBHblE W HECKOSbKO MasbIX BGUOXMMUYECKNX
thopm. OHM 06pasytoTcsi C y4yacTMEM pas3HbIX MaTOreHeTUYEeCKMX
MeXaHU3MOB. Buaymo, amuionao3s npeactasnsieT coboi rpynny 3a-
60N1eBaHW, OCHOBHbLIM MPU3HAKOM KOTOPO ABNSETCA OT/IOXKEHWE
MOXOXWX BELLeCTB 6e/1IKOBOro CTPOEHMUS.

dunsmyeckaa npupopga ammnounpga. [pu anek
TPOHHON MWKPOCKOMWUM amunoung COCTOUT U3 HEBETBALLMXCSH (Pub-
PUAN ANHOW Npnu6ansuTenbHo 7,5—10 HM. 3Ta CTPYKTYpa aMu/Ioun-
Aa 0AMHaKoBa Npu BCEX BuAax amunongosa. Mpn Kpuctannorpagpum
1 MH(PaKPaCHOW CNEeKTPOCKONUM 06HapY>KeHO XapakTepHOoe CKaj-
yaToe CTPOeHMe 060/104KN. 3Ta 0COOEHHOCTb CTPOEHUS U OOBACHM
eT MOsIBEHNEe ABOMHOrO nydyenpenomneHuns. Kpome Toro, B MeHb
LUMX KO/IMYECTBAX BbISBEH U BTOPO/A KOMMOHEHT (P-KOMMOHEHT),
KOTOpbI/i UMEET MeHTaroHasbHOe CTPOEHME.

Xumnyeckas npupopga amumnompga. Mpnbnmsm
TensHO 95 % ammnonga cocTouT n3 GubpUNNSPHOro benka, ocTasb
Hble 5 % ocTaloTca Ha %omo rMKOMPOTENMHOBOr0 P-KOMMOHEHTU
Cpean 15 pasnyHbIX OUOXMMUYECKUX BapvaHTOB amW/IOUAHOrOo
0enKa BblAeNeHbl Ba OCHOBHbIX: aMWIoOMA M3 nerkmx ueneid (Al ),
KOTOpbI/i 06pa3yeTcsl MaasMaTUYecKuMmn KneTKamu (UMMYHOLMTN
MU) MU COLEPXKUT Nerkue Lenu UMMYHOrI06Y/MHa; CBA3aHHbIA amMu
novg (AA) —yHUKanbHbIA HEMMMYHOT06YIMHOBbLIA 610K, CUHTC
3MPOBaHHbIA NeyeHbl. ITW ABa aMWIOMAHLIX Gefka BO3HMKAKT U
pasHbiX ycnosusax. AL-amunong obpasyetca u3 NH,-TepMuHan bHbIX
(hparMeHTOB Nerkux Leneid MMMYHOr06YNMHOB. Bonbluas yacn.
AL-amunonga coctouT n3 A,-nerkux Leneit (ocobeHHo VI Tvna) wm
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UX (pparMeHTOB, OfHAKO B HEKOTOPbIX CAyYasxX WAEHTU(PMLMPOBaHSI
K-uenu. AL-ammnoung o6pasyeTcsd UMMYHHOI06YIMHCEKPETUPYIO-
LWMMW KNEeTKaMK NPU HEKOTOPbIX (hopMax MOHOK/OHaIbHOW Nponu-
thepaumn B-KNeTok.

Mornekyna AA-amunonga nveet mon. maccy 8500 m coctouT u3
76 aMMHOKMCNOTHBLIX OCTaTkoB. AA-(Mopunnbl obpasytoTca U3
bornee KPYMHbIX MPEALUECTBEHHIKOB, LMPKYIMPYIOLNX B KPOBM
(amunomns, cBsi3aHHbIA C CbIBOPOTKOA KPoBU) — SAA. OHU CUHTe-
LLPYHOTCA B NeYeHn v LmpKynupytoT BmecTe ¢ HDL3 —cy6knacca-
M1 iunonpoTenHoB. AA-6en0K 0bpasyeTcs Npyv BTOPUYHOM amumsio-
Nao3e.

B fieno3nTax amuionsa 06HapyXxuBatoT 1 apyrie 0enku. TpaHc-
LUPETVH — HOPMaJTbHbIN GENOK CbIBOPOTKW, KOTOPLIA CBA3LIBAET M
IpaHCMOPTUPYET TUPOKCUH U PETMHON. MyTaHTHast (hopma TpaHCTu-
>CTUHa (U ero parMeHTbl) 0OHapY>XMBAKOTCA MPU reHeTUYEeCKU fe-
1ICPMUHNPOBAHHbIX 3200/1eBaHNAX, KOTOPble HAa3bIBAOT CEMENHOW
aMWUNOWMAHON  nonvHeiponaTvein. AMWIOWAHbLIA  TPaHCTUPETUH
(ATTR) oT/myaeTcsi OT HOPManbHOrO eANUHCTBEHHO aMWHOKMCNO-
10/. P3-AMunong —nentug, COCTaBAAKLWMIA A4p0 MO3roBbIX 6/15-
ek npu 6onesHn Anblreiimepa; OH 06pa3yeTca U3 Hambonee Kpyn-
HbIX TPAaHCMEMOPaHHbIX TNMKONPOTEMAOB, TakK HasblBaeMbIX GenKo-
BbIX MpeALecTBeHHMKOB amunonga (APP). BcTpeyvatoTcsi Takxke ge-
no3nTbl aMuIonaa, 06pa3oBaHHbIE U3 Pa3HbIX MpeaLecTBEHHUKOB,
laknx Kak ropMOHbI (MPOKabLUUTOHWH) U KEPATUH.

P-KOMMOHEHT OT/AMYAETCA OT aMUIOUAHBLIX (UOPUAN, HO Mpw
BCEX (hopmax amuaomgosa TeCHO C HuMKM cBsisaH. OH ob6nagaet
' PYKTYpHOIA romornoruneit ¢ C-peakTueHbIM 6enikomM. CblBOPOTOY-
Hbli P-KOMMNOHEHT 06n1agaeT cPOACTBOM K (mnbpunnam aMmmnonga u
Heobxoaum ans 06pasoBaHMA AEMO3MTOB B TKaHSX.

Knaccumpukaumsa avmniomgosa OCHOBaHa Ha XMMMYeEC-
tom cTpoeHun amunonga (AL, AA, ATTR) 1 KIMHUYECKUX CUHAPO-
Max. AMWUIONAO03 MOXET OblTb CUCTEMHbIM (FEHEPaINM30BaHHBLIM) C
MOPaXXEHNEM HECKO/IbKMX CMCTEM OPraHOB WM MECTHbIM, KOrja fe-
MO3UTbl 0OHAPY>KMBAKOTCS TOMLKO B O4HOM OpraHe.

CuctemHbIi (reHepann3oBaHHbIN) aMnnoMao3 ObiBaeT MepBuY-
HbIM, €C/IN CBA3aH C AMCKPa3vein MMMYHOLMTOB, WM BTOPUYHBIM,
KOrja BO3HMKaeT KaK OCMOXHEHWEe XPOHWYECKOro BOCMaNeHUs Wan
"'CrPYKTUBHbIX MNPOLIECCOB B TKaHAX. BPOXAEHHbIA (CeMeliHblit)
aMunIongo3 obpasyeT OTAeNbHYH FeTEPOreHHYH rpynny.

Ancnposns MMYHOLMTOB C aMuioMA030M (MepBUYHbLIA aMUNOng03).
Hot TMn amunongosa 06bI4HO HOCUT CUCTEMHBIA XapakKTep, COCTO-
H| u3 AL-ammnomga n cocTtaBnsieT 0Kono 75 % Bcex HabnogeHwui
4010 3a60NeBaHNA. B OCHOBE ero NeXxmT pa3BuTHe LUCKPa3UK nnas-
MaTUYECKMX K1ETOK. OH BCTpeyaeTcs y 60/IbHbIX C MHOXECTBEHHO
MWE/IOMONA, AN KOTOPOM XapaKTepHbl MHOXECTBEHHbIE OCTEO/IUTU-
(I 1 kve noBpexaeHus ckeneta. Heo6xoAMMbIM, XOTS U HEAOCTATOY-
HbIM, YCMOBMEM pa3BUTMS aMWUIOMAO03a SIBNSETCH Hanuumne 6Genka
Lk<Hc-LXoHca, 0bnafaroLLero TobKO NerKMmMu Lensamu.
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PeakTUBHbIA cucTeMHbIN amunongos. [ina aToro Buaa ammionio
3a XapakTepHO o6pa3oBaHMe AA-ammnomga. Ero takke HasbiBato!
BTOPUYHBLIM aMUION030M, TaK KakK OH CBA3aH C XPOHUYECKMM BOe
naneHneM, COMpOBOXAAKOLLMMCS paspyLLeHMeM TKaHein. AMUION[03
BCTpeyaeTcs npu Tybepkynese, 6GPOHX03KTa3UW, XPOHUYECKOM OC
Teommennte. OfHaKO Mpv 3 ¢eKTUBHON aHTUMMUKPOOHON Tepanum
YCNoBUSA NS pasBUTUS aMMIOMA03a MOTYT MUCUHe3HYTb. Yalle BeeT
PEAKTVBHbIV CUCTEMHbIA aMIUIOMA03 OCTIOKHSIET TeUeHUe PeBMaTo
WOHOTO apTpuTa M Jpyrux 3aboseBaHUA COeAMHUTENIbHOW TKaHW,
TaKMX Kak aHKUI03VPYIOLLWIA COHANANT, BOCNa/IMTE/bHbIE 3a00/1e
BaHMA KULLEYHWKA, OCOOEHHO PErvoHa/IbHbIA SHTEPUT U A3BEHHbII
KONWT. AMUIOWNAO03 pa3BuBaeTcA Npuban3nTensHO Y 3 % 60MbHbIX
PEBMATOUAHbLIM apTPUTOM.

AMUNONA03, CBA3AHHLIA ¢ remoamaniuom. BO3HMKAET y 60MbHbIX
nocne 4ANTENILHOrO reMojmanusa, NPoBOAMMOrO B CBA3W C MOYed
HOW HeAoCTaTOYHOCTbLIO, U BCIEACTBME BbINafeHNs (MMUKPOrIo6y-
NMHA. JTOT 6e0K BbISBNSETCA B 60MbLUMX KOMMYECTBAX B CbIBOPOr
Ke KpOBWM He(ponornyecknx 60MbHbIX, TaK KakK He (unbTpyeTcs
yepe3 Auann3Hble MembpaHbl. MprMepHO Y 70 % BO/bHLIX UMEOTCS
[lerno3nTbl aMnnounaa B CUHOBUM, CYCTaBax U CYyXOXUUAX.

Bpo>KaeHHbIli cemeiiHblii amunongos. 3TO OTHOCUTENbHO pefKoe
3a60/M1eBaHNe M BCTPEYaeTCa B OMNpefeNieHHbIX reorpapuyeckmx pai
OHax. Jlyudile BCEro nccnefoBaH ayTOCOMHO-PELeCCUBHbLIA Bapuat
CEMENHOro aMmionao3a, KOTOPbIA Ha3blBalOT CEMENHON cpeam3em
HOMOPCKOI NMXopaAKoi. KAMHWYeCcKM 3TO 3ab0neBaHME XapakTe-
pu3yeTca NpUcTynaMmu nMxopagku, ConpoBOXaaloLLMMMca Bocnasie
HMWEM Cepo3HbIX 000/104€eK, BK/OYas OPIOLIMHY, NAEBPY U CUHOBU
a/lbHble 060/104KK. BcTpeyaeTcs 06bIYHO Y apMsiH, ceapAoB U apa
60B. AMunions npu 3Tom 3abonesaHun npefctasneH AA-BapuaHTOM

B oTanune oT ayTOCOMHO-pPELLeCCMBHOIO BapuaHTa ayTOCOMHO
JIOMWHAHTHBIA CEMEMHbIA amMnNona03 XapakTepu3yeTcs BbiNaaeHu
eM amunounga NpeuMyLlecTBEHHO B nepudepnyecknx Hepsax. Ce
MeiHas aMunomaHas NovHenponaTns onucaHa B pasHbIX PermoHax
Mupa. Hanpumep, HeBponaTWueckuii ammiouMgo3 OOHapyXeH |
Moptyranuu, AnoHun, Lseumn n CLUA. Tpu BCex aTUX reHeTu
YeckMx 3aboneBaHUsaX GUopuInbl ammnonga coctoat us ATTR.

Nokanu3oBaHHbIA amunongos. [eno3nTbl amuionga 06bIYHO Mpo
ABNAOTCA B BUAE Y3eNKOB, BUAMMbBIX TOMbKO MOZ MUKPOCKOMOM,
KakK npaswno, TONbKO B OAHOM opraHe. OnyxonenofobHble Aenosu
Tbl aMUIOMAA Yalle BCEro BCTPEYaloTCs B fIEFKMX, FOPTaHW, KOxe,
MOYEBOM My3bIpe, A3bIKE U OKOJO rNa3. Yacto Ha nepudepmm amm
NOUAHBIX Macc HaxoAaT UHAWUAbTPaLMIO NMMGOLMTaMKM 1 Mia3mMa
TUYECKUMUN KNEeTKaMu, KOTOPYIO pPacLeHMBAIOT Kak OTBET Ha Bbl1a
%eHme amunonga. B HeKOTOpbIX cyyasx amunoug coctout us Al

e/ika U UMeeT UMMYHOLIUTAPHOE MPOUCXOXKAEHME.

DHAOKPUHHBIA amunongo3. MUKPOCKONMYECKNe Aeno3nTbl amu
nounga MHorga 06Hapy>XMBaKOTCA B HEKOTOPbIX 3HAOKPUHHBIX OMyXO0
NAX, TakMX Kak megynnspHas KapLymHOMa, Onyxou OCTPOBKOB MON
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YENy[04HON Xene3sbl, (he0XpoMoLUTOMa, HU3KOoAUPHEPeHLMpoBaH-
Hble KapLMHOMbI YXeNyaKa, a Takke B OCTpoBKax JlaHrepraHca noj-
YKENyI04HON Xene3bl Npu caxapHom auabdete Il TMna. B aTux cnyva-
X aMUNonJoreHHble 6efikn 06pasyroTes M3 NOAUNEeNTULHLIX FOPMO-
HOB, Hanpumep amMuAOUAHbLIA noannenTug octposkos (IAPP) nop-
YKENYOOYHOI XKENe3bl.

Amvunong cTapeHus. Npu cTapeHnn BCTpeyaroTcd ABa BUAa aMu-
NoVAHbIX feno3nToB. CTapyueckuidi cepAedHblii ammnnonao3 xapakre-
pU3yeTCs BblNafeHNeM B cepaue Yy npectapesbix 60bHbIX (06bIYHO B
BospacTe 80—90 net). OH BCTpevaeTca B ABYX (PopMax: BbiMageHue
|paHCTMPETUHA, BOB/IEKAIOLLENO XENYAOUKU, WU BbiNafeHue atpu-
11bHJO HaTpuidlypeTMyeckoro nenTunia, NOBpeXJaroLero npeacep-
[ve. 3aboneBaHve pa3BMBaeTCA 4acTO OECCUMMMTOMHO, HO MOXET
BbI3bIBaTb TSDKE/ble HapyLUEHWS CepraeyHol aesTenbHocTu. OfHo-
MPCMEHHO 06HAPYXXUBAKOTCA Aen03nUThbl aMUIONAA B NIETKUX, NOLXe-
NY[OYHOWN >Kenese, ceneseHkKe. OTO NO3BOAAET MNpegnonararb, YTO
* rapyueckuin aMnnonao03 ABNSETCS CUCTEMHbIM 3a60/eBaHNEM.

Crapueckuii LiepebpabHbIil aMWunIona03 pa3BUBAETCS B Pe3y/b-
MTC OT/IOXEHWI feno3uToB AB26enka B MO3rOBble KPOBEHOCHbLIE
'ocybl 1 6NAWKA Y 60NbHBIX 60/1€3HLI0 AJbLrelimepa.

[TaToreHes. HecMOTpa Ha TO YTO NPeALUECTBEHHUKU OBYX
OCHOBHbIX aMWUIOUAHbIX GefKOB WMAEHTU(ULMPOBAHbI, HEKOTOpbIE
N NEKTbl UX NPOUCXOXKAEHMA elle He ACHbI. [Mpu peakTUBHOM Cue-
0'MHOM aMWU/IOMA03e UMEeET 3HaYeHue AUTeNbHOe paspyLUeHne TKa-
Heln 1 BOcnaneHve, KOTopble MPUBOASAT K MOBbLILLIEHWIO YPOBHS SAA
* CbIBOPOTKE KPOBWU. SAA CUHTE3MPYETCA K/ETKaMu MeyeHu noj
"3USHNEM LUMTOKMHOB WJ/1-1 1 NJ1-6. MOBbILLEHHBIA YpoBEHb SAA
3paKTepeH A/19 BocnaneHus, Ho B 6ONLLUMHCTBE Cly4YaeB He MpUBO-
3MT K amunongosy. SAA B HOpMe paspyLlaeTcs 40 KOHEUHbIX pac-
HIOPUMbIX MNPOAYKTOB MOA [EACTBMEM (JEPMEHTOB MOHOLMTOB,
60/bHbIE, Y KOTOPbIX pa3BuBaeTCAd aMUnouao3, BUAUMO, UMEOT ae-
(heKT 3TOr0 (pepMeHTa, YTO MPUBOAUT K HEMOSHOMY PaspyLLEeHMIO
JIA 1 (hopMMPOBaHMIO HepacTBOPUMOI Monekynbl AA. HaobopoT,
M UCTUYECKUN JeTEPMUHMPOBAHHbIE CTPYKTYPHbIE aHOMaNUK B MOJle-
>vie SAA camun no cebe Bbl3bIBAKOT €€ PE3NCTEHTHOCTb K paspyLue-
HUIO MOHOLUMTaMK. B cnyyae MMMYHOLMTAPHOR AUCKpasun 06Hapy-
MEH W3IMLLEeK Nlerkux Leneii MMMYHOrOOY/MHOB, a amuions
MHXCT 06pa30BbIBaTLCA B pe3y/bTaTe NPOTE0/N3a NIErKUX Leneii M-
MYHOr100yNMHOB. HernonHoueHHas ferpajaums npuBoAuT K 0bpa-
"MWHUIO NIErKKX Lienei, pesucTeHTHbIX K NOSIHOMY NPOTeonunsy.

Mpn cemeiiHOM ammoMAo3e BbiNafeHWe TPaHCTUPETUHA B BUfe
"NUNOUAHLIX UOPUNN He ABNSETCA CNeACTBMEM TMMNEPnPOAYKUMK
I LETMPETMHOB. [lofaratoT, YTO reHeTUYECKN AeTepMUHUPOBAHHbIE
"MpeXaeHns CTPYKTYpbl NOATANKMBAKOT K 06pa30BaHMIO TpaHCTUpe-
HHOB, CK/TOHHbIX K aHOMa/IbHO arperauuv 1 npoTeonunsy.

Knetku, yyacTsytoLLMe B NpeBpalleHn 6enkoB-npeiLlecTBeHHM-
> N PUOPUNBI, HE NMOTHOCTLIO 0XapPaKTEPN30BaHbI, HO «OCHOBHbLIMU
>miaH4aTaMu» Ha BbINOSHEHME 3TUX (PYHKLMIA ABNAIOTCA Makpodgarm.



Mnasa 6. TMATOJIOFUS POCTA
N ANDPDEPEHLMPOBKIW K/NETOK.
MPOLECCHI ADANTALMNMN

CnocobHOCTb OpraHM3Ma 3ameLLaTb NOBPEXAeHHbIe UK Norue
LUMe KNETKW ABAAETCA OLHON U3 BaXKHEWLIMX 418 NOAJEP>KaHWS ero
XN3HEeLeATeNbHOCT. BCeBO3MOXHbIE MOBPEXAatoLiMe areHTbl 3a
MyCKalT Lyt Lenb MPOLECCOB, HarpaB/ieHHbIX HE TO/bKO Ha
CLepXMBaHME NOBPEXAEHUS, HO M Ha MOArOTOBKY YLENeBLIMX KIC
TOK K nponungepauun, CnocobHo BO3MeCTUTb yrpaty. Tak, npu ot
BETHOI peakLMmn Ha Tensj0Boe NOBPeXAeHNe OCYLLECTBASETCA 3allH
Ta BHYTPUK/IETOUHbIX GENKOB, a NpK HaCTYM/eHNW anonTo3a —yja
NeHWe KNeTOK-HocuTenein nospexaeHHon [OHK, noTeHUmanbHo
OnacHbIX 4na opraHusma. Mospexzatolme areHTbl NPUBOAAT B ael
CTBMe NPOLECChl aKTUBALMKN FeHOB, TakuX Kak c-fos, c-jun u c-Tye,
Y4acTBYHOLLMX B BOCMPOU3BEAEHNN KIETOK.

B Xofe BOCCTAHOB/MEHMA TKaHEM MOXHO BbIeNWTb fBa MpoLiecca
pereHepaLyto, NOf KOTOPOW MOApa3yMeBaeTcs BO3MELLEHUE yTpayeH
HbIX 3/1EMEHTOB K/IETKaMU TOTO ke TWMa, NpuYem nHorga 6e3 BCSKOH
cnefa OT HaHECEHHOro MOBPeXAeHWs, 1 pybLeBaHns, T.e. 3aMeLLeH in
fJedekta BHadane rpaHynsUMOHHON, 3aTeM 3Defioil  BOMOKHMUCTOM
(hmbpo3HOA) COeAMHNTENBHON TKaHblO. PyOLeBaHME Ha3blBaK:
nHorga (ombpor/iasvieir. B 60MbLIMHCTBE CAy4aeB BOCCTaHOB/IEHWW'
crnoco6eTByHOT 06a npouecca. Kpome Toro, 1 pereHepauus, v népo
nnasnsa 06ycnoBneHbl BECbMA CXOXUMM MEXaHW3MamK, BKITHOUAtOLLM
MW MUrpauuto, nponudepauuio, AndhepeHLUNPOBKY KIETOK U KT
TOYHO-MaTPMKCHbIE B3aMMOfeicTBIA. [locnefHne 0COBEHHO BaXkHbI
[na npaBMNbHOM 1 NOCNeA0BaTENbHON pereHepaummn anuaepmMuca u
3NUTeNNs BHYTPEHHUX OpPraHoB TpebyeTcs Hannuve 6azanbHOW Mem
6paHbl. 3Ta MembpaHa, ABNSACH CNeLnann3npoBaHHON pa3HOBUALLIL
TbHO BHEKETOYHOIO MaTpPUKCa, CMY>XWUT OMOpoi A1 MpaBUbHOMN'
BOCCTaHOBNEHNS MPeACYLLECTBYOLWMX CTPYKTYp. CoxpaHeHue Lenol
TN 6a3afbHOM MeMOpaHbl BAWSET HAa MUrPaUMi0 U poCT KMETOK, *
TaKXKe Cnoco6CTBYET AOCTMXKEHWNIO (IMHANBHBIX 3TAroB NPOUIbLHO!<S
CO3peBaHNS WM 3aBEPLUEHHON AnpdepeHLMPOBKM anuTenus. MMon
AnddepeHLMPOBKOIA CneayeT NOHMMaTb NPOLIECC peann3auun reHein
4ecku 00YCNOBNEHHOM Nporpammbl (HOPMMPOBaHNS CreLyanmM3unpH
BaHHOro (peHOTMNa (COBOKYMHOCTU XapaKTepHbIX MOPGOPYHKLHO
Ha/lbHbIX, LUTOreHeTUYECKMX, BUOXUMUYECKUX W APYruX MPU3HaK M
K/IETOK, OTPaXKAKOLEro 1Ux crnocobHOCTb K TeM WM UHbIM Npotinb
HbIM (DYHKUMAM. VIHbIMKM cloBamu, (PEHOTWMN KNETKU eCTb Pe3ynMT
KOOPAWHNPOBAHHOM 3KCMPeccun (CornacoBaHHOM yHKLUMOHabI U
aKTMBHOCTK) ONpefenieHHOro Habopa reHos.



[) 6OMbLLUMHCTBE TKaHel B3POC/IOro OpraHmMama 06beM MonysLumm
M3 WIM WHbIX K/ETOK OOYCMOBMIEH YPOBHSMW WX Mponudgepaumu,
LUhhepeHLUMPOBKA U TNGENKN, PETYMPYEMOIn anonTo3oM. [lpuuem
VH JIMYEHME KOMIMYECTBA KJ/IETOK MOXET ObITb BbI3BaHO MOBbILLEHWEM
SMWT UX NPOnepaLun i CHDKeHWeM Temna ruéenu CTumyn K
'|Kweccy andhepeHLMPOBKX 3aBUCKT OT YC/OBUIA, NPU KOTOPbIX 3TOT
[Muecc MOXeT HavaTbcs. Hanprmep, MOTOMKYM CTBOMOBbLIX K/IETOK B
B | HOM MO3re CoCOGHbI MPeTepreBaTh MO HECKO/LKO AeNIeHUIA, HO B
...... 1CKOHLOB NepexosT K aTanam 3asepLUeHHON AngdhepeHLpoBKY
v Morblie 4ennTbes He MoryT. OfHaKO B OMpefeneHHbIX 3pesibIX TKa-
HW BCTpeyaeTcsa nponudepaumns aAudhepeHLMpoBaHHbIX KNeTok. Ha-
npviMep, MOCMe YaCTUYHOMW FenaTaKTOMMKU nponudepauust neyeHou-
|4 KNETOK NPOAO/KAETCA [0 TeX Nop, MoKa He MepecTaHyT NocTy-
Mb CUrHa/Ibl 419 UX AeneHns. AnonTo3 (CM. rnasy 2) KOHTPOMpYeT-
4 HEKOTOPbIMY FeHamMK. PasfiMyHble CTUMY/bI MHAYLMPYIOT NpoLec-
n Befyluyie K NporpaMMUpPOBaHHOW T1benn KneTok.
M aToi rnaee Mbl pacCMOTPUM MEXaHWU3Mbl, YHacTBYIOLLME B pe-
IMUMM poCTa KETOK, nogdepXXaHun u gughepeHUnpoBKe HOp-
sbi/TbHbIX KNETOUHbIX MOMynsuuiAc. Bce 3TO BaKHO 3HaTh, Mpexnie
* 1 NepelTn B rnaBe 7 K OAHOMY U3 BaXHEMLUMX NaTonormyeckmx
MpoLeccoB — onyxonesomy pocTy. Kpome Toro, 3gecb GyayT pac-
MLL)>CHbl MPOLECChl afanTauuy TKaHeid K pasHbIM MaTonoruyec-
*V/M YCMOBMSIM W BO3AEUCTBMAM. ITU MPOLECCHl, TaK WM MHaue,
I bIHbI C pocTOM 1 ANdHEPEHLMPOBKON KETOK U BO3HUKAIOT Npu
..... nx 3aboneBaHuAX. K HUM OTHOCAT runepnnasv, runepTpo-
I Mn, aTpodmto 1 MeTannasmio.

( I. KoHTpONb pocTa KNeToK

Mponudepaunio KNETOK MOFYT Bbl3BaTb MOBPEXAEHWE, rnbesb
BIOK vnm MexaHuueckasa aeopmanms TKaHeW. VI3BeCTHO, uTo
, - ludhcpaumns B 3HAUMTENbHON Mepe KOHTPONMpYeTcs GUoXmMmu-

PIMU (haKTOpaMKM MUKPOOKPY>KeHWs. [locnefHee CTUMYyNMpyeT
. hi HOPMO3NT feNeHne KNeToK. M36bITOK CTUMYIUPYIOWNUX UK He-

. MOYHOCTb TOPMO3ALLMX BO3AEACTBMIA MPUBOLAAT K SKCTEHCUB-
H pOCTY, KOTOPbIA, Hanpumep Yy 3/10Ka4eCTBEHHbLIX OMyXOne,
, w<>|>CTaeT HeperyMpyeMblii MK M0X0 Perynmpyemblid XapakTep.

| MOXET OCyLIeCTBNATLCA 3@ CYET YKOPOYEHUS KNETOUYHOro
1 11, HO 60fiee BaXKHbIM SBASETCA MPOLECC NOMOMHEHUS MacChl

ink, yyacTBYHOLIMX B LMKIE, 3@ CYET TeX, KOTOpble HaxofsaTcs B
N KL(X..

Kur lounblii umkn u Tunbl knetok. [TOHATWUSA O KNOHe, AU®d-
| pove n TKaHMU HaocHOBaHWM CNOCOBHOCTU K Nponmngepa-

. W OTHOLUEHUS K KETOYHOMY LMKy (cxema 6.1) Bce KNeTKu pas-

IK.LLe/ YenoBeKa MOXHO pa3fennTh Ha TpW rpynrbl: HEMPepbIBHO

HMMVeCs, WK NabubHbIe; NOKOSLUMECS, WU CTabubHbIe; Hefe-

...t W, N HEM3MEHHblE (MEPMAHEHTHbIE), KNETKM.

<
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Cxema 6.1. Tpu rpynnbl KNeTOUHbIX NONYASLUA 1 hasbl KIETOYHOTO LKA

IocTosiHHO Aensimecs
(nabwnbHble) KNeTkU

Hepenauwunecs
(nepmMaHeHTHble)
KneTKn

Mokosawuneca (cTabunbHbIe) KNETKN

1 HenpepbIBHO Aenaimecs (nabubHbIe) KNETKN COBEPLUAKOT CBOVA
LMK NyTem repexofa oT 04HOro MUTO3a K ApyromMy, 3aTem K criegy
foleMy 1 T.4. VX HasHayeHue COCTOUT B BO3MELLEHUN TeX KMETOK
KOTOpble MOABEPratoTCs HenpepbIBHOMY PaspyLUEHUO WU CAyLy
BaHUIO. Takue nabusbHble KNEeTKN BCerda ectb B anuiepmMuce, anu
TeNUW NOMIOCTW PTa U CIOHHBIX XKene3, NULLEBapUTEIbHOr0 U MoYe
BOFO TPaKTOB, >KE/TYEBLIBOAALLMX MyTeA M MOMOBbIX OPraHoB, £
TaKke B TKAHAX KOCTHOIO MO3ra 1 OpraHoB remornoasa. B 6osbLmm
CTBe 3TUX TKaHei (usmonornyeckoe o6HOBNEHUEe (pereHepauuu |
OCYLLECTBASIETCA M3 MNONyNAuuiA, 6Gepywimx Hayano OT CTBOJIOLLU
KNeTok. lMocnefHue reHeTUYecKn UKCUpPOBaHbl B HeanddepeHKH
pPOBaHHOM COCTOSIHUM U UMEHT HeorpaHWYeHHY CroCcOBHOCTb
feneHnto. OfHa YacTb MX MOTOMKOB OCTaeTcsl BO (hpakLmu fabu un
HbIX K/IETOK, ,q%yraﬂ — MPOXOAUT 3Tanbl AuddepeHUMpoBKA. [m
TOro YTOObI He ObII0 U3BLITOYHOrO MM HEJOCTATOMHOrO0 BOCMPOM
BeJeHUs Takux NOTOMKOB, CTBOJIOBblE K/IETKM, a TaKXe WX Mpou
BOAHble —NabubHbIe KNETKN — C MOMOLLbI0 PeLEenTopoB BOCMP
HMMAIOT M3 CBOEF0 MUKPOOKPYXXEHWS CUTHa/IbI, PEryupyrowve »
NINYECTBO HEMPEPBIBHO [ENAWMUXCA KAETOK. BOoMbluytd man MeH
LYK YacTb NabuNbHbIX KETOK 3T CUTHa/lbl MOTYT HampaBWTb
nyT AngepeHLnpoBKM, Korga KNeTKn TepstoT CnocobHOCTbL K
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HeHMH0. Takoe COrnacoBaHHOE B3aUMOAENCTBME B MUKPOOKPYIXKEHNU
Ha3bIBaETCA MEXKK/IETOUHOW MHTerpaLyiei.

Monynauns, WM NUHUS, OAHONPO(UNbHLIX (AnUdhepeHLnpo-
MarnHbIX B O4HOM HanpasfieHUW) KNeTOK, MOTOMKOB O[HOW CTBOJIO-
BOW KNneTkw, obpasyeT kIoH. COBOKYNHOCTb WX CUCTEMA UHTErpu-
POBaHHbIX OLHOMPO(UILHLIX K/IOHOB COCTaBnseT audxpepoH. lMoc-
MeHWIA SIBNSIETCA yoke G0fiee KPYMHOW COCTaBHOM 4acTbio TKaHW.
/KaHb —3T0 YacTHas MOpPMOYHKLMOHAIbHAA CMCTEMA OpraHnu3ma,
<OCTOSALLAsA U3 OHOMO WM HECKONbKUX (pa3HOMPOMUbHbLIX) corna-
EDBAHHO B3aVMOJENCTBYIOWMX AUDDEPOHOB M 06/1afat0LLas Kaku-
MU-IN60 cneunuyecknMm QyHKumsaMmnu. OpraHocneunguyeckyo
IKaHb, onpefensAloLWy0 GeHoTUN, T.e. COBOKYMHOCTb MPU3HAKOB
opraHa, HasbIBaOT MapeHXMMON, a OMOPHYHO TKaHb, B KOTOPOW Mpo-
goauT COCYAbl, HEPBbI U pPa3Hble MarucTpaiv, — CTPOMOM.

B cocTase anugepmuca UMeeTcs Tpu AUB{HepoHa — AOMUHM-
PYHOLLMA, NPOUALHEIA, T.e. KepaTMHOUWTApHbIA; MenaHouuTap-
HbI, Creunanu3nMpoBaHHbIA ANMMEPOH MakpodaraibHbIX KIeTOK
blurepraHca, ToXe UMEOLLMIA Cneunann3npoBaHHble NMPU3HaKU.

B coctas anutenus nuLLEBapUTENbHONO, AbIXaTe/lbHOro, Mode-
1 BOJALLErO TPAKTOB BXOAAT ANG(EPOHbI PAaCCEAHHbIX HEAPO3IHAO0-
KPUHHBIX KNeTOK. Bce BMecTe OHW 00pasytoT APQy3HyH 3HAO-
*punHyto cuctemy. HelipoaHLOKPWHHbIE KNETKX BbISABAAIOTCA C NO-
MOLLBIO MMNperHauun (MPonuTbIBaHWUSA) TUCTONIOMMYECKUX CPE30B
|u/HMU cepebpa, MO3TOMY MOAYYMNM Ha3BaHWE apruponbHbIX,
Wy apreHTa)(UHHBIX, KNeToK (aprupomibHOCTb — CNOCOBHOCTH
*I'BLUMBATLCA B YepHbIi WUAM KOPUYHEBLIA LBET B MPUCYTCTBUM

. TaHoBWTeNen cepebpa; apreHTad))MHHOCTb — CMOCOBHOCTb
N«LHaBMBaTb CEPEOPO 13 ero conei 6e3 y4yacTus BOCCTaHOBUTE-
* 1, OKpaLLNBasACh B Te Xe LBeTa). VX Tak)Ke MOXHO BbISIBUTL C MNO-
...... MMMYHOTUCTOXMMWNYECKMX peakunin (cM. rnaBy 1) Ha Kakue-
....0 MPOAYKTbl 3TUX KNeTok (puc. 6.1), BblpabaTbiBaeMble 3M€K-
,"LUNO-NIOTHLIMW LMTOMMa3MaTUYeCKUMK rpaHynamm (puc. 6.2; 6.3).
W MposHLOKPUHHBIE KETKW CEKPeTUPYIOT (BbIAENSOT B KPOBb U
udhy), pexxe aKCKPeTUPYIOT (B BbIBOAHON MPOTOK MM B MOJIOCTb)
HPOAMWHbI 1 GenKoBble (ONNrONENnTUAHbIE) FTOPMOHbI NMyTEM MO-
ssHMIHMS U AeKapOOKCUIMPOBAHUA MNpeALleCTBEHHUKOB amuHa
'mine Precursor Uptake and Decarboxilation — APUD). OTctoga
*[H 1MCb APYrve Ha3BaHUA AN HEAPOIHLOKPUHHbLIX ANHEpOHOB
MercTBytomMX Knetok: APUD-cucTeMa, anyaoumTapHble and-

| ) anygoumTel. HelposHAOKPUHHBbIE AMGHEPOHbI B yKa3aH-
> LWIMTCAMAX, KOHEYHO 3HAYMTE/IbHO YCTYMNakT B KOMYECTBEH-

* iNHOLUEHNWN NPOPUNLHBIM 3nuUTennouuUTaM. MHorga oHW pas-

Il HacTONbKO cnabo, YTO WX KNETKU MPUXOAUTCSH BbIMCKMUBATb.

....H/ U3 3TUX K/ETOK BCe Xe MOryT pa3BmBaTthCa cneunguyueckme

YUH. B KOTOPbIX anyfounTbl JOMUHUPYIOT (CM. rnasy 7).

 MokoAwMmcs (CTabuUnbHLIM) KneTkam CBOWACTBEH HU3KUIA

.. hi. MUTOTMYECKOI aKTMBHOCTU. OfHaKO B OTBET Ha AeicTBue

*. ihijx MUTOrEHHbIX CTUMYJIOB 3TU KNETKM CMOCOBHbLI K BECbMa
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Puc. 6.1. CepOTOHVHCEKPETHPYHOLas HEMPOIHAOKPUHHASA KNETKa B BbEIVH
Ke npocTaTuyeckomn Yactu ypetpbl. MNAl-meTos.

ObICTPOMY Pa3MHOXEHWUIO U BOCCTAHOB/IEHUIO MepPBOHAYa/bHOW
TKaHW. CumnTaeTcs, 4YTo OHM NpebbiBatoT B (pase GO HO MOryT Bbin
nepesegeHbl (Mpy ctumynsauun) B dasy G,. K nokoawmmcs, wm
CTabW/bHbIM, OTHOCATCA NapeHXMMATO3Hble KNEeTKM MHOrUX optu
HOB: MeyeHu, MOYeK, MOMKENYLOUHON XKeNesbl, a TaKKe Me3eHXU
MaJlbHble KNeTKN — (hMOP061acTbl, rNafKOMbILLIEUHbIE KNETKN U X
[foTenuidi cocygoB. CnoCOGHOCTb CTabuIbHBIX KNETOK K pereHC|M
LMK Nydllle BCEro WMOCTPUPYETCA Ha NPUMEPe pereHepauum neus™
HW nocfie renaTtakToMmn MO0 Kakoro-Hubyab BUPYCHOrO, TOH U
YECKOro WM XMMUYECKOT0 NOBPEXAeHNS.

HecmoTps Ha TO YTO U NabuibHble, U CTabUbHbIE KNETKM Crna
COGHbI K pereHepauuu, NosHOr0 BOCCTaHOB/IEHUS CYLLECTBOBaHNM'!!
HOPMa/TbHOW CTPYKTYPbl MOXET He MPOM30iATW. [nd npaBuabHO oOp
raHM30BaHHOW pereHepauum Kakon-nmb0 napeHXMMbl HYXXHa Mex
nexalnas v nofAepKusarolLas cTpoma, (opMupyroLas Heobxonm
MbIl/i KapKac W1 y4yacCTBYIOLLAsS B KPOBOCHAOXEHWUMW PacTyLUein TKaHW
B yacTHOCTW, NpW pereHepauumn anUTeIMA OYeHb BaKHa 6a3a/blHU
mMembpaHa, 6e3 KOTOpOW Aensilunecs anuTeNMOLUUTbI He BoccTaH b
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rH> h | 1) KneTKa B aNMTeNMM TOHKOW KULLKK. DNeKTPOHOrpamma.



NMBAIOT MEPBOHAYAILHOTO MOpPsLKa CBOEro pacnonoxeHus (nonsp
HOW OpuWeHTauun, NOCONHOro pacnpegeneHns u ap ). Mpu nerkux
BUPYCHbIX MOPAXEHUAX MeYEHN COXPaHMBLUMIACA CTPOMAsbHbINA
OCTOB [JaeT BO3MOXHOCTb [/1 MOSIHOrO BOCCTAHOB/IEHWNSA J0MEK 0p
raHa, a abcuecc neyeHu, pacniaBnsOLLIMA NapeHXMy 1 CTpoMy, 3a
KaH4MBaeTcs pybLeBaHUEM.

KneTkn coegvHUTENbHOTKAHHOTO W Me3eHXMMaibHOro Mnpouc
XOXAeHNsT —(pnopobnacTbl, 3HAOTENNIA, TNAAKOMbILLEYHbIE KIETKM,
XOHJPOUUTLI 1 OCTEOLUTbI — ABNAKOTCA nokoAwmmucsa. OfHako it
OTBET Ha MOBPeX[eHWe BCE OHWM CMOCOGHbLI K nponudepauumn. It
nepByt0 odepefb 3TO KacaeTcs (hMOpobnacToB, PasMHOXKAIOILMXCM
nof4yac HacTO/IbKO MHTEHCUBHO, YTO 3TO NPUBOAWT K (HOPMMpOBA
HUIO py6LOBbIX NOMEN.

3. Hepenswwecs, wim HensmeHHble (MepMaHeHTHbIE), KNETKA Bbl
UM M3 KNETOYHOTO UMKNA U B POLAMBLUEMCS W [afiee XUBYLLEM Op
raHvu3Me yXxe He MOryT NnojBepratbCd MUTOTUYECKOMY feneHuto K
3TOWA Tpynne KNeTOK OTHOCSAT HepBHbIE KNETKW (HEMpOHbI), nonepc
YyHOMNo/ocaThle MbIleYHble BOJIOKHA U KapAMOMUOLMTLI. ECin Heid
POHbI FONOBHOMO MO3ra paspyLUatoTcsi, TO OHWM YTpPauMBaKOTCA Ha
Bcerfa. 3ameLleHne MX NPOUCXOAMT 3a CYUET OMOPHbLIX 3/1EMEHTOM
MO3FOBO/ TKaHW, FnajibHbIX KNeToK. CKeneTHas MycKynaTypa ob
NajaeT HEKOTOPOW CMOCOGHOCTLIO K pereHepaumu, Kotopas 00bIYHO
OCYLLECTB/IAETCA MyTeM TpaHCc(OpMaLmMy CaTeITHBIX KNETOK, Ha
XONALLMXCA B MPOCNOAKAX 3HAOMU3NA (BHYTPUMBILLEYHON PbIXIOM
CTPOMbI). ECnn B 3KCNepUMeHTe Ha MIEKONUTAOLLMX A0BUTLCA X0
poLLero conocTas/ieHUs u uKcaLmMm pa3opBaHHbIX MbILLEYHbIX HO
NOKOH, TO MOXHO JOCTUYb OT/IMYHOIO CpalleHuns, Of4HaKo B Meou
LIMHCKOW MpaKTUKe Takoe GblBaeT UCKIOUNTENBHO peako. UTo Ka( a
€TCS KNeTOK MUOKapAa, TO MX BO3MOXHOCTU K pereHepauuu OrpH
HMuYeHbl. [o3ToMy nojasnstoLlee 60MbLIMHCTBO  MOBPEXAEHWIA
VMEIOLLMX CKOMbKO-HMOY b 3HAUMTENbHbIA 06bEM, 3aKaHUMBAET» U
pyb6ueBaHMeM. B 4acTHOCTW, 3TO OTHOCUTCH K MEPEHECEHHbIM HM
thapktam Muokapga. 1

MonekynapHble MexaHusmbl pocta kneTok (No R.S.Cotiaii
V.Kumar, T.Collins, 1998). HecmMoTpsi Ha TO YTO MHOrve GUOXVMM
yeckme cybCTaHLMKM MOTYT BO3LE/CTBOBATb Ha POCT K/ETOK, Hauiin
Nee BaXXHbLIMU U3 HUX BCe XXe ABNAIOTCA NOMMNENTUAHbIE (PAKTOpbI
poCTa, WMENLMecsd B CbIBOPOTKE KPOBW WM BbIpabaTbiBaeMbl»
KneTkamun. HekoTopble M3 yKa3aHHbIX BeLLecTB ABASHOTCA (hakTopu
MW KOMMETEHLMWN, KOTOpble CaMu He CTUMYIupyroT cuHTe3 JHK
HO, nepeBoas KNeTkn B hasbl GOwunm G,, genatoT Ux CrnocobHLIMU
(KOMNETEHTHbIMWN) K TakoMy cuHTe3dy. [pyrue cybcTaHuum npen
CTaBNAtOT COOOM (PaKTOpbl NPOrpeccuu, CTUMYIUPYIOLLME CUHUM
OHK B KOMMETEHTHbIX KneTkax. BO/bLUMHCTBO (hakTOpPOB pe» M
B/IMAET TAKXKE HA MHOIOYUC/IEHHbIE (PYHKLMN KNETOK, Harnpumep un»
UX Murpaumio, AndoepeHLMpPoOBKY, MNpOLeccbl BOCCTaHOBNEHWN
TKaHW. OHWM MOTYT Y4YacTBOBaTb B Pa3/INYHbIX CTafUsAX 3KMBIEHAN
paH.
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MOHUMAHWI0 MOMEKYNAPHBIX MEXaHW3MOB K/ETOUYHOM nponude-
pyLMM  CrocoBCTBOBANI0 OTKPbITUE TOro (hakta, UTO OHKOTeHbl
0 I'Mbl, BOB/IeYEHHbIE B MpoLecc POpPMUPOBAHNSA 3/10KAUYECTBEHHbIX
"Myxoneil) 061a4aloT MOAHON TFOMOMOTMYHOCTbHO (FEHETUYECKMM
..... LUETCTBMEM) TEM K/ETOYHbIM reHam (MPOTOOHKOreHam), KOTO-
i".iC y4aCTBYIOT B KOHTPO/IE HOPMa/lbHOrO POCTa KNETOK. YUeHue 06
se/IM»reHaX U MPOTOOHKOreHax OyfeT pacCMOTPEHO B rnase 7. 34ecb
' Mbl OCTAHOBMMCH Ha OMUCAHWW MOC/NeA0BaTE/bHbIX MOMEKYAP-
HbX MPOLLECCOB, MPUBOAALLMX K AENeHUI0 KNeTOK, U Tex 6enkos,
........ MPUHMMAIOT Y4acTve B KOHTPOJIE 32 POCTOM KNETOK W Nof-

1 BOBJIEKAKOTCS TAKXKE B OMYXO/EBLIA POCT.

| Cesi3blBaHVe NMraHLoB C peLenTopamy (0 MraHaax u peLento-
py cMm. rnasy 2). Mponugepayms KNeToK HauMHaeTCs CO CBA3blBa-
"4 npegnonaraemMoro hakTopa pocta (MraHga) co crneympuyecku-
MM [K*LCNTOpamMK, HaxoAsWMMMCA Ha MOBEPXHOCTU MNa3MOoseEMMbI
"min BHYTPWU KNETKW. JIraHdbl U peLenTopbl NpeacTaBnstoT coboit

tOXKHble OefIKoBble MOMEKY/bl, HO eCNy (DYHKLMS NEPBbIX MUMEET B

* IOHHOM CTUMYNUPYIOLWMIA XapakTep, TO PYyHKUUS BTOPbIX — W3-
"li.ircnbHO-cBA3yOWas. BONbLMHCTBO (PaKTOPOB pocTa MMEET pe-
...... Opbl Ha NnasmosieMme, OfHaKO CTepOUAHbIE PeLenTopbl pacno-
..... OTCA BHYTPU K/ETOK W B3aMMOAENCTBYIOT C NIMNOMUIbHBIMU
sHnamu. FlocnefHne NPOHUKAIOT Yepes MniaasMoneMmy Ans Toro,
"4, B3aMMO/eiCTBOBaTb C peLenTopaMun B Sape UK LUTONIasMe.

" AKTvBaUMsl peLenTopoB (hakTopoB pocTa. bBo/bLIMHCTBO

" X peLenTopoB, HanpuMep peLenTopbl ANMAEePMasbHOr0 (haKTo-

* pocTa ¥ TPOMBOLIMTAPHOrO (haKTopa pocTa, BXOAMT B CEMENCTBO

W11 MEMOPaHHbLIX GENKOB, LMTOMIA3MaTUYECKUIA [OMEH KOTOPbIX

*TINLLIET TMPO3MHKUHA3HOW aKTUBHOCTbIO. Takue peLenTopHble
"bl HA UMEIOT BONbLUME TNIMKO3UIMPOBaHHbIE AOMEHbI A1 BHEK/e-

W00 CBA3bIBAHWA fIMFAHLOB, KOPOTKME TUApPOoOHble TpaHC-

* Y(>paHHble Y4acTKW, a TaKke LMTOMNNasMaTUYeckme [LOMEHbl, B
"pblX BbISB/IEHA aKTUBHOCTb TWUPO3WHKUHa3bl. CBs3blBaHME C

...... TOM BbI3bIBAET CTPYKTYPHYIO NEPECTPOIKY BHEKNETOUHOIO A0-
" MW, KOTOPbIA B CBOK O4Yepeb Bbi3bIBAET AUMEPU3ALMIO peLenTo-
"I (aumepu3aums — 3T0 BO3HUKHOBEHME KOBAIEHTHbIX — MEX-

MHbIX — CBS3eid y cocefHUX ocHoBaHmin HuTK AHK). Mpegnona-
MM 4YTO AMMepu3auus Npu HaanMunyu B3aUMOJENCTBUA MEX[Y

| MHeXaWwy MM UMTOoNNa3MaTUYeCKUMU OMEeHaMU NPUBOAUT K aK-
WH/mMm ((hocthopunmpytolemMy AeACTBUIO) KUHA3bI.

I paHCMeMbpaHHble peLenTopbl (hakTOPOB POCTa, He CBA3aHHbIe
'>ISBHOCTbIO KMHA3bl, NEpeMeLatoT BHYTPU KNETKU BHYTPUKIe-
HHIC npoTenHKMHa3bl K neputeprnyeckori 30He KneTku. B pe-
H. *MTe BCEro 3TOro aKTUBUPYETCS Kackag NpoLeccos ochopunu-

lllna 6enka, KOTOPbIA 3aCTaBNsET MOKOSLLMECA KNETKM BCTyNaTh
UM'HUGEPATUBHBI LK.

* CurHasibHast TpaHCAyKUMS U BTOPUYHbIE MECCEHI>KEPbI (CM.
«y 1). TUPO3UHKUHA3bI HEOOXOAUMbI AN CUTHANbHOW TPaHCAYyK-
"l (nepeHOCa reHeTUYeCKOro maTtepuasna, B [JaHHOM Clfyyae Cur-
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Cxema 6.2. AKTMBHOCTb M IOKa/IM3aLma OCHOBHbIX KNaccoB NPOTOOHKOreHoB

Benku ras
PeuyenTop Tyu®P (c-H-ras)
Peuyentop 3®P (c-ed) (c-N-ras)

O603HauyeHmnsa: TudP- TpomGouuTapHblii hakTop pocTa,d®P - annaepmanbHblii hakTop pocT»
M-KC® - MOHOUWUTapPHbLI KONOHUECTUMYNUPYOLWMIA hakTop pocTa, [T® - ryaHuguHTpudocdar

Ha/lbHbIX 6ENKOB) M NO3TOMY (hocthopunnpoBaHmne OCTATKOB TUPO
3MHa Ha 0fHOW unn 6onee 6eKOBbLIX MOMEKYNaX-MULLEHSAX ABNAETCS
peLUaloLLMm cobbITVEM B Nepexode BCEro npoiecca 0T BHEKNEToY
HbIX CUTHANOB K (MHaNy, T.e. K NponudepaLumn KneTok. Hekotopble
6e/iku, pasMeLLeHHble Ha BHYTPEHHel MOBEPXHOCTW NAa3sMoneMMbl
Wim 6/M3KO K Hel, NPUHUMAIOT yyacTue B nepefade YKasaHHbIX
curHanos. MNepBoHaYanbHas akTUBALMSA CUrHAMbHLIX GE/KOB AB/H
eTCA CNefCcTBMEM CBA3bIBAHUA CReUUpUYEcKMX 4OMEHOB ¢ (octo
TUPO3VHOM aKTMBMPOBAHHOrO peuenTopa. K cUrHanbHbIM 6enkam
OTHOCAT TpW BMAa cy6cTaHUmin — oconnnasy C-y, 'Td-cBsAzaH
Hble 6enkn 1 Raf-1 (cM. rnasy 2).

doconmnasza C-y Katanusmpyet pacluenneHve P1P2 npusogs K
(hopMMpOBaHMIO ABYX BTOPUYHBLIX MEcceHmKepoB: 1P3 0cBo6oX[a
lOLLlero BHYTPUKNETOYHbIE 3anackl Kanbuud, u Al TMocnegHun n
CBOKO OuYepefb aKTVMBUPYET NPOTenHKMHa3y C, BXOASALLYIO B Cemeli
CTBO CEPUHTPEOHMHKMHA3, CBA3AHHbLIX C M1a3MOSIEMMOR U, TakiM
06pa3om, HaxogAaLLMXCA B TOW XKe nepumemMOpaHHON 30HE, YTO U K1
Ha3bl peLenTopoB (CM. rnasy 2).

MTd-csizblBatoLLME 6ENKN — XOPOLLO M3BECTHble G-6enku, Oi
HocALLMecs K CeMencTBY 0enkoB ras (cxema 6.2). OHM (hyHKLMO
HUPYIOT MYTEM COEUHEHUS BHEK/IETOUHbLIX CUTHAMI0B C KIETOUHbI
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MM 3thdheKTopamu, Hanpumep ¢ occtonunasoii. B Hopme 6enku
ms HaxoaaTca B HeakTueHoW [Ad-cBazaHHOW (hopme. C nomo-
b0 GENIKOBOro KOMINeKca, CO3JaroLLero MOCT MeXay peLenTop-
HbIM (hOCPOTMPO3NHOM 1 ras, 3Ta popma npeBpaLlaeTcs B aKTUB-
Hbll ' T®d-cBsI3aHHbI 6enoK. AKTUBaUWA ras HeWTpanmsyeTtcs 6en-
M>M, akTusmpytowmm I'Tdasy. OHa nosbiwaeT I'Td-a3Hy0 aKTUB-
HOCTb 6enka ras, nepeBoas €ro B HeakTuMBHyt [Ad-thopmy. B
BHOIO OYepe/ib aKTUBMPOBaHHLIA ras pochopuanpyet rpynny Luto-
Nn1asMaTMYeckmx HePMeHTOB, KOTOPble HA3bIBAKOT MPOTENHKMHA3a-
MW, aKTUBMPOBAHHLIMWU MUTOreHamu. Takum 06pa3oM, ras urpaet
LEHTPa/IbHYH POMb B CUTHANbHOW TpaHCAYKUMW, MPUBOAALLEA K
muTo3y. MO3TOMY He YAMBUTENBbHO, YTO OKOMO TPETM BCEX 3/10Ka-
YECTBEHHbLIX OMyXO/e 4enioBeka COAepXaT MyTaHTHble Bepcun
*TaKOB ras.

Raf-1 — cepMHTPeOHMHKNHA3a, KOTopasi akTUBMPYeTCs (haKTo-
pamm pocTa. ITOT (PEPMEHT aKTUBMPYETCS BETIKOM ras, 3aTeM OH CaM
MUHUPYET OCTaBLUYIOCH YacTb MPOTEUHKMHA3, aKTUBUPOBaHHbLIX
MUroreHamu.

docthopnnmpoBaHne 6GENKOB HEWTPANN3YeTCs  HECKOMbKNMM
BHETOYHbIMU (pocthaTazamu. lMocnefHne YCUNIEHHO U3yYaloT Kak pe-
*VaKTopb! KNEeTOYHOro pocta WAM (PakTopbl, YpaBHOBELUMBAIOLLME
MACTBME KMHA3 W BbICTYNatoLLMe B POAU UHIMOUTOPOB pocTa, Wm
A NOCPELCTBEHHO BMAIOWLME HA Ge/KOBble CyOCTPaThl, BaXHbIE A/
Ha KUTUSA MUTO3a.

sl ®PaKTOopbl TPaHCKPUNUMA. TOYHbIA MEXaHW3M, C MOMOLLLHO
*MOPOro CUrHa/bl 411 MUTO3a MPOBOAATCA Yepes3 LuTonnasmy, oc-
e Tes HeACHbIM. OfHaKO Kackaf NpOTeMHKMHA3 U pas3/inyHble BTO-
pPUYHbIE MecceHKepbl (Ca2+ KanbMOLY/NMH) B KOHLE KOHLOB Mepe-
...... CUrHaM pocTa B A4PO K/ETKM, B KOTOPOM CTUMY/MpYeTCs
..... bIMOEe KOMMYEeCTBO reHoB. [locnegHue nofpasfenstor Ha reHbl-
|" *ynATOPbI POCTa Ha PaHHWX U Ha NO34HUX CTagusx. PaHHKMe pery-

topbl (c-fos, c-jun, c-wyc) obecrneumBarOT MOBbILEHNE YPOBHSA
mpuukbix PHK ele no goctmxeHus cepefumHbl hasbl uukna G, u
EWHUTPYIOTCSA NPY OTCYTCTBUM CUHTE3a Benka. Y NO3gHUX peryns-
"epou pocTa ypoBeHb MPHK HauvHaeT noBbillaTbCA B CepeguHe
Feun CJ, nnn gaxke Ha rpanmue a3 Gt —Gs. OHM 3aBUCAT OT CUHTE-
* (Hnka. CnegyeT OTMETWUTb, UYTO HEMeL/IEHHbIA paHHWA OTBeT
/DK aKTUBUPYET He TONbKO (DaKTOpbl POCTa, HO U HEKOTOPLIE Bpe-
EMUTHbE CTUMY/Ibl MPU MOBPEXAEHUAX ULLEMUYECKOW, XUMUYec-
M fly4eBON W Apyroit npupogsl. Cpeay reHoB-perynsTopos pocTa
..... ress NPOTOOHKOMeHbI, B KOTOPbIX MOTYT MPOUCXOAWTb MyTa-

N CBSI3aHHbIe CO 3/10KaYeCTBEHHON TpaHcdopmMaumen (CM. rnasy

11rkoTopble U3 HKX, HanpumMep myc, fos 1 jun, kKoaMpYHOT (hakTo-

>UYMHEKPUNLNW U y4acTBYIOT B perynaumm cuHtesa AHK u, Bo3-

T, BAENEHUN KNETOK. BaXXHOCTb (hyHKLMKN 3TUX NPOTOOHKOre-
....... . BOCMPOM3BEAEHNN KNETOK XOPOLUO WIIOCTPUPYETCH Ha npu-

I' X 3KcrmpeccMnm nNpU penapaTMBHON pereHepaLyn MeyeHu

I+ HONAT3KTOMUN.
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5. KneTouHbIA UMK 1 UMKIMHBL. [0 CMX Mop pedb Lina 0 npoLec
cax, BbI3BaHHbIX CTUMYyALMel hakTopoB pocTa. Bo3HuMKaeT Bonpoc,
YTO >Ke CNYXUT HENnoCPefCTBEHHbIM CUIHAIOM K COracoBaHHbIM
COGbITMAM, NPUBOJALLUM K [ENEHNI0 KNETKU. 3TN COBLITUA KOHTPO
NNPYIOTCA C NOMOLLBK WU3MEHEHUIA BHYTPUK/IETOYHON KOHLEHTpa-
UMW N aKTUBHOCTW TPynMnbl Ge/KOB, HAa3BaHHbIX LMKAUHAMU. ITU
6enKn GOpPMUPYIOT KOMMIEKC C NPOTEMHKNHA30M, HasBaHHbIM cdc2
nnn p34ci2

LIMKMHKMHa3HbIe KoMMeKebl hochopuiMpyroT HECKO/bKO cy6
CTpaTHbIX 6efKoB, yyacTBytoWmx B penavkaumm OHK, dopmumposa
HAM MUTOTMYECKOTrO BepeTeHa WM B Jpyrux npoLeccax KIeTOo4HOro
umkna. epen BCTynieHWEM KNeTKM B S-(ha3y pe3ko Bo3pacTtato!
YPOBHU UMKNNHOB Gt (B YacTHOCTM, uuknMHoB D,, E), a pennuka
umto AHK 3anyckatoT Komnnekcbl UuKnnHoB G r cdc2. B xoge thasbl
G2 aKTUBMPYIOTCS TeHbl AN Habopa pasfiMyHbIX LUKIUHOB, TOXE
MMetoLiMX CBoe 0603HaUeHMe Kak LnKIuHbl G2unn B. docdopunn
POBaHHbI KOMM/EKC COHC2-LUMKANH B npeAcTasnfeT coboi aKTuB-
HYI0 KMHa3y, BbI3blBalOLLYI0 MUTO3, AaNbHEULIEN aKTMBaL MM KOTO-
pOro Cnoco6CTBYHOT HECKONBKO KMHA3 1 hocartas. Nocne geneHuns
KNeTKW LMKIMHBLI B pacwennsotcs. B npucyTcTBUM CTUMYIATOPOM
JO4YepHMe KIeTKM CHOBA HauMHatoT CBOW LMK/, HekoTopble OHKore-
Hbl, Hanpumep bcl-1, aHTWOHKOreHbl, Hanpumep reH Rb, 1, BO3
MOXHO, p53, KOHTPONMPYS POCT KNETOK, TOXKEe AeUCTBYIOT B CUCTEME
UMKANHOB (CM. rniaBy 7).

TakvMm 06pa3om, NoMNenTUAHbIe (PAKTOPbl POCTa CBA3bIBAKOTCS
CO CBOMMM peLenTopaMn W akTMBUPYIOT MX. MHorme m3 atux pe
LenTopoB 06/134a0T TUPO3MHKMHA3HOW aKTUBHOCTLIO. MpuW akTmBa
LUMKU  POCHOPUNNPYIOTCA HECKONLKO Cy6CTPaToB, Y4YacTBYHOLWMX M
CUTHaNTbHOW TpaHCAyKuuM 1 QOPMUPOBAHUUN BTOPUYHBIX MECCEH/
)KepoB, BKOYaa 6enku ras, goconnnasy C-y u raf-1. B cBOHO ouc
pefib Kackaj KUHa3 nepefiaeT CUrHabl K S4pY KNeTKW, rae aktmea
LMs (haKTOpOB TPAHCKPUMLMM NPUBOAUT K Haday cuHTesa AHK u
B KOHLLE KOHLLOB K [eNIeHNIO KNeTKM.

TopMmoXeHMe pocTa KeTOK — obpaTHas CTOpoHa nponudgepa
TUBHOFO npouecca. Hanuuve curHanos, TOPMO3ALLMX POCT W MON
JepXvBatOLLMX LeNoCTHOCTb TKaHW, BblNo 3anofo3peH0 HeCKOsbKOo
[leCATKOB NIeT Ha3aj, Ha OCHOBaHWM TOro, 4TO pasHble MOnynALum
KNETOK B Ky/bType WAM in Vivo MOryT OrpaHuM4mMBaTb POCT Apy|
apyra. OfHVM U3 NPOSIBNEHMIA TaKOTO TOPMOXKEHUS POCTa ABMSETCA
€r0 KOHTAaKTHOE TOPMOXEHWE MPU CAUSHUU KNETOUHbIX Ky/bTyp
[Jpyroii npumep in vivo: nocne 4acTUYHOW renaTaKTOMUM MeYeHOM
Hble KNEeTKW MpekpawiaroT nposugepaumto, Korga opraH focturato
CBOMX HOPMa/lbHbIX (ObIBLUMX A0 OMepauyn) pasMepoB 1 KOHGpUry
pauuun. 3TO HaBOAMT Ha MbIC/b O AEUCTBUM KAKUX-TO MHIMOMTOP
HbIX cUrHanoB. OTKPbITUe (hakTa, YTO B OMpeAe/eHHbIX 310Ka4vea
BEHHbIX OMNyxonsx HabntogaeTca yTpaTta OMyXosecynpeccopL.n
reHoB (aHTMOHKOIeHOB), CBUAETE/IbCTBYET O BO3MOXHOCTU KOAMPO
BaHWA TaKUMU reHamMy KOMMOHEHTOB, Y4acCTBYIOLMX B TOPMOXKEHNM
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IHH ra. OTO TOPMOXKEHUE, KaK M CTUMYNALMA POCTa, OCYLLEeCTBNAeT-
W € MCMO0JIb30BaHWEM MONUNENTUAHLIX (HAKTOPOB U CUTHANbHbIX
MbIVEAYKTOPOB, BK/HOYasA peLenTopbl KNEeTOYHOW MOBEPXHOCTH,
KOPUYHbIE LUTOMNNA3MaTUYECKME MECCEHKEPbl W  Perynstopsbl
LLLIHCKpUNLMW.

HecMoTpss Ha TO 4TO W3y4YeHWe OMnyXonecynpecCopHbIX FeHOB
MPOSCHWIIO PSS, BOMPOCOB, CBA3aHHBLIX C POCTOM OMNyX0/un (CM. rnaBy

MWL HEeKOTOpble MEXaHW3Mbl ero CTUMYNAUUU U UHTUOUL A
TAyunnn npeasapuTensHoe 06bsAcHeH e, K umciy nonmnenTuaHbIx
| 0 Tpoe, JencTBYIOWMX B KAUYECTBE MHIMOUTOPOB POCTa, OTHOCAT-

| T®Pp, PHOa 1 VPH(3. Kpome Toro, noaasieHno BOCAPUNM-
|MNOCTW KNeTKM K pacTBOPMMbIM MWUTOreHam B MECTHOM MMWKpO-
' PY>KEHMM MOTYT TakXe CrnocobCTBOBaThL M MOJIEKY bl HEPaCTBOPU-
*"M0 BHEK/eTOYHOro MaTpuKca.

HakoHel, cnefyeT ynomsHyTb, UTO 06a MexaH13mMa — TOPMOXKe-
H/e 1 CTUMYNAUMSA POCTa — YacTO B3aMMO3aBWUCAT ApYyr OT Apyra.
MpyMepoM 3TOr0 CAYXXWT B3aUMOAEACTBME MPOLYKTa OMyXonecy-
Hpe( COpHOro reHa ¢ HopMasibHbIM 0enKoM p21l reHa ras, Harnpas/ieH-
W Ha MHaKTMBauuiO Genka p2l B OMyXo/eBOM TKaHW Mpw Helpo-
1'nOpomatose | Tvna (cM. rnasy 7). [leno B TOM, YTO 6€NOK reHa ras
*bICTHYET B CUFHA/IbHON TPaHCAYKUUM nocne CTUMYAsumMn hakTo-
I'mmun pocrTa.

dakTopbl pocTa. B HacTosLlee BpeMS MX OTHOCAT K CUCTEME LiW-

nuMoB (CM. rnasy 2). HekoTopble M3 NOAUMENTUAHLIX (PaKTOpPOB
W ra BO3AEWCTBYHOT Ha MHOTME TUMbl KNETOK, B TO BPEMS Kak Apy-
136MparoT LOBO/LHO CNeuntmnyHble MULeHW. oMuMo nponu-
I" paunn, (hakTOpbl pocTa BAMUAKOT Ha MEPeABUKEHME, COKpaTU-
"M U, N AMphHepPeHUNPOBKY KNETOK. ITOT 3MPEKT MOXET UMETb
HWLL, XKe BaXXHOe 3HauyeHWe [1s BOCCTaHOBUTESbHLIX MPOLECCOB U
* PAVSIEHNA PaH, Kak W BO3AENCTBUS, CMOCOBCTBYHOLLME POCTY.
dakKTopbl pocTa AeNCTBYIOT C MOMOLLBIO CUTHAN0OB 3HAO0-, Mapa-
Wi QYyTOKPUHHOIO XapakTtepa (CM. rnasy 2). NapakpuHHasa CTUMYy-
“MAS Yallle BCTPeYaeTcs Mpu BOCCTAHOBNEHUWN COELUHUTENbHOM
* LUK B 3KUBAIOLLMX paHaxX, B KOTOPbIX (hakTop, MPOW3BELEHHbI
HUM TWUMOM KNeToK, CTUMY/IMPYET POCT MNpUeratoLlmx KneTtok
cy| »x TMNoB. VIMEHHO TaK AeACTBYHOT Ha (hnbpobnacTbl akTopbl
" hi. BblpabaTbiBaeMble Makpodaramu. OfHAKO MHOTME KNeTKu
||>xeHb! peuenTopaMu AnA 3HLOTEHHO BblpabaTblBaeMbIX PaKTo-
. pocTa (ayTOKpUHHAsA CTUMYNAUWSA). TakoW 3HAOrEHHbIA Mexa-
"l vrpaeT ponb MpU KOMMEHCATOPHOM 3NUTeNnanbHOl Trunep-
Y Wy, a TaKXKe Npu OrnyXoneBoM pocTe (CM. cxemy 6.2).
| AnmaepmanbHbid hakTop pocTa (QPP) 1 ®HOa. PP 6bin
pamc 0OHapyeH 6narofaps ero cnoco6HOCTU BbI3bIBATH MPEX-
"I''MeHHOe npopesblBaHMe 3y6OB M PacKpbITME BEK Y HOBOPOX-
MHbIX 1aB0PaTOPHbIX Mbiwweid. OH ABASETCA MUTOrEHOM Ans 3nu-

MUMbHBLIX K/IETOK BCEBO3MOXHbIX TUMOB, a TaKke Ans pubpo-

'WIOH, BbI3blBas B TO XK€ BPeMs fefleHne renatoumTos In vivo. 310

»HOp MPOrpeccun, CTUMYUPYIOLLNIA KNETKU K MUTO3Y MyTeM CBS-
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3bIBaHMA CO CMEeuUpUYeCKUMN TUPO3UHKUHA3HBIMW peLenTopamm
Ha nnasmonemme. Peuentopom PP apnsetcs c-erbBl. PP Bcer-
[la MOXeT 6blTb OOHapy>KeH B Pa3/INYHbIX CEKPeTax W TKaHEBbIX
XUAKocTAX {CNoHa, MOYa, COAEPXMMOE KULLIKK).

®HOa NepBOHAYa/IbHO BbIAENNN U3 K/IETOK CapKOMbI, WHAY-
LMPOBaHHON BMPYCOM B 3KCNepumeHTe. OH BbI3blBa HEKPO3 OMy-
XO/eBbIX K/ETOK. B CBA3M C 3TWM BO3HWKMA MbIC/b 06 Yy4acTuu
3TOro (pakTopa B Mpouecce NpPefoTBPALLEHUS MaUrHU3aLUM Hop-
MaJ/lbHbIX KNeToK. [o3fHee 06HapY>XWu, 4TO OH Ha 3HAYUTeNbHOM
NPOTSHXKEHUU (CBOEW MOSEKy/bl) rOMONOrMYeH (MMeeT CTPYKTYPHOE
CXOACTBO WM cooTBeTCTBME) C OPP, CBA3bLIBAETCA C PELEnTOPOM
nocnefHero W OCYLLeCTBNSeT OONbLUIMHCTBO M3 aKTUBMUPYHOLLUX
(hyHKUNiA SPP.

2. TpomGouuTapHblit hakTop pocTa (TUPP) — BbICOKOKATUOH-
HbliA 6enok ¢ maccoin okono 30 000 [a, cocTosiwmii U3 AByx Le-
nein —Awn B. Tu®P coxpaHseTcs B a-rpaHynax TpoM60UNUTOB 1 OC-
BOOOXAaeTca MNpU aKkTMBaLMuM 3TUX KNeToK. OH BblpabaTbiBaeTCs
TakkKe aKTUBMPOBAHHLIMW Makpogaramu, 3SHAOTENUAIbHLIMU 1
rNaAKOMBbILLEYHbIMWA KNeTKaMKu, MOHOLUTaMK, Hanpumep npu BOC-
naseHnn. ITOT (PaKTOP CBA3LIBAETCA CO CNeLnMPUYecKnMmn peLenTo-
pamMu AByX TUNOB —awup, UMEKLWUMN NMPOTEUHKUHA3HYH aKTUB-
HOCTb, HO B OT/IMYMe OT QPP OH 3anyckaeT KETOUHbIN LUMKA, Aeld-
CTBYSl KakK (pakTop KomneTeHuuwn. [Mo3aTomy A1 MUTOreHesa emy
HY>XHbI (hakTopbl nporpeccun (3PP, BellecTsa Mnasmbl, UHCYINH).

3. CemeiicTBO (hakToOpoB pocTa (n6pobnacTos (PPD) Brepsble
6bl10 OMMCAHO KakK MUTOreHbl (MBpo61acToB MOCNE TOro, Kak WX
Yanoch BbiAeNUTb U3 FO/I0BHOr0 Mo3ra v runogmsa 6uiko. OCHOB-
Hble (hOpPMbl — OCHOBHbIA W Kucnblni PPP (0dPD, KOPD) —
npeacTaBnAlOT CO60M CEeMENCTBO MNOAMNENTUAHbIX (PakTOpPOB CO
MHOMMMW BUAAGMWU aKTUBHOCTW SONONHUTENBHO K TOW, KOTOpas CTu-
MynupyeT pocT. B uvacTHocTu, o®Pd cnocobeH 3anyckaTb Bce
aTanbl (hOPMMPOBaHNA HOBbLIX COCYAOB (aHrMoreHes) in vivo u in
vitro. O6Hapy>keHo TecHoe poacTBo ®P® ¢ remapmHom (renapuiH-
CBA3YIOLWUMM (DaKTOpamm pocTa) W ¢ ApYruMyM aHUOHHLIMU MOSEKY-
Nnamu. 3TN (haKTopbl XOPOLLO CBA3LIBAKOTCA CO CTPYKTYpamu BHeEK/e-
TOYHOro mMatpukca. o®PP® onpefenseTca B 3KCTpakTaX, B3ATbIX U3
MHOTX OpraHoB, M BblpabaTbiBAETCA aKTUBMPOBAHHLIMW MaKpoa-
ramn. Hanmume KOPD orpaHU4eHO HepBHOW TkaHbi. CeMelcTBO
®P® cTpemMuUTENLHO paclumpsaeTca. B HacToslee BpemMs akTUBHO
M3yyatoTcs (haKTop pocTa KepaTUHOLUMTOB M (pakTop pocTa renaro-

UTOB.
5 4. TpaHctopmupyowwumii dakTop pocTa (TPP)p 1 cBA3aHHbIE i
HUM (hakTopbl pocta. TOPp OTHOCUTCA K CEMECTBY FOMO/OrMYHbIX
(cxo4HbIX) NONMNENTMAOB, KOTOPOE BK/IKOYAET TPU M30(POPMbI yKa
3aHHOro (paktopa (TPPp-1—3), a Takxke Takne (pakTopbl, 06/1ajat0
ruje LWMPOKUMU  (DYHKLMSAMU, KaK MOP(OreHeTUYecKuin  6efiok
KOCTW W MIONNEPOBCKNIA MHIMOUTOPHBIA (hakTop. T®Pp-1 pacnpo
CTpaHeH y MIeKONUTAOWMX N OKAa3bIBAET pasHble U 4acTo NPOTUBO
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NONOXHbIE 3ddeKTbl. In vitro, T.e. B Ky/bType TKaHU, OH SBMSeTCA
MHIMOMTOPOM pocTa 18 GONbLUMHCTBA TUNOB ANUTENMOLMTOB. Ho
BO3[elCTBME Ha nponundepaunto (prnbpobaacToB U rnagKoMbILLIEY-
HbIX KNETOK Y Hero pasnnyHoe. B MasieHbKMX KOHLEHTpaumsx aToT
(bakTop BbI3bIBAET CMHTE3 U Ccekpeumto TUDP u, Takum 06pasom,
MMEeT HenpamMoe MUTOreHHoe feicTeue. Mpu BbICOKMX KOHLEHTpa-
LMAX OH TOPMO3MT POCT 6narofaps CBOE CMOCOOHOCTU MHIMGUPO-
BaTb 3Kcrpeccuto peuentopos TUPP. TPPp cnyXnt xemoaTTpak-
InHTOM Ana (hM6po61acToB M CTUMYNMPYET NPOAYKLUMIO KonnareHa v
(hMOPOHEKTUHA ITUMK KNeTKaMun. OfHOBPEMEHHO OH TOPMO3UT pac-
LensieHne KonnareHa nyTeM CHVYXKEHWUA YPOBHS NPOTeas U NoBbILLe-
HUS YPOBHSI TKaHEBbIX WHIMOWTOPOB NpoTenHa3. Bce ykasaHHble
(hYHKLMM CNOCco6CTBYIOT rbporeHesy uam gmbponnacTuke, NosTo-
My MOHATHO, 4YTO0 T®PPp BOBMEYEH BO BCEBO3MOXKHble BapuaHTbI
(hnmbpo3a UmM CKIepo3sa Npu XPOHUYECKUX BOCN/IUTENbHbIX MPOLEeC-
cax. JTOT (haKTop BbIPAOATLHIBAETCA Pa3IUUHLIMU TUNAMU KIIETOK.
OCHOBHbIM €ro MCTOYHWKOM B OpraHu3me SBASIOTCSH TPOMOGOLMUTI,
eHOOTENMIA, T-nUMQOLMTLI U MaKpodaru.

5. Apyrve uMTokuHbl (CM. rnaBy 2). Hannume B3ammonepekpbl-
MaroLLWX (DYHKUWIA Yy ABYX rpynn meauaTopoB ((hakTOpoB pocTa u
[pyrux UMTOKUHOB) AenaeT pasfimuns MeXay HUMU HecyLleCTBeH-
HbiMu. Hanpumep, W-1 n ®HOa ssnsoTca ana pubpobnactos
MUTOrEHHBIMA U CTUMYIMPYIOWUMUK MX XEMOTAKCUC (PaKTopamu.
Kpome Toro, oHu 06a BbI3bIBalOT CMHTE3 KO/areHa u KonnareHa-
H| hnbpobnactamu, a NOTOMY M3BECTHbI KakK (hMBPOreHHble LUMTO-
SHUM.

6.2. Ponb BHEK/IETOYHOIO MaTpuKca, .
N KNETOYHO-MaTPUKCHbIX B3aMMO/ENCTBUIA

KneTkn pacTyT, nepegsuratotca v guddepeHumpyroTcs B Tec-
HOM KOHTaKTe C BHEKNETOYHbIM MATPUKCOM. 3BECTHO, 4TO Ha
HM (PYHKLMM MaTPUKC OKa3blBaeT pellarollee BAnsHUe. Ha gonto
MArKNETOYHOro MaTpuKca NPUXoAMUTCA 3HaUMTEe/IbHAas 4YacTb 0Obe-
ug To60i TKaHW. OH COCTOUT W3 CTPYKTYPHbIX (OMOPUNASPHBIX
Px 1KOB W WHTEPCTULMANBHOIO (MeXYTOYHOro) marpukca. ®ub-
i MMUPHbIE CTPYKTYPHble Oefiku MpeAcTaBfieHbl KOMlareHoMm pas-
HbIX TWMOB W 3N1aCTUHOM. VIHTepCTMUMANbHBIA MaTpuKe 06pa3oBaH
HAMWBHLIMW T/IMKOMPOTEMAAMM, 3aK/HOUYEHHbIMU B Te/lb U3 Mpo-
..... NMKQHOB U T/IMKO3aMUHOIMKaHoB. OH 0becrneynBaeT Typrop

. M TMYHOCTL) MATKMUX TKaHel U pUrMgHoOCTb (KECTKOCTb, Hemo-
BUHHOCTb) apXMTEKTOHUKU TKaHU. B 4aCTHOCTU, K UHTEPCTULM-
H.MOMY MaTpUKCy OTHOCAT 6asa/ibHble MeMOpaHbl, OKpyXaroLlime
-HH1CMIMaNbHbIE, 3HAOTENMANbHbIE U TNaAKOMbILLIEYHbIE CTPYKTY-
pbl FTOMMMO OFpaHMUNTENBHOMO 3HaYeHUS, 6asanbHble MeMBpaHbl
NPUIOT BaXHYIO POSib B KayecTBe Cy6CTparta, Croco6CTBYHOLLErO
Ul WK, MUrpautum n nponudepaLmny KeTok, a Takxe Henocpea-
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CTBEHHO BNUSAIOLLErO Ha K/ETOUYHYIO (hOpMY, PACrOfOKEHNE U He-
KOTOpble (hYHKLMU.

KonnareH. Bce TUNbl KonnareHa COCTOAT W3 TPOMHON cnvpanu,
VIMEIOLLER TPW MONMMENTUAHBIX a-Lenu, B KOTOPbIX COAepXatcs no-
BTOpAOLLMECH nocneaoBaTensHOCTH gly-x-y. Okono 30 a-Leneii dop-
MUpytoT NpumepHo 15 T1nNoB konnareHa. HekoTopble U3 TUMOB Konna-
reHa o6pasytoT BOMOKHa, Hanpumep Konnarensl |, 111 v V T1nos., Tak
Ha3blBaeEMble WMHTEPCTULUMANbHBIE, UM (UBPUNNSPHBIE, KOMIAreHbl.
[Jpyrue konnareHsl, Hanpumep 1V Tvna, ABAAOTCA HEQUOPUINAPHbI-
MW U BXOOAT B COCTaB 6asanbHOM Mem6paHbl. VIHTepcTUumanbHble
KonnareHbl NPefcTaBNSOT CO60li OCHOBHO KOMMOHEHT BCE coeau-
HUTENBHOM TKaHW B 3aKMBAKLLMX paHax, a Takke B pybuax.

ALre3vBHbIE TMKONPOTENHbI — 6eNKK, rNaBHbIM CBOWMCTBOM KO-
TOPbIX AB/AETCA CMOCOOHOCTb CBA3LIBATLCSA C APYrMMM KOMMOHEH-
TaMW BHEKNETOUYHOr0 MaTpuKca, C OfHOIN CTOPOHbLI, M CO cneungu-
YECKUMMW WHTErpasbHbIMM 6efkamy NiasMoNeMMbl — C  APYTOW.
TakyMm 06pa3oM, OHW CBA3bIBAOT KOMMOHEHTbI BHEK/IETOYHOIO MaT-
pUKca C KneTkamy 1 mMexgy coboi. [pynna aTux 6enkoB BK/IOYAET
(DMOPOHEKTUH, NaMWHWH, SHTAKTWH, TPOMOOCMOHAMH W apyrue
KOMMOHEHTbI BHEK/IETOYHOIO MaTpukca.

®u6poHeKTMH — KPYMHOMONEKYIAPHBIA (Mon.macca 400 k)
MHOTO(YHKUWOH&/IbHBIA  TIMKOMPOTENA, COCTOAWMA M3 ABYX
Lenei, yaepXKnBaeMblX Aucynb@uaHbIMU CBA3aMU. OrpoMHas mose-
Kyna (hMbpoHeKTUHa cnoco6Ha O4HOBPEMEHHO CBA3bIBATLCA C Kile-
TOYHOW MOBEPXHOCTbIO, 6asanbHLIMU MeMOpaHamy U NepuLesIo
NAPHBIM MaTPUKCOM. PUBPOHEKTUH BblpabaTbiBaeTca (ubpobnac-
TamMu, MOHOLUTaMK, 3HAOTENNEM U APYTMMU KineTkamu. OH CBA3bI
BaeTCH C HECKO/IbKMMMW KOMMOHEHTaMW BHEK/IETOYHOIO MaTpuKca
KonnareHom, (UOpMHOM, renapMHOM W NPOTEOr/iMkaHaMu nocpea-
CTBOM CMeUnPUYECKNX AOMEHOB (Y4aCTKOB aMMHOKWUCIOTHOM Mo
CNefloBaTeNbHOCTH), & TaKXKe C MOBEPXHOCTHID K/IETOK — MOCPeACT-
BOM WMHTErpUHOBbLIX PeLenTopoB. BHYTPUKIETOUHblE JOMEHbI UHTE-
rPMHOB B3aMMOLENCTBYIOT B 30HAX aAresnu ¢ afleMeHTaMmm LUTOCKe
NeTa, Hanpumep C TaJIMHOM, BWUHKYIUHOM, a-aKTUHOM, A1 CUT-
Ha/IbHOro MPUKPENIeHNs KETOK, WX NepefsydkeHus v audge
PEHUMPOBKX. BHeKMNeTOUHblE [JOMEHbI MHTErPUHOB CBA3LIBAKOTCH C
(hMOPOHEKTMHOM MyTeM pacno3HaBaHUA CMeUMMUYECKOn ammMHO
KWUCNOTHOW NocnefoBaTelbHOCTU — apruHUH-TINLKUH-acnaparnHo-
BOW KWCNOTbI, KOTOpPas NpeAnonoXuUTeNbHO UrpaeT KNHOYEBYHO PO/b
B KNeTouHon agresvu. CyLleCcTBYIOT CXeMbl, MOKa3blBalOLMe Kak
a- n p-cy6befuHNLbl UHTErPUHOB COELMHSAIOT BHEK/ETOUHBIA MaT-
PUIKC C COKPaTUTE/IbHLIMU 3IEMEHTaMW (AaKTUHOM) Yepe3 pas/inuHble
6enKn UMTOCKeNeTa.

Takum 06pa3oM, cumTaeTcs, YTO (OMOPOHEKTUH HEMOCPEACTBEH
HO y4acTBYeT B MPUKPENIEHUN, PACNIPOCTPAHEHUN U MUTPALLAN Kie
TOK. KpoMe TOro, OH MOXET YCU/IMBaTb YyBCTBUTENbHOCTL OMNpese
NEHHbIX KNEeTOK, Hanpumep sHAOTENUA Kanwiispos, K Nponvgepn
TUBHbIM CTUMYNaM (PakTopoB pocTa.
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JlaMuHWH — rAnkKonpoTensd, Hanbonee MNpeacTaBieHHbIA B Oa-
3a/1bHOW MembpaHe. 3TO KPYNHOMOEKYNSAPHbLIN 6en10K (MoA. macca
800—1000 k[a), cTabunmanpyoLLniA CTPYKTYpY 6asanbHO MeMopa-
Hbl NMyTEM (POPMUPOBAHUA MOCTUKOB MeXAy KosnnareHom IV Tuna,
(hMOPOHEKTMHOM U renapaHcynb(aTnpoTeoriMkaHoMm. Yepes nHTer-
PUHOBbIE PeLenTopbl NaMUHUH CBA3LIBAETCA C KNETOYHOW NoBepx-
HOCTbIO, 06ecrneynBas, Kak 1 PUOPOHEKTUH, NMPUKPENIEHNE KNETOK
K cybCTpaTam COejUHUTENIbHOW TKaHW. In vitro OH BAMSIET Ha poCT,
BbDKMBAEMOCTb, AUDDEPEHLMPOBKY U MOABMKHOCTbL KNETOK MHOMMX
TWMOB. B KynbType 3HAOTENUaNbHbIX KIETOK, MOABEPrLuMXcs BO3-
peincteuio QDP, 3TOT 6enoK BbI3bIBAET YMOPSAOYEHUE KIETOK U
nocnegytolLee (hopMUPOBaHME KanunnsapHbIX TPYOOUeK, T e. y3/10B0e
cobbiTve B aHruoreHese. Kcratu, gpyrue 6enku BHEKIETOUYHOrO
MaTpMKca TOXEe CMOCO6HbI CTUMY/MPOBaTL (DOPMUPOBaHME Karui-
NApoB in vitro.

MonekynsipHble MeXaHW3Mbl KOHTPO/I KOMMOHEHTOB BHEK/e-
TOYHOr0 MaTprKca 3a POCTOM W An((epeHLNPOBKON KNeTOK, 0CTa-
IOTCA MEHEe ACHLIMU, YEM Te, KOTOpPble KOHTPOAUPYET CTUMYNALMIO
K/IETOK CO CTOPOHbI (PakTopoB pocta. OfHAKO NpeanosaraeTcs, yto
>CLENTOpbI 415 (DaKTOPOB POCTa U pasHbIX MOSIEKYN BHEK/IETOUYHOMO
MaTpUKCa MOryT 1CMO0/b30BaTh OGLUMIA BHYTPUKNETOUHBIA CUTHa/b-
HbI MexaHu3M. Hanpumep, nNpukpenseHne KNeTok K pubpoHeKTH-
Wy CTUMYNMpYeT cuHTe3 P1P2 koTopblit rugponusyetcs B 1P3u Al
thocthonmnasoii C-y 1 B OTBET Ha AeiicTBre (haKTOPOB pocTa yCunu-
BaeT rugponus P1P2

MpoTeorMkaHbl ABNAKOTCA TPETbUM KOMMOHEHTOM BHEK/IETOY-
HOro MaTpukca W COCTOAT U3 FIMKO3aMUHOI/IMKAHOB, B YaCTHOCTU
JepmaTaH-cy/nbhata U renapaH-cynbgaTa, KOBaIEHTHO CBA3AHHbIX C
MPOTEMHOBBLIM CTEPXHEM. B TKaHfX HaxofaTcs TakXke rMKo3amu-
NornKaHbl 6e3 6e/IKOBOr0 CTEPXKHSA, HarmpUMep rvanypoHoBas Kuc-
toTa. Y HUX pa3Hasd ponb B PErynauum CTPyKTypbl U NPOHULLaEMOe-
M coefuHUTENbHON TKaHW. [poTeornMKaHbl MOFYT GblTb WHTEr-
pabHbIMK (CBA3bIBAIOLWMMMK) MeMOpaHHbIMK BenkaMn 1, CnegoBa-
1CNIbHO, MOAynAaTopaMu (CyoCcTaHUMAMM, Bbi3bIBalOLMMU YNpaBse-
MOe M3MEHEeHMe) pocTa W AuddepeHUUPOBKM KeToK. Hanpuwep,
*HAEKaH, VHTErpa/ibHbli MeEMOPaHHbIA FIMKOMPOTEWH, CBA3bIBAET
MblfareH, (MO6pPOHEKTUH, TPOMOOCNOHANH U 0ODPP®. OH cBA3bIBa-
McA C aKTMHOM UMTOCKeneTa U nojfepXunBaeT andhepeHLMpoBKy
PHETOUHBIX C/I0EB B MHOIOC/I0MHOM 3MUTENNN.

Takum 06pa3om, B npoLeccax pocta v AUGhepeHLMPOBKN Kie-
IOK Y4aCTBYIOT MO KpaliHe/ Mepe fABe Fpymnrbl CUFHAMbHBIX Cy6-
mlakUunin — pacTBOPUMbIE W HepacTBOpPUMble. PacTBOpuMble Cy6-
| lakumy — 370 B OCHOBHOM MOMUMNENTUAHbIE (haKTOPbI pocTa U
MHIMoMTOpbLl pocTa. pynna HepacTBOPMMbIX (DaKTOPOB OTHOCUTCS
» BHEKNETOYHOMY MaTpUKCY W BK/KOYaeT B cebs naMWHUH, (uno-
HOHCKTWH, KOMnareH pasHbIX TWMOB W MpOTeor/nvkaHbl. Bce oHK
M ACTBYIOT COMN1acOBaHHO KaK Perynsaropbl pocta v guddepeHuu-
I<diiku KNeToK.



6.3. lNpoueccbl aganTaynum, pocTta
N DNDPEPEHLNPOBKM KETOK

[Jaxe B HOPMa/bHbIX YCNOBUAX KNETKW LO/MKHbI MOCTOSAHHO ajan-
TUPOBATLCS K M3MEHEHUAM, MPOUCXOAALLUM B UX MUKPOOKPYXKEHUN
3Ta (hm3monornyeckasn agantauma npeacTasaseT co6oi TOT UK MHON
OTBET K/METOK HA HOPMa/IbHYK CTUMYASLMIO FTOPMOHAMU WK 3HAO-
FEHHbIMU GMOXMMUYECKUMU CyBCTaHUMAMU. TUNNYHLIA NpuMep: yBe-
NIMYEHUE MOMIOYHbIX XKene3 U HaCTyMeHre nepuoaa nakrauum npu Ge-
PeMeHHOCTW. TMpK NaToNorMyecknx agantauusx MoryT 6biTb UCMOSb-
30BaHbl Teé X HOPMaslbHble MEXaHW3Mbl, HO OHW Hamnpae/eHbl Ha
ob6ecrieveHne BbIXXMBAEMOCTU K/IETKM B HOBOM MUKPOOKPYXXEHWUMN U HA
3alWMTy OT MOBPEXAEHWS. B CBA3M € 3TMM MOXKHO paccMaTpuBaTh Kie-
TOYHYH) afanTauuio Kak HeKoe MPOMEXYTOYHOE COCTOSIHME MEXLy
HOPMaJ/IbHOM K/IETKOW BHE CTpecca W KNeTKOR, nofsepriueiica Kako-
MY-IMB0 M30bITOUHOMY HanpsikeHuto (cxema 6.3).

CyLUecTBYeT MHOFO TMMOB afanTaLyoOHHbIX M3MEHEHWIi KNETOK.
OfHV BK/IHOYAIOT MOBLILLEHNE WK CHUKEHWE perynauun cneyugu-
YECKMX K/IETOYHBIX PeLLenTopOB, BOBMEYEHHbLIX B MeTabonn3M onpe-
JeneHHbIX KOMMOHEHTOB K/ETKU (Hanpumep, B perynauuio peen-
TOPOB K/IETOYHOA MOBEPXHOCTW, YYacCTBYIOLUMX B MOT/OWEHUA W©
pacLLenieHn NMNoNpPoTENZ0B HU3KOW NAOTHOCTM; CM. I/1asy 8).

ﬂ,pg/rme afianTaunMoHHbIe M3MEHEHWS CBA3aHbl C UHAYKUMEN HO-
BOr0 0eNKOBOr0 CUMHTE3a KNeTKaMu-MULLEHSIMU, KaK 3TO OblBaer,
Hanpumep, npy TEMnjI0BOM LWOKe. VIHOrAa NPOMCXOAMUT NepeKoye-
HWe NPOAYKLUM KNETOK C OAHOro Tuna 6ekoB Ha APYrol Wan e
3aMeTHOe Mepenpou3BOACTBO OAHOMO 6e/ka. 3TO MPOUCXOAUT Npu
XPOHMYECKOM BOCManeHnn 1 prbpose B KNeTKax, BbipabaTbiBatoLLMX
pasHble TWMbl KOASlareHa W Apyrve KOMMOHEHTbl BHEK/IETOYHOrOo
maTpukca (cM. raBy 4). Takas aganTauus 3aTparmeaeT BCe CTYMNEHM
KNeToYHOro 6enKoBOro MeTabo/n3ma: CBA3bIBaHWE PeLLEenTopos,
CUrHANIbHYIO TPaHCAYKUMIO, TPaHCKPUMNLMIO, TPaHCNAUUIO UK pe
rynsauUMIo YNakoBKM M 0CBOOOXAEHUS 6enka.

PaccMOTpUM HEKOTOpPble BaXHelLuMe afanTalVOHHbIe M3MeHe
HMSA pocTa, pasMepoB U AnddepeHLNPOBKM KNETOK, CONPOBOXAAt0-
LLe MHOXECTBO MaTONOrMMYeCcKUX NpoLLEecCcoB.

Mvneprnasus nNpeacTaBnseT co60l yBenMUeHe KONMYECTBa Kie
TOK B OpraHe wau TKaHW. Bcnefactsue 3TOro opraH (TKaHb) MOXET
YBENNUMNBATLCA B 06bEME. ITOT MPOLLECC HeMb3s NyTaTb C MMNepTpo
thmen (ysennyeHnem obbema Knetok). Oba npouecca TECHO CBSi3aHbI
M 4YacTO pa3BMBAKOTCA Kak CONyTCTBYIOLWMe Apyr apyry. OfHako npu
rMnepTpodmmM He NPOMCXOAUT MpoAudepauus KNeTok, B TO Bpems
Kak runepniasus HabniogaeTcs Nviib B TOM CMy4yae, ecin Kietou
Haa nonynsauus cnocobHa K cuHTesy [HK, “obecneunsatoLiemy
M1TO3. Mnepnnasua 6biBaeT (HM3MONOTMYECKON U NAaTONOrMYeCKom

dusmonormyeckas rmnepnnasuns nogpasgen»!
€TCA Ha FOPMOHa/IbHYHO M KOMMEHCAaTOpHYHo. [lepBast 13 HUX XOpo-
O UNNIOCTPUPYETCH Nponudepaunein anuTenmaibHbIX CTPYKTYp U
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TKaHu
Cxema 6.3. AgantalnoHHble NPOLECCHl B

ALaNTUBHbLIN Crabunusayus KoHel,
CrabunbHas Matonornyeckuii oTeeT  __ TKaHU______ NOBPEXAEHUA
TKaHb cTumyn

MOJIOYHOW >Kenese WAM MaTke BO BpeMsi GepemeHHocTW. BTopas
XX TPEYaeTCs B NeYeHM MOCe YaCTUYHON renaTaKTOMUN.

KomneHcaTtopHas runepniaasns Xopowo M3yyeHa Ha 3KCrepu-
MEHTa/IbHON MOAENN C YaCTUYHOW renatakTomueit. MokasaHo, YTo B
HOpMa/TbHOW MeYeHn nuib B 0,5—1 % KNeTOK NPOUCXOAUT Penn-
»uwma AHK. Bo3pactaHue KOMNYEeCTBa K/ETOK, CUHTE3NPYHOLLNX
/(MK, oTMeyaeTca Yepes 12 4 nocne onepauum n JOCTUraeT nuka
MC3 1—2 fiHA, Korga okono 10 % Bcex KNeTOK MOryT y4acTBOBaTh B
| HTE3e. Hauano pocta KNeToK CBA3aHO CO CreumnyecKum 1 noc-
NefoBaTe/bHbIM MOBbILLEHWEM 3KCNPECCUM MPOTOOHKOreHoB c-fos,
I myc, c-ras v apyrux, y4yacTBytoLux B NponudepaTMBHOM NpoLec-
.r TMocTteneHHo cuHTes AHK nafjaeT n KO BpemMeHW BOCCTaHOB/e-
HUA MacCbl NeyeHW — B TeyeHue 1—2 Hej — renatouuTbl CHOBA
| LUHOBATCA MOKOALMMUCA KIETKAMM.

MmetoTcs cyLlecTBEHHbIE MPU3HAKWM TOro, 4TO NponAudepawms
BHETOK B 3TOM CAy4yae 3aBWCUT OT BO3AEACTBMA MOAMMNENTUAHBLIX
dakTopoB pocTa. B KkauecTBe BaXKHEMLUMX pacCMaTpuBarOTCs ABa
dakTopa: T®Pa u thakTop pocTa renaToumToB. MepBblil N3 HKX AB-
HCTCA MUTOrEHOM A1 MEYEHOYHbIX KNETOK B Ky/bType TKaHW.
«nycTd 4—24 4 nocne 4acTUYHOW renaTsKToOMUKM 3Kcnpeccus
1®Pa B 0oCTaBLUMXCA renaToumTax 3aMeTHO NoBbIlaeTcA. BTopol
1| Ha3BaHHbIX (HaKTOPOB 6bl1 BNepBble UAEHTUPULMPOBAH B CbIBO-
1"MKe KPoBY 1a60paTOPHbIX KPbIC, MEPeHeCcLUnX renaTakToMuio. OH
unqaetcs etle 60/1ee MOLLHBLIM MUTOTEHOM /151 NMEYEHOUHBIX KNETOK,
IMeTyLMX B Ky/bType, U 0THOCUTCA K cemenicTBy PP®. OH Boipaba-

249



TbIBAETCA HENAPEHXMMATO3HbIMWU KNeTKaMW MeveHn U Me3eHXU-
Ma/IbHbIMU 3/1eMeHTaMun ApYrx BHYTPEHHUX opraHoB. OfHaKo 3Tux
(haKTOpPOB, MO-BMAMMOMY, HELOCTATOYHO AN Mponudepayu Hop-
Ma/IbHbIX renaroumToB in vivo. MonaratoT, YTo AN NOSHOLEHHOro
ahheKTa MUTOrEHOB MEYEHOYHbIM K/EeTKaM HeobX04uM MepBOHa-
YasbHbIA, «3anyckarowmii» curHan. K uucny nofo6HbIX CUrHanoB
MOXHO OTHECTWM MeTabo/MYecKyto MNeperpysky, BO3HUKAOLLYHO B
TKaHW, OCTaBLUENCS Nocne renaTakToOMUW, a TaKKe BO3LENCTBUE Lu-
TOKWHOB U CTpecca, BbI3BAaHHOIO MeTa6onMTaMm kucnopoga. Oba
nocnefHMX npoLecca cnocoGHbI aKTUBMPOBATL TaKMe reHbl, paHHme
perynaTopsl pocta, Kak c-fos, c-jun u c-wyc. Kpome Toro, onpe,
NeHHble TOPMOHbI, HAanpuMep WHCYAWH, TIIOKAroH U HOpP3nuHe
PUH, CbIBOPOTOYHbIE YPOBHW KOTOPbIX MOCNE renarakToMun MoBbl-
LLAKOTCS, MOTYT C/TyXM Tb afibloBaHTaMU /NS KNETOYHON nposungepa-
Lmm (a,qHOBaHTbI — BELLECTBA, YNyyllaloLme CBOIMCTBA UK yCUIU-
BalOLL/E, MHOTAA NPO/IOHTVPYHOLLME E/CTBIE KaKNX-NNBO CyBCTaH-
umin). MpekpallleHne pocTa KMeTOK Mo JOCTYXKEHWUMN MPEXHEN Macchbl
MeyeHN Bbi3blBAETCA MECTHbIMU OpraHHbIMW MHTMOWTOpaMK pocTa.
OaHuM 13 Hux asnsieTcss TPOPp, BblpabaTbiBaeMbIA HeMapeHXMMa-
TO3HbIMU K/IETKAMW MEeYeHN.

Kpome nponugepupytolwmx AnghepeHUnpoBaHHbIX renatoLum-
TOB, MEYeHb B3POCNOr0 YenoBeKa COLEPXMT HebOsbLUY MNonyns-
L0 CTBOMOBbIX KNETOK, PACCesHHbIX MO MeCcTaM CTbIKOBKM Mneve-
HOYHbIX BaNoK ¥ MefbYailLuMX CEerMEHTOB XXe/TUEeBLIHOCALLEA CnCTe-
Mbl. B KOMNeHCaTOpPHOW runepniasvm nocne renarskToMum 3Tu
CTBO/IOBbIE KNIETKM B&XHOIN PO/M HEe UFPatoT, HO OHU AA0T Hayano
NponugepupyoLLIMM OBa/IbHbIM - K/IETKaM, MOABASIOWMMCS M0C/e
HEKOTOPbIX TOKCUYECKMX MOPaXKEHWUIA MeyeHN.

MaTonornyeckasa runepnnasnsa. bBObLWNHCTBO
ee (popm C/yXXaT npumepammn 136bITOYHOW FOPMOHA/IbHOV CTUMYNSA
UMM UM BO3AENCTBUA (PAaKTOPOB POCTa Ha KeTKU-MuleHn. B ka
YyecTBe TUMUYHOW MANOCTPALMU AMCTOPMOHAILHOMO NpoLecca Bbl
CTyNaeT Xenesucrtaa runepnnasns sHaomeTpus (puc. 6.4). Mssect
HO, YTO MOCNe HOPMaTbHOTO MEHCTPYasbHOTo LKA MPOUCXoasT
BCM/IECKM NPOANDEPaTNBHOM aKTMBHOCTU, KOTOpble MOXHO pac-
CMaTpuBaTh KaK penapaTvBHYH pereHepauuio Unn ¢usmonoruyec-
Kyto runepnias1io sHAOMETpUs. JTa Nposngepaums obecrneynsaeT-
CA [eiCTBMEM TFOPMOHOB rMnogM3a M 3CTPOreHOB AWYHMKOB. B
HOpPMe OHa OCTaHaB/IMBAETCS MOBbILIEHHbLIMU YPOBHAMU MporecTe-
poHa, 06bI4YHO 3a 10—14 gHei 0o oXugaemMoi MeHCTpyaumun. OaHa-
KO B HEKOTOpbIX C/ly4asx paBHOBECUE MEX[Y COAepXaHWeM acTpore-
HOB M MPOrecTepoHa MOXET ObITb HapyLlleHo (cM. rnaBy 21). 30
NPUBOANUT K abCOMKOTHOMY WM _OTHOCMTENIbHOMY BO3pacTaHuu!
YPOBHS 3CTPOrEHOB C MOCMEAYHOWEl rnneprniasveii Xenes aHaoMeT
pns. HECMOTPA Ha TO YTO Takas runepn/asna 4acTo CAYXWUT Npuimn
HO/ MEHCTPYaslbHOro KpOBOTEYUEHWs, TMMepnaacTUyeckuii npouen
OCTaeTCs BCE XKe MOLKOHTPOSbHLIM: €C/IM YPOBEHb CTUMYNALMM 3CT-
pOreHamy CHWXKaeTCs, TMnepniasns ncyesaer.
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Puc. 6.4. XXene3sucTtas runepnnasmsa aHLOMeTpuUA.

MaTonornyeckas runepniasvs npeacTasnseT coboi «nnofopoa-
HytO MOYBY», B KOTOPOW B KOHLIE KOHLLOB MOXET NPOW30ATM Masur-
HM3aumsa (03/10Ka4eCTBEHNE) TKaHU. [MO3TOMY XXEHLLUHBI C Xene-
1/ICTON MK Xene3ncTo-KMCTO3HONM runepnnasneii SHAOMETpUS Nog-
MCPXXEHbI PUCKY BO3HMKHOBEHWS paka Tena MaTKu.

vnepnnasus SBASETCSH TaKKe BAKHOW YaCTb PeaKTMBHbLIX MPO-
LIECCOB B COEIMHUTE/IbHOW TKaHU MPU 32KMBEHWUN pPaH, Korja BOC-
| l.LuoBNEHMIO CNOCOBCTBYIOT NponunepmpytoLLme cgm6p06naCTb| n
MHOHb 06pa3oBaHHbIe Kanunnspbl. Mpu aTuX npoueccax runepnna-
HM TOXe 06ecneunBaeTca hakTopamu pocta. CTuMynauma nocneg-
HX OTMEYaeTCA U MPU BUPYCHBbIX MH(EKUMSX, HaNpUMep Bbl3BaH-
HbIX BMPYCOM NanufioM, BO3OYAWTENeM KOXHbIX 60poAaBoK. ITu
MHPOZLABKM B OCHOBHOM COCTOAT M3 TMNepnnasvupoBaHHOro 3nu-
|«NA.

MMNepTPOtst BbIPAXKAETCA B YBENMYEHUM 0O0bEMA K/ETOK, 4TO
MPUBOAUT K YBEIMYEHMIO 06beMa TKaHW U opraHa. VHbIMK croBamu,
VWH-PTPOMUPOBAHHLIA OpraH He COAEPXUT KaKuUX-Mb0 HOBbIX KIie-
|MX, & UMeeT TONbKO Go/ee KPynHble NPeXXHWe KNeTKWU. YBennveHue
H< H(n,ema 00YCNOBMEHO HEe MOBbILIEHHbLIM BCACbIBAHWUEM XWUAKOCTK,
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NPMBOASALLMM K HabyXaHWO WM OTeKy, a 60n1ee BbIPXKEHHbLIM MO
CPaBHEHMIO C HOPMOW CUHTE30M CTPYKTYPHbLIX KOMMOHEHTOB KNETOK.

MMnepTpoguns OblBaeT (HM3MOOMMYECKON W NaTONOTMMYECKONA.
OHa pa3BMBaeTCs MNPU MOBbILLEHHOM (YHKLUMOHaNLHOM  3anpoce
WM cneumunUeckoil ropMoHaNbLHON cTumynaumm. Pusnonoruyec-
KOe YBe/IMYeHne MaTKM BO Bpems GepeMeHHOCTW COMPOBOXAAETCA U
runepTpoguen, n runepnnasveid. FMNepTpodus KNETOK CTUMYMPY-
€TCA 3CTPOreHHbIMU FOPMOHAMK Yepe3 peLenTopbl 3TUX FOPMOHOB
Ha rnafKoMbILLeYHbIX KeTKax MaTku. Pelentopbl o6ecrneuvBaioT
B3aMMOfencTBMe ropmMoHOB ¢ AgepHoit AHK, npuBogs K nosblile-
HUIO CUHTE3a [NaAKOMbILLEYHbIX 6eNKOB W YBEUYEHUIO 06beMa
rNafKOMbILLEYHbIX KNETOK. JTO (hU3MOnormyeckas runeptpogus
BCNEACTBYE FOPMOHA/TbHOW CTUMYALMN.

[MpMMepoM  afanTaUMOHHOIO MpoLecca CAYXWT — YBeMYeHue
MacChl CEPAEYHOM NN CKENETHBLIX MbILLL, KOTOPbIE 0COBEHHO CK/IOH-
Hbl K TMNepTpotun, NOCKOMbKY ANA TOro, YTobbl CrpPaBUTLCA C Ha-
rPy3KOiA, OHU He MOryT afanTVMPOBaTLCA K BO3POCLUMM MeTabonmnyec-
KM Tpeb0BaHUAM C MOMOLLLIO 06bIYHOrO MUTOTUYECKOrO AeneHus.

BHelUHMe NpUYUHBI, NPUBOAALLME K paboyeld runepTpotum no-
MepeyHornonocaTbiX Mbllll, B OCHOBHOM CBfi3aHbl C MOBbILLEHVEM
(DYHKLMOHaILHOM Harpysku Ha opraH. B cepgue Hambonee yacTbiv
CTUMYNOM 47151 NaTONOrMYECKOo paboyein rmnepTpodum MMoKapaa sB-
NAETCA XPOHUYECKas reMogrHaMUyeckas neperpyska, 0bycnosneHHas
apTepuasibHON runepTeHsveld (MOBbILEHHBLIM LaBNEHWEM KPOBM, CM.
rnasy 11) uay NOpoKoM, yalle MUTPaNbHbIM WM aopTaibHbiM. B
TakMX Cnyyasx macca cepaua ysennumsaetcs fo 350—500 r v 6onee, a
TO/LLMHA CTEHKYM NEBOr0 XKenyouka npesbIllaeT HopMy B 1,5—2 pasa
(puc. 6.5; 6.6). B CKeneTHON MblLE CTUMY/IOM ANs (%/mmonormqec—
KO pabouei runepTpotun ABASETCA TsXKeNasi, NpPOAO/KMTENbHASA U
perynspHas (usmnyeckas Harpyska. W1 B cnydasx yBenmMyeHus Macchl
cepaua, v npu runepTpodum CKeNeTHOM MyCKynaTypbl MpU LOCTUXC
HWW paBHOBECMSI MeXy 3arnpocamy U (YHKUWOHANbHBIMUA BO3MOX
HOCTSIMU BO/TIOKOH/K/IETOK BO3pacTaeT CUHTe3 6eNKoB U (iaMeHTOM
Bo3pocluee KONMYeCTBO MUOMUIAMEHTOB MO3BOMAET Jlydlle CripaB
NATLCS C NEPErpy3Koid, NpUYeM C TEM XXe YPOBHEM MEeTaboINYecKoi
aKTVBHOCTM Ha efMHMLY 06beMa KNeTKM, 4TO U B HOpPME.

Mpy TMNepTPOUN M3MEHSETCS He TOMbKO 06beM (pasmep) Mbl
LUEeYHbIX KNeTOK, HO 1 UX PeHOTUMN. B ycnoBmsax neperpysku B Tux
KNeTKax MpoUCXOAUT Mepek/toveHne KOHTPaKTU/IbHbLIX (COKpaTu
TeNbHbIX) NPOTENHOB Ha 6enKoBble (HOPMbI, XapakTepHble 415 N0
[lOB 1 HOBOPOXAEHHbIX. Hanpumep, akTMBMPYETCS THKeNas Lerb
(3-mmosmHa  ((3-MHC) ©n oaHOBPEMEHHO C MOAAB/EHWMEM TeHa
a-MHC aKTMBHOCTb Mepek/Ito4vaeTcs C reHoB KapAuasibHOro Ha It
Hbl CKeNeTHOro a-akTuHa. Bce 3T0 NpUBOAMT K CHYKEHUIO CKOPO»
TW COKpaLleHUs rMnepTporMpoBaHHbIX BOMOKOH. B xoae runepTpo
(hMN aKTUBUPYIOTCS TAKXKE HECKOMIbKO APYrvX reHoB, BK/IKOYAA HC
KOTOpbIE paHHWe PerynsaTopbl pocTa, FeHbl OTBETA Ha TEMI0BON yaap
1 haktopoB pocTa (TPP(3), a TaKKe reH NpeacepaHOro HaTpuidy|H
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I'm 6.5. FTmnepTpocusa mMuokapgay 601bHOI0 rMNepTOHUYECKON 60ME3HbIO.

n4eckoro (haktopa. locneaHuin NpeacTaBnseT coB0M MenTUAHbIN
M1)MOH, KOTOPbIA MyTeM Perynsauuy KPoBSIHOTO AaBMEHWUS U Bbige-
MHUS COMlel NoYKamy CrocoB6CTBYET YMEHbLUEHUIO FeMoguHamu-
Ht Koii neperpysku.

UTO XKe CNY>XUT NYCKOBLIM CTUMYJIOM TUMEPTPOGUU 1 U3MeHe-
HWA 3KCMpeccuy reHoB? B MnoKapae BbiAeNstT 4Be rpynmbl CUTHa-

MEXaHUYECKUX, TaKMX KaK PacTshKeHue, 1 TPOUUECKUX, TaKnX
»W [eiCTBME NONMNENTULHLIX (haKTOPOB POCTa WM Ba30aKTUBHbIX
MeHTOB (aHrnoTteHsuHa I, a-agpeHeprmyecknx akTopos). Kakum
net HU BblU1 TOYHLIA MeXaHW3M TUnepTpotnM MUOKapha, B KOHLE
| IMHOB OHa JOCTMraeT npegena, 3a KOTOPbIM YBEMYEHNE MblLLEeY-
HHA Macchbl He 6yAeT KOMMEeHCUMpOoBaTb BCe BO3PACTAOLLyH0 Harpys-
W, 1 TOrfa HacTynaeT cepfeyHast HedoCTaTOYHOCTb. Ha 3Toi CcTa-
MH1 B BOJ/IOKHax MWOKapfa BCTPEYaroTcs AMCTPO(UYECcKUe u3Me-
HMHA. Hanbonee BaXKHbIMW U3 HUX SIBASIKOTCA AU3NC U yTpaTa
MH.ONOPUANAPHBIX KOHTPAKTWU/bHLIX 31EMEHTOB. [J0 HACTOALLEro
Y> MC*HA HET MOMHOLIEHHbIX OOBACHEHMIA HWM MpUpoae (haKTOPOB,
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Puc. 6.6. TmnepTpotmnsa muokapga (A) n HopmanbsHblli Muokapg (B).



NMUTUPYIOLLMX MPOLO/MKAIOLLYHOCA TUNepTPONI0, HU MeXaHu3-
MaMm OUCHYHKUUM MUoKapaa. Bce aTo MOXeT ObITh CBA3aHO C Hefo-
CTaTOYHbIM  COCYAUCTBIM  CHabXeHWeM  rMnepTpOMpPOBaHHOM
MbILLLbI, CHVXXEHWEM OKMCUTENbHBIX CMOCOGHOCTE MUTOXOHA-
puiA, N3MEHEHMAMW CUHTE3a U pacLLenieHns Ge/koB, a Takxke n3mMe-
HEHWAMW LUTOCKENeTa.

HecmoTps Ha TO 4TO rMMepTpoMs W runepnnasvs ABNATCA
[BYMS pa3HbIMU, YETKO O4YepYeHHbIMKU npoLeccamu, 06a OHU 4acTo
BCTPEYatoTC BMECTE M MOryT ObITb CBA3aHbI C OAHUM U TEM Xe Me-
XaHu3mMoM. Hanpumep, npoueccbl pocTa, Bbl3BaHHbIE [AelCTBMEM
*CTPOTEHOB B MaTKe, MNPOSABAAOTCA W MOBbILEHHLIM CUHTE30M
OHK, n yBenuyeHnem TONLWMHbLI MUOMETPUA 1 3HAOMETpUA. B apy-
X cnyYasx, Ha0bopoT, AaXe KNeTKW, CNOCOOHbIE K AeNeHUI0 (Ha-
MpUMeEp, MOYEYHbIi 3NUTENWA), NMPeTepneBaloT TO/LKO TUMEepPTPo-
uto 6e3 runepnnasmn. B 3TOT eHOMEH MOryT ObiTb BOB/EYEHDI
MHrMeUTopbl pocta, Hanpumep TPPp. UTO KacaeTca KNETOK, He
CMOCOGHbIX K feNeHnto, Hanpumep KapauoMUOLWUTOB, TO OHWU MOryT
noagepratbcA TOIKO runeptTpodum. [lokasaHo, 4TO fapa Takux
KNETOK XapaKTepu3yoTes ropasfo 6onswnm cofepxaHvem AHK no
CPaBHEHMIO C HOPMa/IbHbIMU MWUOKApAMOLMTaMK, BO3MOXHO MOTO-
My, UTO 3TV KNETKW 3afepKmBaroTcs B (haze G2umkna 6e3 nx nocne-
[YIOLLEro BCTYMNNEHUS B MUTO3.

"opa3go Xyxe M3yyeHbl MeXaHW3Mbl Y CTUMY/Ibl NaTON0rMYECKOM
MNePTPOIUA TNaLAKOMBILLEYHOM CTEHKM MOYEBOrO Ny3blps. 3Aechb
HE MWCK/IOYatOTCA HECKO/IbKO COBEPLUEHHO pasHbIX MexaHW3MOB.
lak, Npy chaBneHny MPOKCUMaTbHOIO OTAeNa YpeTpbl y3namu ru-
nepnnasnpoBaHHON TKaHW (afAeHOMO) NpeAcTaTeNbHON Xenesbl -
NepTPoQMI0 MOYeBOro nysbipa (puc. 6.7) Bbi3blBatOT, BOSMOXHO, Te
* € rOPMOHa/IbHbIE MPUYMHBI, YTO W NPOLECC B NpeAcTaTebHOM Xe-
icc. He wucknioueHa aHanorms ¢ ropmMoHaslbHbIM 3PdeKToM B
MaTKe, peaiunsyroLLmMMca 1 B rMNepTpopumM MUOMETPUS, U B runep-
nnasuu aHAOMeTpus. M'noTesa 0 KOMMEHCATOPHOI paboueit runep-
|[tothm MoueBOro nMysbips NPaKTUYECKM OCTaB/IEHa, TakK Kak NposB-
NeHWs TakoM rMNepTPOnK CBA3LIBAIOT C MOMEPeYHONoocaTbiMu1, a
He C rNagKvMy MbllILAMK. 3acTOl MOYM, 0BYCNOBMEHHLIV CAaBne-
HUEM YPeTpbl, MPUBOAUT TOMbKO K PACTSHXKEHWIO MOYEBOr0 Mys3bIps,
HO He K runepTpouun. B TO >e BpeMsi OCTaeTcs HEOOBLACHEHHbLIM
MEXaHM3M YTOJILLEHMA TEX XKe MbILLL, CTEHKU MOYEBOro ny3sbips npu
HEeMo/HOM 3aKYMOpKe KaMHEM MYXCKOA ypeTpbl (MO-BUAMMOMY,
bleCb HET FOPMOHaNLHOIO 3NMEKTA).

ATpodwmsa. TMpu 3TOM NaToNOrMYecKOM MpoLecce MPOUCXOANT

ip.ua HEeKOTOpPbIX KMETOK WK UX CTPYKTYPHbIX KOMMOHEHTOB, W3-
bl Yero OHM YMeHbLUIaKTCA B 00beme. TakoW MpoLecc TPaKTyHT Kak
ey 13 ()OPM afanTaLMOHHbIX peakuuid. MpuunHb aTpogum: He-
OH 1TOYHas (PYHKLMOHaNbHaa Harpyska, AaBfeHue Ha TKaHb pac-
sywiell ONYXO/Ibl0 UM COAEPXMMbIM OpraHa, yTpara WHHepBaLuu,
HWKEHNE YPOBHA CHabXXEHWA KpPOBbIO, HeafleKBaTHOe MnuTaHue,
npekpaLLeHe 3HLOKPUHHON CTUMYNALMM, CTapeHue.
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Puc. 6.7. T'vnepTponsa CTEHKM MOYEBOro Mny3bIpA MpuU afeHome npeicra
TeNbHOW Xenesbl.

Korga npu nepesioMe NocTpafaBLUyt0 KOHEYHOCTb MMMOBUAN3M
pytoT (06€34BMXKMBAIOT) B TMINCOBOM JIOXKE WM Korga npu Mosmo-
MWeNMTe MbILLLbI 06e3ABMXKEHbI 13-3a NMPEKPaLLeHNs UHHEPBaLMK,
TO Uepe3 HEKOTOPOE BPeMsl pa3BMBaeTCa aTpodums Mol Mpu 3aky-
MopKe KamHeM OAHOTO W3 MOYETOUHUKOB Y BO/IbHbIX MOYEKaMeH
HOV 60/1e3HbI0 Ha CTOPOHE MOPaXeHUs pa3BMBAETCH TMAPOHedpo3
(puc. 6.8), Npy KOTOPOM TKaHb MOYKW MOCTENEHHO aTpotmpyeTcs
13-3a [aBNEHMS HaKan/AuBatoLeinca Moun. B CTapocTM roMoBHON
MO3r (0CO6eHHO ero Kopa) MoABepraeTca MPOrpeccuBHON aTpoduu,
no-BMAMMOMY, U3-3a TOr0, YTO aTepoCKIepoTUYECKUE BNALLKX B ap
TepusX MO3ra MNPensaTCTBYIOT afeKBaTHOMY CHAbBXEHWIO KpOBbHO
lMono.ble »enesbl y CTapUKOB TOXeE aTPOPUPYHOTCA BCIEACTBME CN
YEHWS 3HAOKPUHHON CTUMYNALMM.

HekoTopble 13 BblleyKa3aHHbIX aTPOUYECKUX W3MEHEHWM
NMEKT (hM3MONOrNYecKyto npupoay (Hanpumep, NpekpaweHue >H
OOKPUHHON CTUMYNALUM B MeHOMay3e), Apyre — naTosiormyecKyto
(Harpumep, yTpaTa HepBHbIX CTBO/0B). OfHAKO B OCHOBHOM W3MC
HEHWA B KNETKaxX HOCAT MAEHTWNYHbIA XapakTep, BblpaXasch B TaKOM
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Puc. 6.8. F'vapoHedpos.

YMeHbLUEHUN 06beMa KNETOK, MpU KOTOPOM ellle BO3MOXHO WX Bbl-
XvBaHve. Tpy OCTUXKEHUM COOTBETCTBUA MEX/Y HOBbIM OGHEMOM
N CHWXEHHbIM YPOBHEM CHaGXeHWsl, MUTaHUs UAM TPOMYEeCKoi
i rumMynaupm hopmMmnpyeTcs HOBOe AUMHaMUYECKOe paBHoBecue. He-
CMOTPS Ha CU/IbHOE CHUXKEHUWE (YHKLMUN aTPO(UUHBIX KNeToK, noc-
NefHVe He normbatoT. Te e CUrHasbl, KOTOpPble BbI3bIBAIOT aTpo-
(1o, MOryT MHAYLMPOBATb anonTo3. 3To ewle 605ee Crnoco6CTByeT
rnoTepe mMacchl opraHa. Tak, MMEHHO anonTo3 CrnocoGCTBYET perpec-
| M S3HLOKPUHHBIX OPraHoB MOCie CHUXEHWS TOPMOHa/IbHOM PYHK-
UMM 1N CMOPLLMBAHUIO CEKPETOPHbLIX >KENEe3NUCTbIX CTPYKTYp noc/e
06CTPYKLMMN BbIBOAHBLIX MPOTOKOB.

lNpu aTpodhmn CoKpallaeTcs KOMMYECTBO CTPYKTYPHBLIX KOMMO-
HEHTOB K/NETKW. B Hel CTaHOBWTCA MeHbLUE MUTOXOHAPUA 1 MKO-
MM NUMEHTOB, CHMXXaeTcs 00beM 3HAOMIA3MaTUYecKon ceTu. Buo-
«MMUYECKME MeXaHM3Mbl, obecneunBatowme aTpodmio, pacLungpo-
BaHbl HEOCTATOYHO MOSIHO, HO M3BECTHO, YTO B HOPMa/IbHbLIX K/ET-
WK BO3HUKaET perynmpyemMoe paBHOBECKE MEXAY CUHTE30M 6GefikoB
N X paclienneHmeM. ATPO(UIO MOrYT BbI3BaTb WM YMEHbLUEHWE
*«T€3a, WM MNOBbLIWEHHbLIN YPOBeHb KaTabonuama (pasnodxeHus
WIOXHbIX Cy6CTaHUMiA Ha 6onee NPocTbIe), UAK TO 1 gpyroe. Mopo6-
Hblli 060pOT 6eNKOB CMOCOGHbI 0OECMeYNTh TakuMe FOPMOHbI, Kak
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WHCYNVH, TIFOKOKOPTUKOUAGI!, TMPEOUAHbIE TOPMOHbI, & TaKKe Mpo-
cTarfaHgvHbl. Tlpryem fgake He3HAUUTENBHOE YBENMYEHME pacLuen-
NEHUS, CYLLECTBYHOLLEe B TeYeHWe JOAroro BPeMEHW, MPUBOAWT K
atpoun. 3TO BMAHO Ha Mpumepe Mbiwl. B paciienneHwn 6enkos
B&KHYIO PO/b UIPalOT BHYTPUKIETOUHbIE HEIM30COMaIbHbIE MPOTe-
MHa3bl, Y4aCTBYIOT TaKxXe 6e/nky TennoBoro yaapa (YOUKBUTUH).

Bo MHOrMX cny4asx aTpogusi COMPOBOXAAETCA 3aMeTHbIM BO3-
pacTaHMEM KOMMYEecTBa ayTo(arMyeckKux BaKyOneh uanm ayTonm3o-
COM (ayToharms — camopaspyLUeHWe K/IEeTKU NU30CoMaNbHbIMU
thepmeHTamu). STV BaKyonu CBA3aHbl C MembpaHamn BHYTpW Kie-
TOK W COAepXaT (hparMeHTbl KNETOUYHbIX KOMMOHEHTOB: MWUTOXOHS-
PUiA, 3HAOMNA3MATNYECKOWA CeTU U Ap. YKa3aHHble (parMeHTbl Mpo-
xogﬂT pas/INyHbIE CTaguM paspyLUEHNs, U B HUX ayTO/M30COMbI OC-
BOOOXJAOT CBOW TUAPOAUTUYECKME CyOCTaHUMK. 3aTeM OCTaTKu
K/IETOUHBIX KOMMOHEHTOB MNepeBapuBaroTcs. AyTogarnyeckme Ba-
Kyonun MoryT (opmMmpoBaTbCs OYeHb ObICTPO. Hanpumep, npu akc-
MEePUMEHTa/IbHON OKK/O3MM BETBEW MOPTa/ibHOM BeHbl, MPUHOCS-
LMX KPOBb B JO/IbKU MEYEHW, OHU BO3HUKAKOT B rematouuTax B Te-
yeHne 5—10 MMH nocne MpeKpaLeHnsi BEHO3HOIO0 KPOBOTOKA.

HekoTopble KMETOYHbIE 0B/0OMKM, HaxXOAsLMecs BHYTPU ayTo-
NN30COM, He MOAJAITCS MepeBapuBaHUI0 U COXPaHSOTCS B KayecT-
BE OCTATOYHbIX TeJiell, CBOE0OPa3HbIX LMTOMNa3MaTUYECKMX CapKo-
tharo. MpUMepOM TakmMx OCTaTOYHbIX Tenew (CM. rnaey 2) cnyxar
rpaHynbl nunodycumHa. HakonuBwnch B 6O/LLLIOM KONYECTBE,
OHW MPUAAKT TKaHU KOPWUYHEBYIO OKpacKy. MaKpoCKONMUYecku u B
couyeTaHMM ¢ aTpodimein opraHa (cepaua Uan neyeHn) Npu Tak Hasbl-
BaeMOi 06LLei aTpodmmn, UM Kaxekeum (CM. rnaBy 7) 3TOT NpoLiecc
Ha3blBaeTca Gypoit aTpodmei.

ATpodms MOXeET NporpeccupoBaTth 40 TOro Npegena, npy KoTo-
POM MOBPEXAEHNE KNETKW MPUBOAUT K ee rmbenmn. Ecim cHabxeHune
KPOBbIO He afleKBaTHO YPOBHIO, MOAAEPXKMBAIOLLEMY XXU3Hb [OaKe
CW/bHO aTpO(IMPOBAHHBIX KIETOK, HAaCTynaeT MOBPeXAeHMWe, 3aTem
paspyLleHne KMeTKu, a NoToM 3amMelleHne 0CBO6OAMBLUErocs Mpo-
CTPaHCTBa COEAUHNTE/NLHOV MW YKNPOBOIA TKaHbHO.

MeTannasmsi — naTo/IorMyeckMin npoLecc, Npyu KOTOPOM OfHa
BMOJHe An(epeHLMpPOBaHHasA TKaHb 3aMeLLaeTcsl ApYroli BroHe
AnddepeHUMpoBaHHOW B npefenax 04HOro rmcTuoTuna: NMbo anu-
TeNMaNbHOTO, /MO0 MEe3eHXMMAa/IbHOr0 (HEPBHLIM W MbILLEYHbIM
TKaHM MeTan/jasus He CBOMCTBEHHA). TaKoe 3aMeLleHue HOcUT
afjanTaLyoHHbIA XapakTep. MOABMAIOLWIMIACA HOBbIA MOATMM 3MNuUTe-
NNA WM COEAUHMTENBHOW TKaHW MO CPABHEHWIO C MPEXHUM, HOp-
Ma/ibHbIM MOATUMOM Jlyullle NPUCNOCOGMEH K CMOXMBLUEMYCS He-
61aronpusTHOMY MUKPOOKPY>KEHWHO.

Han6onee pacnpocTpaHeHHOi (hOpMOii ajanTalMOHHON MeTa
Mnnasvmn siBNSETCA 3aMeLieHNe OHOC/IOWHOTO MPU3MATUYECKOTO WL
LUMIMHAPUYECKOTO 3MUTENIMS HA MHOTOC/OVHBIN NAOCKNIA 3NUTeNnii
MpyM KakOM-/IM60 XPOHMYECKOM pa3fpaKeHUW Wau BOCManeHUn
(pvc. 6.9). ITOT MpoLecc, Ha3blBaeMblii TakXKe 3nuaepMu3aLment,
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W 6.9. MnockokneTouHas MeTannasus sNUTENINA 6POHXOB NPU XPOHMUYEC-
KM 6poHxuTe (A), anugepmMmunsaums pecnupatopHoit BeicTunku (B).
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BCTpeYaeTcsa B BUAE OTAe/bHbIX O4aroB, pPeXe B BUAe Y4acTKOB B
OpoHXax y 3af4/bIX KYPUIbLUMKOB CUrapeT. AHANOrUuYHbIe 13MeHe-
HMS HAb/IOAAIOTCA NPU (IOPMMPOBAHUM KaMHel B BbIBOAHbIX MpPO-
TOKax C/IOHHbIX XXene3, MOMKeNyfOYHOW Xenesbl, a TakKe B XKenuy-
HbIX NyTaX. JeuunTt BUTaMnHa A B TKaHAX BbI3bIBAET annaepmMmsa-
LUMIO PEcrnMpaToOpHOro 3MUTEIMS U BbICTUKM MOYeBbIX NyTeld. B
nocnefHNX, 0COOEHHO B MOYEBOM My3bIpe, NIOCKOKNETOUYHAS MeTa-
nnasms ObIBAaeT U MPU XPOHMYECKOM BOCMaseHWn. Ecnmn oHa conpo
BOX/AETCS OpPOrOBEHWEM Ha Y4yaCTKe BHOBb CHOPMUPOBAHHOIO
MI0CKOr0 3NMTENNSA, TO BHELUHE 3TO BLITNAAUT B BUAe Oenbix 6s-
LUEK, OT KOTOPbIX BO3HUKIO Ha3BaHWe JIEAKOMIaKus.

Bo BCex MpU1BEAEHHbIX NpUMepax 601ee NPOUHbIKA 1 YCTORUMBBIN
MHOTOC/IO/HbIA NAOCKUIA 3MUTENINIA, KOHEYHO, fiydlle Npucrnocod
NEH K BbDKMBAHWIO, ke NpY BO3AEMCTBUN Ha HEro TBEpAbIMM Kam
HAMU. OfHAaKO MHOrMe eCTECTBEHHble KauyecTBa HOPManbHOW Bbl-
CTUIIKU (CEKpeLms Cnv3m, obecreveHne CKObXEHUS XEeUmM, MOYW,
repMeTMYHOCTb U Ap.) B 30HaX 3anuiepmMusauun yTpaumBaroTcs
Mo3Tomy B 6OMBLUMHCTBE C/lyyaeB Takas MeTaniasus COnpoBoXAa
eTCs JaNbHEMWNMMN OCNOXHEeHNsMK. Bonee TOro, ecnu o6CTosATeNb
CTBa, Npefpacnonaralolye K MeTannasum, CoOXpaHaKTesa, To ¢ Tede-
HWEM BPEMEHM OHW MOTYT MPMBECTU K MaUrHM3aumMm TkaHu. Cy-
LLECTBYIOT MHOXECTBO (DOPM paka C Npu3HaKamy MeTaniasuu
(NIOCKOK/ETOUHbIE KapLUHOMbI BPOHXa, MOYEBOKO My3bIps, MOOY-
HOIA >xenesbl 1 4p.). [1o HaCTOALLEro BPEMEHUN HET YeTKUX NpescTas
NEHWIA 0 TOM, KOrjia MPOMCX0AUT MeTannasus, —[o0 Havana KaHue
poreHesa (passmwm 3N10Ka4eCTBEHHO onyxonm) WM Ha Kakom-TO
ero arare.

HekoTopble uccnefoBaTeny 4ONYCKatoT BO3MOXHOCTb MeTa/l/a
3111 MHOTOC/IOHOTO MI0CKOrO 3NUTENNSA B OAAHOC/IOMHBIVA LMHE,
PUYECKUIA, AaXKe CEeKPeTUPYIOLNA MyLUHbI (Cn3b). Tak, Ha Briara
NLLHOWA MOPUMN LUeRAKU MaTKU CpPefn NOCKOKIETOYHON BbICTWN
K1 MOTYT MOSIBASTLCA OCTPOBKM OJHOC/IOAHOIO XeNe3ncToro anm
Tenus. 3TOT NPOLECC Ha3blBaeTCs MCEBA03PO3MEN LUK MaTKW,
WA 3HOOLEPBUKO30M (CM. rnasy 21). AHasOTU4HOE 3amellieHue
MOXET MPOUCXOAWUTb B BbLICTUIKE AWUCTa/IbHON TPETW MULLEBOI
npu peaokcHom 33oarnte — nuwesog bappetta (N.R.Barcti.
CM. rnasy 16).

CnoxHee npefAcTaBnseTca afjanTalMOHHBIA XapakTep MeTanna
3UN B Me3eHXUMasbHbIX TKaHAX. OMMcaHo, Kak K/eTKW BOJIOKU U
CTOW COeAMHUTENbHOW TKaHU NPU PasnnyHbIX NaToA0rMYecKnX npo
Lieccax (XpOHMYECKOe BOCNasieHUe, OMyXosn) TPaHCHOPMMPYHOTCS H
XOHAPOONACTbl MM 0CTe06MaCcTbl U NPOLYLMPYIOT XPALL, UAKU KOCMK,
TaMm, re B HOpPMe 3TOr0 He A0/MKHO 6bITb. Hanpumep, M3BecTHa o4m
rogas occugmkalus CTpOMbl MEPEXOAHO-KNETOUHOIO paka MOYEBO
ro nysblps UM XPOMOQOGHOT0 NMOYEUHO-KNETOUHOIO paka (CM. H
By 18). BLOMOrMYecKMn CMbICT TakOro M3MEHEHUS! HE BCerga siceH
O6paTtHoro mpotecca, T.e. Mepexofa Xpsia Wav KOCTW B BOJIOKHUC
TYIO CTPOMY, HUKTO He Habnogan.
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CuunTaeTcs, UTO B OCHOBE MeTannasuu NeXuT U3MeHeHue reHe-
TUYECKON nporpammbl AU GHEepeHUNPOBKM HA YPOBHE CTBOJOBbLIX
K/IETOK B aNUTENIUN N HeanDhepeHLUMPOBaHHbIX KETOK B COefu-
HUTENbHOW TKaHW. mMnynbcamu And NOLOGHbLIX U3MEHEHWIA MOryT
CNYXXWUTb pasfinyHble BUOXMMUYECKME CYOCTaHLUWKW, BUTAMWUHbI U
(hakTOpbl pocTa. Hanpumep, peTUHOWABI, MPOV3BOAHbLIE PETUHOEBOA
KMCNOTbl (BUTaMMH A) M3BECTHbI KaK PerynsTopbl pocta u gudide-
SCHUMPOBKM KNETOK, B YaCTHOCTU B X0fe aMbpuoreHesa. ®akTopsbl
MopdoreHesa KocTn (13 cemeiicTea T®Pp-1) Bbi3bIBAOT 0CCA/bHYHO
ANDPEPEHLMPOBKY (B HANPaB/IEHNI KOCTHOW TKaHN) Me3eHXUMaslb-
HbIX KNETOK in VvIivo 1 in vitro. OnpegeneHHble LUTOCTATUYECKNE
npenaparbl, UCNO/b3yeMble B OHKOJIOTMU, MNpepbiBaloT MeTUIMPOBa-
Hue AHK 1 MoryT TpaHcthopMUpoBaTh Me3eHXUMasIbHble KNeTKU U3
ogHoro Trna (prbpobnacTel) B Apyroi (XoHApouuThl). JansbHelwee
n3yyeHne QPYHKLMN reHoB TKaHEBOW CMELMPUYHOCTU 1 AnddepeH-
LIMPOBKN HECOMHEHHO MOMOXET pacLUM(POBKe TaKOro pacrnpocrpa-
HEHHOro NaTo/0rMyYecKoro U3MeHeHUs, Kak mMeTaniasus.



["naBa 7

onyxomnan

Onyxonn (HOBOOGpa3oBaHUs, Tymop, Heonnasma, 6nactoma) 3a
HUMaKT OfJHO U3 BaXKHEMLIMX MECT B MaTO/0rMmM YesioBeka. Exxerog-
Ho B CLUA oT 3/10KayecTBeHHbIX HOBOOOpA30BaHWiA normdaet
CBblILLIE MOMYMWUNNNOHA YenoBeKk (Tabn. 7.1). STo cocTaBnseT npu
MepHO 23 % OT BCEX C/lyyYaeB CMEPTW, BbI3BAHHON 60Me3HAMU
CxofHble nokasatenu nonyyeHsl B 1996—1997 rr. n B gpyrux BbICO-
KOpa3BUTbIX cTpaHax (B AHrMK ~ 25 %). X npeBbIWAalT TO/bKO
COOTBETCTBYHOLLME faHHbIE MO CEePAEYHO-COCYANCTON NaToNorunm.

Tab6nunuya 7.1. CMepTHOCTb OT 3/10KAYECTBEHHbIX OMyX0/eli pasHoW Jioka
nmnsaumm B CLUA B 1994 T.

My>KUnHbI
JNokanvsauys Clyyaes,

%
MpocTtarta 32
Jlerkue 16
Tonctas n npamas 12
KMLLIKa
MoueBoi TpakT 9
KpoBb 1 KpoBETBOP- 7
Hble TKaHu
Koxa 3
[MonocTb pTa 3
MogxenypoyHasn 2
xenesa
XKenygok 2
[opTaHb 15
Muuwesog —
["onoBHOM Mo3r —
MeyeHb 1 XenyHble
nyTu

13,5

Mpoyast noKanuzaums
1

k3
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Yucno CwmepT-
HOCTb

13
33
10

YKeHLWMHBbI
Yuncno
Jlokanusauys Cly4aes,

%
Mono4Has xenesa 32
Jlerkue 13
Tonctaa n npamas 13
KULLKa
MoueBoit TpakT 4
KpoBb 1 KpoBeTBOp- 6
Hble TKaHu
Koxa 3
lMonocTb pra 2
Mopxxenyno4vHas 2
xenesa
ANYHNKK 4
Lllelika maTKu 8
C0noBHOW MO3r —
MeyeHb 1 XenyHble —
InyTn
MNpoyasa nokanusauuna 13



[o HacTosllero BpeMeHW HET O6LLENPUHATOrO ornpeaeneHus
OMNyx0/neBoro npouecca. 310 M NOHATHO. OfgHOV—ABYMSA (hpasamu
KpaliHe TPpyAHO 0006LMTb CNOXHOCTb M MHOroo6pasue HoBOOGpa-
«<flaHWiA. lonroe Bpems Oblna NONynsapHOn opMyInpoBka GpuTaH-
| Koto natonora Pynepta Yunnuca (R.Willis): onyxonb — «HeHop-
MWTbHas Macca TKaHW, pOCT KOTOPOM Upe3MepeH U HEKOOPAMHMPO-
"||| MO OTHOLEHWIO K HOPMa/lbHbIM TKaHAM, W OH COXpaHAeTcs
MKUM M0C/e NpeKpawieHns 4eiiCTBMS CTUMYJIOB, BbI3BABLUMX €r0».
1<T0gHs 3TO OonpefeneHue ycrapeno. fanee Mbl YBUAUM, YTO OMy-
OWM. — 3TO He BCerja «HeHOpPMasibHas Macca TKaHW», pOCT ee He
*Mja «4pesmMepeH 1 HEKOOPAMHMPOBAH», N OH He BCErja COXpaHs-
1 W «M0CMe MpeKpaLleHns feicTBUA CTUMYSIOBY.

B HacToslLlee Bpems LienecoobpasHo NpUAEPXMBATLCA Crefyto-
YHIO ONpefeneHns: ornyxo/lb —3TO0 MaTOOrMYECKWIA NpoLIece, Npef-
T, T/IeHHbIM HOBOOOPA30BaHHOW TKaHbi0, B KOTOPO/ M3MEHEHUs reHe-
W'HrKOro annapaTa KNeTOK NPUBOAAT K HapyLLEHWIO perynaumm mx

Ta 1 AndepeHUMPOBKUA.

I 1. HomeHKnaTypa 1 Knaccugumkaymm

60oNbLWMHCTBE Ha3BaHW OMYXO0/ein B KAYECTBE KOPHS coBa (u-
NMpYET Ha3BaHMe OpraHa WUan TKaHu, K KOTOpoMy Ao6aBnseTcs cyd-
IMM «OMa». [prMepbl: renatoMa, MEHMHTMOMa, HEBPUHOMA, NMO-
*e (hbubpoMa U T.4. HO eCTb UCKNIOUEHMS, KacatoLLMecs 3/10Ka4ecT-
Miiux HOBOOOPa30BaHWIA: KapLUMHOMa — 3/10Ka4eCTBEHHAs OMyX0/lb
*UNTEINASIbHOM TKaHW, CapKoMa — 3/10Ka4yeCTBEHHas OnyXosb U3
* UMTENVANBHOW TKaHW. YacTo ynoTpe6/iseTca Takke TEPMUH «KaH-
P* He MMEIOLLMIA CTPOroli CBA3M C FMCTUOTUNNYECKUM UCTOYHUKOM
*IMKHOBEHMA N CYMMapHO 0603HauatoLLMiA BOOOLLE 3/10KaUYECTBEH-
onyXo/b. Ha 3TO HyXXHO 06paTUTb BHUMaHWe, Tak Kak NOHATUSA
Y'HUHOMa» U «KaHL,ep», HEeCyLLye pasHOe CMbIC/IOBOE COAEpKaHue,
I NOJATCS Ha PYCCKUIA A3bIK OfMHAKOBO: «paK».
Hambonee npocta v BMecTe C TEM BaXXHa BO MHOTMX OTHOLLEHU-
|[pnauumMoHHas Knaccudgmnkaunusa, B KOTOPOI Bce HOBOOOpPAa3oBa-
0 (|pynnupoBaHbl B [Ba Knacca B 3aBUCUMOCTM OT Xapaktepa
Il po6poKayecTBEHHbIE W 3/10KAYECTBEHHbIE onyxonu (Tabs.
| BaxHellume OTMUMA cocToaT B cnegytowem. [obpokavecT-
B OfyXx0AM pacTyT 3KCMAaHCMBHO, Te. pacluMpsach B pasHble
JMiHbI, pa3gBuUras M HepefKO CLABMMBAS OKPY>KatoLiMe TKaHW.
*M MK MNpaBW/o0, YeTKO OTFPaHMYEHbl OT OKPY)XXarLWWX TKaHel U
* | MeTb (hMBPO3HYIO Kancyny. B nonbix v TpybuaTbiX opraHax
1M | TOXXe OTrpaHuyeH N UMeeT SK30(MTHbIA XapakTep: Hanpas-
Nu|tocBeT opraHa (puc. 7.1). Temn pocta NoYTW BCerga MeaneH-
MrTacTasbl, T.e. JOUYepHME ONyXOJEBbIE Y3/bl, BOSHMKAIOLLME
* >MbOMM OMYXONIEBBIMU K/IETKAMW, He CBOWCTBEHHbI [O6PO-
* M/ HHbIM HOBOOOpa3oBaHMAM. [na J0O6POKAYECTBEHHbLIX OMy-
| | |paKTEpeH TKaHeBOW aTUMWU3M — «HOBbIA Neli3ak» TKaHU
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Ta6nuya 7.2. OTMumMa fO6POKAUECTBEHHBIX OT 3/10KAYECTBEHHBIX HOBO

00pasoBaHuii

Mpu3Haku
oryxonu

XapakTep pocTa:
— B M/I0THbIX TKaHAX.

[o6poKayecTBeHHbIE
onyxonu

JKcnaHcKBHbIN.  [pa-
HULA C Hen3MeHeHHo
TKaHblO YeTKas; OKpy-
XaLwasn TKaHb MOXET

3n10KaY4ecTBEHHbIC
onyxonu

MHBa3uBHbIA  (MHDUNBLTPU-
pylowunid). paHnua ¢ Heus-
MEHEeHHOW TKaHbl0 Hconpepc-
NeHHas, TKaHb MOXeT ObITb|

6bITb CcaBeHa paspyLueHa

OHAOUTHBLIA  (HanpaBneH j
HbIi B TOJILLY CTEHKM opraHa |
1 3a npegenbl CTeHKK). YacTo

— B Tpy6uaTbIX 1 No-
NbIX opraHax

OK30(hMTHBbI
(HanpaBneHHbIN
B NPOCBET OpraHa)

BCTpeyaeTcs A3BEHHO-UH-
(hMNbTPaTUBHBIWA pocT
Temn pocTa MeganeHHbI BbICTpbIl
MeTacTasbl OTcyTcTBYIOT YacTo passuBaloTca
fmcTonormnyeckuc
NpU3HaKu:
— TKaHeBasi aTunus, MmeeTcsa VmeeTcsa
—CTerneHb rucTono- Bbicokas, 4acTo cooT- PasnnuyHas
rnyeckon gudde- BETCTBYET HOpMe /
PeHLNPOBKN,
— K/IeTOYHble aTunu3M OTCYTCTBYIOT MpefcTaBneHbl B TOW  wwm

1 NoAMMopHhr3m WHOWN CTeneHm

(nneomopusm),

— NoBbILUEHHaA
MUTOTUYECKaA
AKTUBHOCTb K/NETOK,

— Ha/sin4vme 30H
HEeKpo3a

O6bI4HO OTCYTCTBYET — YacTo nmeeTcs

Kak npaBusio, 0TcyTCT-
ByIOT

Hepeako BCTpeyaloTcst

(puc. 7.2, 7.3, 7.4), BblpaXaloLLUMIACA B U3MEHEHUUN MPOCTPAHCTBEH
HbIX U KOMMYECTBEHHbLIX B3aVMOOTHOLLEHWA KOMMOHEHTOB TKaHU
CTPOMbI, COCYAO0B U NapeHXUMbl. B T0 e BpeMsi caMmu KNeTKu, oop*
3YIOLIME «HOBBIA Mei3aX», COXPaHAT MOYTU HOPMa/bHbIV (eHe»
™n. [py rMcToNnorMyeckoM WCCNeA0oBaHUM MX YacTo TPYAHO OT/M
YUTb OT HOPMaSbHbIX. OAHAKO C MOMOLLLHD TOYHbLIX METOAOB, HA
npvMep Npu aHanuse KapuoTuna (XPOMOCOMHbIA Habop), yagetcs
BbISIBUTb OT/INYMS. MUTOTUYECKAS aKTUBHOCTb K/IETOK PELKO BbIXO
OWT 3a npegenbl HOPMbI.

"NaBHOE OT/IMYME 3/TI0KAYECTBEHHbIX OMyXO/eld BbIPAXKAETCA B HH
Ba3MBHOM XapakTepe pocTa (CM. Tabs. 7.23/?< MHBasns (MHUNLTPa
uns) — npopacTaHe OKPYXaloLmX TKaHel C Mocrnefylowym
paspyLleHnem. MNpopacTaeT He0bA3aTeNbHO Lie/blil NePBUYHBIA OH»
XONeBbIli y3en. B KakOM-TO y4yaCTKe Yy3na OTHAeNbHble dhparmeHT
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ik 7.1. >KenesucTbliA nonun (ageHoma) TONCTOW Kuwku (npenapart
1 1l lonoBuHa).

I I WHTpamypanbHas ¢gubpommnomMma mMaTku.



Puc. 7.4. NNeiiomroma Xenyaka.
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I'v< 7.5. Pak nuwesoga. Havyano nHeasunu.

MLYXO/EBO TKaHW, KOTOPbIE B XO4e PasBMTUA MpoLiecca M30amnpo-
Ba/IMCb W CTa/IN PacTV aBTOHOMHO, TAKXXe MOryT npopactaTb B OKpY-
*Towme TKaHu (puc. 7.5). MoaTomMy onpefennTb FpaHnLbl 310Kaqe-
" IBEHHOI ONyX0NM MO BHELUHEMY KOHTYPY 4acTO ObiBaeT HeBO3-
MOXHO. B nonbix 1 TpybuaTbiX OpraHax WHBa3WBHbIA POCT MMeeT
HLLOQUTHBINA XapakTep, T.e. Hanpas/ieH B TOJLLY CTEHKW, XOTA B Te-
YeHVe Kakoro-to BpemMeHM 60/bLUas YaCTb OMyXO/M MOXET TakXke
BbICTYNaTb B MPOCBET OpraHa. B 3anyLUeHHbIX Cnyyasx BecbMa pac-
njtocTpaHeHa A3BEHHO-UHPUAbLTPaTUBHAA (opmMa pocTa. Temn
|MuTa y 60NbLIMHCTBA 3/10Ka4YECTBEHHLIX HOBOOOPA30BaHWUIA BLICOK.
*>H/A 4acTo MeTacTasupytoT. Becb nepuos KIMHWYECKOro Habnwoge-
HMS OT MOMeHTa NOCTaHOBKM AMarHo3sa o CMepTu 60/IbHOr0 MOXET
MPOJO/MKATLCA HECKONBbKO MeCALEB, a MHOTAa AJIMTCH MHOTUE rofpl.
3N10Ka4eCcTBEHHbIM HOBOO6PA30BaHWAM TakXKe MPUCYLL, BblpaXeH-
Hbl1 TKAHEBbLIN aTunm3m. Ho YM CBOMCTBEHHbI eLLle aTUNKU3M 1 NoMun-
re.|>W3M 0nyXoneBbIX KETOK, T €. Pa3/fiMuHble UX CTPYKTYPHO-(PYHK-
NHill/IbHbIE BapUaHTbl, a TakXKe pasHble PacrofioXeHue (OpueHTa-
MUM), BENMYMHA, (hopMa M MHTEHCMBHOCTb OKpacku. Kak npaswso,
MV TIPU3HaKK OLLEHMBAIOTCA MO U3MEHEHWUIO AEP OMyXO/eBbIX Kile-
MPX, MO3TOMY 4acTO UCMOSMb3YKTCA Takne TEPMUHDBI, KaK YKPYMHEH-
Hble, TMNEPXPOMHble Aapa (C 60/Mblueli MHTEHCUBHOCTLIO OKPACKM)
hi nieoMopdHble aapa (TO Xe, YTO NONUMOPRHbLIE, T.e. pasHble Mo
ynumHe, hopme W1 CTENeHN OKpacku). Hanpumep, HopmanbHOe Co-
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Puc. 7.6. Pak nuwieBoga. Pa3BUT MHBa3MBHbI npouecc. BbipaxeH TKaHeBbIl
N KNeToYHbIli aTunusm (npenapat A4.M.F0onoBUHA).

OTHOLLEHME 0OBEMOB fijpa W LWTOM/a3Mbl, B HOPME paBHOe 1:4 win
fake 1:6, LOCTUraeT B HEKOTOPbIX OMyXO/MeEBbIX KNeTKax 1:2 nnm faxr
11 (puc. 7.6). Mpy 3TOM CXOAHbIE M3MEHEHWS HabNHOLAOTCA U B 57
PbILIKaX, B pa3Mepax, KO/IMYECTBe, KOTOPbIE MOTYT YBENMYMBATLCS, a
TaKkKe 0BHapy»XMBaTb CKJIOHHOCTb K FMMepxXpoMaTosy. YacTeiMu npu
3HaKaMK 3/10Ka4eCTBEHHON KNETOYHOM NOMyNALMM SBASKOTCS €ee Mo
BbILLEHHAs MUTOTUYECKas aKTUBHOCTb U Ha/IMuMe 30H HeKpo3a.

Bce HOBOOOpa3oBaHus, U AOOPOKAYECTBEHHbIE, W 3/10KAYECTBEH
Hble, COCTOST M3 ABYX YacTeil: CTPOMbl U MapeHxuMbl. Kak 1 B HOp
MaJibHbIX OpraHax, CTpoMa —3T0 B OCHOBHOM OMopHas (hnbpoBacky
NApHasa TKaHb, NapeHX1Ma —a3To «MPOMUIbHAS» TKaHb, HECYLLAs XTI
npu3Hakn eHoTuna. Mog PeHOTMNOM MOHUMAOT COBOKYMHOCTb W
TOMbKO MOP(OPYHKLMOHAMBHBIX, HO 1 APYTVX MPWU3HAKOB Creumai
3auumM unn, nydlle ckasatb, guddepeHumpoBku (rnasa 6). Mommmo
06LLEN3BECTHBIX YETHIPEX NaBHbIX TKAHEBLIX TUMOB — AMUTENNN 1
HOr0, MEe3eHXMMa/bHOr0, MbILEYHOro (CKENeTHas MyCKy/natypa) W
HEPBHOr0, MapeHX1Ma OMyxXonuM MOXET C/lefjoBaThb /I060MY Harpas/to
HUIO BHYTPUTWUNOBONA AU DEPeHLMPOBKIX, KOTOPOe BCTpeYaeTcs »
HOpMe, HarnpyMep MA0CKOK/IETOUHOMY, XENe3UCTOMY WU/ XUPOBOMY
XpsLLEBOMY 1 ap. BecbMa BaKHO pasnnyaTb HOBOOOGpPa3oBaHWs M
TO/LKO MO FMCTUOTUMNY NapeHXWUMbI, HO 1 MO BCEM MHOMOYMC/IEHHBIM
BHYTPUTUMNOBbLIM BapuaHTaM AvddhepeHLMPoBKY (Tabn. 7.3).
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Ta6nuuya 7.3. PasHOBMAHOCTY JO6POKAYECTBEHHbIX U 3/10KAYECTBEHHbIX
HOBOOOpPa3oBaHN

CTpoeHe napeHxmMbl

Onyxonu

[o6poKaYecTBeHHbIe
onyxonu

1 VI3 KNeToK 0HOro TKaHEeBOro Tuna

1

anuTennu

— MNOKPOBHbIE

2

e

n.

=

XKEenesncTble U
NMPOTOKOBbIE
no4vye4yHoOro Tuna
nevyeHOYHOro Tnna

MeseHxMManbHble
TKaHu

thnbposHasn
XnpoBas
XpsiLLeBas
KOCTHas
cocyaucTas
rnagkomblLLe 4yHas
KpOBb, KPOBETBOP-
Hble U Numdona-
Hble TKaHu

CKeneTHble MblLULbI

HelipoakTogep-
MasibHble TKaHU
LLIBAaHHOBCKME
KNeTKM

KNeTKM 060/104€eK
Mo3ra
MeflaHoLUTbI
HepBHbIE K/IETKM

Manunnoma

jAgeHoma, uucTageHoma

TybynsipHas afeHoma
AfleHoma

dunbpoma
Jlnnoma
XoHgpoma
OcTeoma
AHruoma
Jleiiomnoma

Pa6gomunoma

Helipombpoma, HeB-
prvHOMa(LBaHHOMA)
MeHuHrnoma

Hesyc
["faHrnvoHespoma

M3 KNETOK 60/IEe YEM OHOTO THMa TKaHM

anuTennanbHble U
Me3eHXMa/lbHble
KNETKN

(MpogblweBble ©
*M6pPUOHasbHbIe
KNeTKN

MnaueHTa

MonumopgHaa (nneo-
MophHas) afeHoMa
WM CMellaHHas ony-
XO0/1b C/TOHHOW Xenesbl
dunnongHas  (nmcTo-
BMAHasA) afieHoMa Mo-
NIOYHOI Xenesbl

TepaTtoma

My3bIpHbIA 3aHOC

3/10Ka4eCTBEHHbIE
onyxonu

KapurHoMbl pasHbiX BULOB
AfeHoKapLuvHoMa

MoYeyYHO-KNeTOUHBIN paK
[enaTouennoNapHbIi pak

dubpocapkoma
Jlnnocapkoma
XoHfpocapkoma
OcTeocapkoma
AHrvocapkoma
JNcliommnocapkoma
Nelikemun (nelikosbl) 1 3/10-
KayeCTBEHHbIe TUM{OMbI

Pa6gommocapkoma
Heilipotubpocapkoma, 3/0-
KayecTBeHHas LUBaHHOMa
310KayecTBeHHas MEeHUH-
rmoma

310Ka4ecTBeHHasA MenaHoma
Helipo6bnactoma, Megynno-

6nactoma, peTuHobnacToma

3n0KayecTBeHHaa CMeLllaH-
Haa onyxosib C/IOHHOM Xe-
nesbl

KapuuHocapkomMa MO0YHO
Xenesbl

3noKayecTBeHHasa TepaToma
[vcrepMmHoMa AMYHNKOB
CemMmnHOMa AnYeK

XopuoKapuy Homa
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OT/MUMTb MapeHXMMy OT CTPOMbI MO MUKPOCKOMOM B TeX HO
BO06GPa30BaHMAX, B KOTOPbIX OHa COXpaHsieT CMOCO6HOCTb hopm K
pOBaTb YETKO OrpaHWYeHHble KOMMEKChbl (MacTbl 3NUTENNS, KOM-
NNEKChI XXMPOBbLIX UM KOCTHLIX CTPYKTYP), HeTpyAHO. CnoxHee 06
CTOWUT Aeno ¢ MOpPO3HbIMU, (HMBPOBACKYNAPHLIMK, HepPOohunbpPo i
HbIMU, (hMBPO3HO-XKMPOBLIMI U (NBPONENOMMO3HBIMK (M C coean
HUTE/IbHOTKAHHbIM, W N3 KOMbILIEYHbIM KOMMOHEHTaMW) OMyxo
NAMKU, B KOTOPbIX MPU 0ObIYHBLIX FUCTOIOMMYECKUX OKpacKax paso
6patbcs, rae napeHxuma, a rge cTpoma, TpyAHo. Ho aTo MOXHO efe
NaTb MPU UCMOMb30BaHUM [OMNOMHUTE/bHBLIX METOLOB WCCefoHa
HWSA: OKPAcOK, 3MIEKTUBHO BbISIBASIOWMX TOT WM WHOM W3 yKasaH
HbIX KOMMOHEHTOB, pa3HbIX cnocoboB okpackn n nogcyetra AHK, H
TakXKe BbISBIEHUS MMMYHOMMCTOXMMUYECKUX MapkepoB (rnasa |)
Hy>HO MMeTb B BMAY W TO, YTO WHOTAA B OMyXO/1eBOI MapeHXmmMe
npoucxoaut Metannaus. Hambonee yactble npuvMepbl: MAOCKOKAT
TOUHbIA pak GPOHXa, MAIOCKOKMIETOUHbIA paK UM afeHOKapLyHOM.!
MOYEBOro Mys3blps. MeHee yacTble MPUMEPbI: OYAXKKN XPSILLEBON U
[@Ke KOCTHON TKaHW B NeiiOMMOCapKOMax (3/10Ka4eCTBEHHbIX Ouy
XONSIX U3 TNafKoi MycKynatypbl). TakuM 06pas3om, MO CTPOeHWUW'
napeHX1Mbl OMyXONWN pacrno3HaTb TKaHEBOW WCTOYHMK ee BO3HIO
HOBEHWS BO3MOXHO He BO BCEX C/lyyasx. ITO 0CO6EHHO BaXKHO B CU
Tyaumsx, Korga natosioroaHaToM pacrnofaraeT Aub TKaHbH MChbl
CTa30B, a NEePBUYHbLIA ONYyXO/EBbIV y3en HeLOCTYMEH ANS U3yyYeHUu
[ia 1 noKanusawums ero MoXeT 6bITb HEM3BECTHA.

HecmoTpa Ha runepnniasunilo, KNeTku napeHXumbl obpokayen
BEHHbIX OMyX0fieil COXPaHAT MOYTM HOPMaSbHbIA  (heHOTUN, K
YacTHOCTV MPU3HAKM 0BbIYHOW 418 [AHHOW TKaHM TMCTOMOTUYO
Ko andhepeHUMpoBkn. OHAKO MOCNEeAHAS MEHSETCS Npu 3/10M
YeCTBEHHOM pocTe. B 3ToW CBfI3WM 4pe3BbIYAHO pacnpocTpaHeH™*
rMCTONOrMYecKasn rpajaums 310KkayeCTBeHHbIX HOBOOOPA30BaHWIA b
cTeneHn AndhepeHLNPOBKN MapeHXUMBbI. Bblp,eﬂﬂlOT 3 BapmaHTa M
COKO-, YMEPEHHO- U HU3KoaughepeHUMpPoBaHHbIE onyxonun. [pun
nepsom n3 HUX (cteneHs G,) mapeHxmma HOBOOOpa3oBaHWUA CTom!
GNKe BCET0 K KaKOi-Nn6o HopMasbHOW MapeHXume. KnetouHblii
aTMnu3M 1 NONUMOPMU3M B HEW, KaK NPaBU/o, BbIPaXKEHbI Cf1
CK/IOHHOCTb K POCTY, MHBa3UM M METacTasvpoBaHUIO TOXe He |
BUTa. Bce 3To XapakTepusyeT 60siee 6/1aronosnyyHble BapuaHTbl ©
YeHUsi oMyxonesoro npouecca. ViHoe geno — HuskoangdepcT
poBaHHble BapuaHTbl (cTeneHb G3J. Bce ykasaHHble Mapamu i
30eCb CU/IbHO BbIPAXEHbI, & YPOBEHb MX 3/10KAYECTBEHHOCTU 3LLH
TeNbHO Bbile. [POMEXYTOUYHOE MOMOXKEHWNE MEXIY 3TUMU JHY
BapMaHTaMmM 3aHUMaloT yMepeHHoAn(hepeHLMPOBaHHbIE (opM
(cTeneHb G,). TunuposaTb OMYXOAW MO CTEMNEHWU TUCTONOTNYEr »
anddepeHUNPOBKY Henerko. UeTKUX KOMMYECTBEHHBIX KpUM-
L1 TaKOro pasfeneHus HeT, HO ANS pasHbIX HOBOOOPa3oBaHWiA
LLLeCTBYOT COOTBETCTBYIOLLME PEKOMEHALNN.

Mpy OMarHOCTMKE 3M10KAYECTBEHHBLIX OMYXO/ei KpaiHe Ho»
OLEHWTb CTaAMIO UX MHBA3MU. [INs 3TOro B HaCTOALLee BpeMs Uil
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I'm 7.7. KapuuHoma in situ Koxu.

BNYHOTCA KnaccuukaLneid, oTpakaroLlelid CTagmm NpopacTaHns
p« MPOCTPaHEHM NPOLECCca 1 NoyumBLLIEN Ha3BaHMe staging system
INM B atoin cucteme 6ykBoii T (tumor) 0603HauatoT MPOTSKEH-
....... MECTHOW MHBA3MM B 30He OCHOBHOMO OMYyXO0/EBOro y3na, OyK-
" 1n N (nodes) — BoBneyeHe B MeTacTaTUYECKUiA NMPOLECC Perno-
N >MbX nMMaTUyeckux y3nos, 6ykesoii M (metastases) — Hanunyue
* M30HHbIX remMaToreHHbIX MeTacTa30B.

CvmBON «Tx» MCMOML3YIOT B TEX CUTYaLUMsX, KOrga OMmyxo/b He

"n3py>kmBaeTcs, a «T» — Korga HeT MHBA3MBHOIO POCTa, HO Ony-
«n, ectb. O603HaueHne T,S NPUMEHSIOT TONbKO AN CBOE06Pa3HOiA

hi ||>nanuTennansHoli HopMbl paka — KapuuHOMbI in Situ, T.e.

|l «Ha MecTe», B TOMLWe anuTenusi, 6e3 npopactaHusa 4epes ba-

*UMyI0 MeMbpaHy. VHbIMW COBamMu, HECMOTPS Ha BblPaXKEeHHbI

MUbarnnuam n nonMmMopgnam, yTpary nofsspHoOro pacnosno-

* "M LUNTEIMOLMUTOB, KapLMHOMa in Situ HE UMEET H1 CPOPMMPO-
« "iNNo ONyx0neBoro y3na, HW rNaBHOro Mpu3Haka 3/10KayecTBeH-
in  nHBa3um (puc. 7.7). CumTaeTcs, YTO OHa MOXKET BO3HUK-

* .... Novo, T.e. cpa3y Kak TakoBas, B 3NUTENIMM NOKPOBHOIO UIn
« W MM TOr0 TUMa, O4HAKO el MOXeT MpefLlecTBOBaTb runepnna-
| | wmtenms. MocnefHne rodbl yatle UCMOb3YHOT TEPMUH «BHYT-
LLki>manibHas onyxosb» (qHanpmwlep, CIN — cervical intraepi-

' inti neoplasia AnA BbICTU/IKN BRara/IMLHOM MOPLUN LLEAKW MaT-
nm PIN — prostatic intraepithelial neoplasia — ana >xenes
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npocTatbl). 3Ta (Popma, OTHOCKMMas K paHHEMY paKy, BCTpeqaeTcs
BO MHOIMX OpraHax.

UTo KacaeTcs UnppoBoi MHAeKcaLMK Byksbl T, 03HavatoLel Ty
WN VHYHO CTaguto (YpoBeHb) MHBA3WMW, TO OHa MMEET OT/IMYMS, CNC
UMMYHbIE AN pasHbIX OpraHoB. B TpyGuaTbiXx M MOMbIX OpraHax
3HA4YKOM T, YacTO MapKUPYIOT UHBA3MIO B TOJILLY CM3UCTOM 0607104
KV 1 NOLCAM3NCTOrO €os, T2 3— MHBa3No Yepe3 MblLeyHble Cou,
T4 — npopacTaHue yepe3 CTEHKY opraHa. Heckonbko MHas MHAeKca
ums npuHsTac 6yksamm N n M: NO—HeT MeTacTa3oB B permoHasb
HbIX MMMGaTUyeckmx y3nax, N2unu N3—o6HapyxvBatoTcs ABa Wi
TPU NUMGOreHHbIX MeTacTasa; MO — HeT remaToreHHbIX MeTacTa
308, M|®) nam M) — ogmMH meTacTas B MevyeHn wnm gga B na
Kux, a MIAed), JT) —04HOBPEMEHHO: OAMH MeTacTas B MeYeHN 1 gHa
B nerkmx. OcobeHHocTn Knaccugukaumm TNM B 3aBUCMMOCTU GV
OpraHHOM NoKanusauuy onyxonein npuvBefeHbl B rnasax 2-ro toma
yuyebHMKa.

7.2. CTpoeHne onyxonei

I. SnuTennanbHble HOBOOGPA3OBaHMS. Bblgenatot 2 rpynrosble
Mpr3HaKa 3TUX OMyXOfei: Haimune B GOMbLUMHCTBE U3 HWMX YETKOM
rpaHuLbl Mexay Komnaekcamu (nnactaMmu) napeHXuMbl U CTPOMON,
a TaKXKe BO3MOXHOCTb 03/10Ka4eCcTBNeHMS (MaIUrHU3aLmMm) MHorue
[06pOKaYeCTBEHHbIX 3MUTEIMOM.

[Job6pokayecTBeHHbIE aNUTENMOMBIL. ONyX0nu, pPa3BrBaOLLMECS U »
MOKPOBHOIO 3MMTENNS, Ha3bIBAIOT NarwvioMamm (CM. Tabn. 7.3). OHu
BO3HMKAKOT Ha KOXe, B BbICTW/IKAX MOYEBbIX W AbIXaTebHbIX MyTei
nonocT! pTa, NULLEBOAa, Bnaraivwa. [ns HUX XapakTepHa Creayto
Las r1cToNnornyecKas Tpuaga: COCOYKOBOE CTPOEHME, T.€. B KaXIOM
COCOYKE, MOKPLITOM TUMNepniasupoBaHHbIM  3NUTENNEM, MMEeHY
CTPOMasIbHbI (hMOPOBACKYISPHBIA CTepXeHb (puc. 7.8), M3BLITOuHaS
(YHKUMA 3NUTENNS BOPCWH, HanpuMep rvnepkepaTos B Manusiomae
KOXM (puc. 7.9), NOrpy>KHOM 3KCMaHCKBHbI COCOYKOBbLIA POCT H Hk
HOBaHWW OMyX0/n, HaNpPUMeP akaHTo3 B NanuIIoMax KoXWu.

HoBoobpa3oBaHus, pa3BMBatOLLMECA U3 XKENE3UCTOro 3MUTeumn
Ha3blBalOT aaeHoMamy. OHW BO3HUKAKOT B OpraHax, napeHxuma Ko
TOPbIX Le/IMKOM MOCTPOEHA U3 anuUTeNus (neyveHb, MOYKKU, pasmy
Hble Yene3ncTble OpraHbl), a TakXke B TeX Tpy6UaTbIX U NOMbIX Opi a
Hax, cnmsncTas 060/104Ka KOTOPbIX COAEPXMT MHOXECTBO Me/M
xenes. Mpn 3K30UTHOM TWMNe PocTa, HanpMMep B TONCTON KULLI*H,
Takme OrnyxoaM 0ObIYHO Ha3bIBAKOT >KENMEUCTbIMMA MOMMamMm ())M
puc. 7.1, puc. 7.10). TUNUYHBIA aeHOMATO3HbIA NOANUM PaCcTeT Wr -
BUde KYCTa, KakK manuinoma, a MMeeT nasbLeBUAHYIO (DopMy o<
BcTpeyaloTcs Takke BeTBUCTbIE, WM BUJ/E3HblE (BOPCUHYArM»)
nonunbl. OT nNanuanoM WX OTAUYAeT Haluyve B CTPOMaSIbIHK
CTEPXKHAX BOPCUH MHOFOUMC/IEHHbIX YKENe3nCTbIX KOMMN/IeKcoB J1iw
HOMbI APYTMX 0Kan3aLnii TakxKe NMEHT pasHoe CTpoeHne. B wm
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7.8. TlepexoAHO-KNeTOYHaA nanuniomMma ypeTpsbl.

‘'Y T1NOCKOKNETOYHAaaA nanmnnomMa KoxXwu.
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Puc. 7.10. AfgeHoma (Kene3ncTblid NOUM) TONCTOM KULIKMW.

CUMOCTU OT KOH(Mrypaumm u pasmMepoB KOHLEBbIX KeNe3nCTbIX
TPy6OK, COCTaBMSIOLWMX MapeHXUMy HOBOOOGpa3oBaHWA, pasnnyato!
cliefytolme rucTonormyeckue pasHoOBUAHOCTM afieHOM: afibBeossp
HYI, KUCTO3HYH (MM UWCTafeHOMY), TyOynsipHyto, Tpabekynup
HY10. B HEKOTOPbIX FOPMOHMPOAYLIMPYIOLLMX OpraHax, Hanpumep
MOJIOYHON Kenese, BCTPEYaloTCs afjeHOMbl C CU/IbHbIM Pa3BUTMEM
CTpoMbl. Takune BapuaHTbl HasblBatoT (hnmbpoageHomamu (puc. 7.11)
B napeHxvMe nanuianoMm W afieHOM MOryT 0GHapy>XuBaTb U
yyacTku gucnnasvy. Cam 3TOT TEPMUH B OGUONOTMM U MeauLMHe
HECeT pa3Hyt0 CMbICNIOBYHO Harpysky. Ho B OHKONOrMu 1 OHKOMOP
thonorm MM 0603HAYaKOT HEPEe3KO BbIPAKEHHbIE BHYTPUANUTCN
a/lbHble HapyLlUeHWs AUepeHUPOBKA, He AOCTUTAOLME YPOHM .
KapuuHomsbl in situ. Mpu cnabo BbIPAXKEHHOW AMCNAA3UKN TVIOCKA™
NN LUAUHAPUYECKMNE, OBabHble WM KYBUYeCKue SNUTENUOLM i
(B 3aBUCUMOCTY OT TUMA BbICTUKN) HAYMHAIOT TEPATH CBOK MOMMP
HYH0 OpPVEHTALMIO B aPXUTEKTOHMKE MOKPOBHOMO MacTa. Y HUX M
MeyatoTCA NPU3HAKN KNETOYHOrO atunu3ma u nonumopgusma M
psAY C 3TUM YacTO OTMeYaeTCst runepnaasus. B MHOMOCIOMHbIX v
CTUIKaxX AMCNNa3nsa HauYMHaeTCs B 6asasibHbIX OTAEeMax ¥ CONpPoBOAM
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"«MU WNCYE3HOBEHMEM TpPaHWLbl MeXay 3TUMKU OTAefaMu U Mpo-

*YTOYHON 30HOW. B OAHOCNOWHBLIX 3NUTENNAX Xenes, Hanpumep
*'®iNn CAU3NCTON 060M0YKM MNULLEBAPUTENBHOINO TPakKTa, 4acTo
"MrOT MEeCTO 3/10HTraums (Y4MHEHWE) ffep KNeTOK M o4aroBas ru-
<> puniasva MocnesHnX, MpyBo FILL&&FI K MHOTOpsiIHO-MHOFOC/TOMHO-
My <|POEHMIO BbICTU/IKK g)mc. 12 n 7.13).

Mpyi CUNTBHO BbIPAXKEHHOWM AMCMNA3MN U3MEHEHWUS HAaMOMUHAOT
EPUUHOMY in Situ. MHOrOCNOMHBIA 3NUTEIMIA NanuaaoM TepsieT
«LIMMbHOE CTpoeHMe. llocnepoBaTensHoe cospeBaHue (AudihepeH-
*LLIPOMKa) MefKnxX 1 6a3oubHbIX, BEPTUKANIbHO OPUEHTUPOBAHHbIX
....... X 6a3aibHOro cnos, uayllee B HanpasfeHUW NAOCKUX 3NUTe-
.... KUTOB NOBEPXHOCTHBIX C/I0EB, HAPYLLIAETCSH, M 3TW 6a30(hUbHbIE

" MWTbI NonagalTca B 60/1ee NOBEPXHOCTHLIX 30HaX BbICTUMKM.
se«<ypbl MUTO30B, MU3pefKa BCTpevatoLlyecs B 6asanbHOM cnoe na-
« <him, OTMEYalTCA B MPOMEXYTOUHbIX W [aXe MOBEPXHOCTHbIX
"'H4  Kene3ncTbiX CTPYKTypax afleHOM MO Mepe nporpeccupoBsa-
"4 MHUNA3UM NPOUCXOAUT paspacTaHue XKenes, B KOTOPbIX Hapagy

... MUMBAIOLLMMCA KNIETOYHBIM aTUMMU3MOM U NOAUMOPHU3IMOM

| ....4cupyeT ypoBeHb CTpaTUMKaLuum (HanaacToBaHUs) BbICTUN-

"' npespaLLeHns ee B MHOTOPALHO-MHOIOCNOMHbIA NNacT.

Knnasma BCTpeyaeTcs He TOMbKO B J0OPOKAYECTBEHHBIX aNUTe-
B MY. HO 1 de novo B 0ObIYHOM 3NUTENNW MPU XPOHUYECKUX NPO-

b |u INBHbIX N3MEHEHWSAX BOCMAINTENLHON UM AUCTOPMOHA/BHOM
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Puc. 7.12. AgeHoMa TONCTOM KULIKW.

Puc. 7.13. AfgeHoma TONCTON KULWKWU. Bonblloe yBenYeHe.
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Tuc. 7.14. Aucnnasvs anuTenus ry64yaToil 4acTu MYXCKOU ypeTpsbl

/1% Aucnnasva 3KTOUEpBUKCA — 3MNUTENUA BRaranur» Ho Yactu
»N n»n MaTKW.



npupodpl (puc. 7.14 n 7.15). YpoBeHb runepniasun anuTeiMouuToB
BapbMpYeT OT BbIPAKEHHOI0 j0 HYNEBOr0. 3TO HE 03HAYAET, YTO MUTO-
TUYeCKas aKTMBHOCTb KNEeTOK 06s3aTe/lbHO HaxoAuTcs B Mpefenax
HOPMbI. [1pOCTO MHTEHCUBHOCTb MOTEPU KIETOK (C/yLLMBaHUSA) W
CMEHbI KNIETOK MNPy AUCMNA3NK, KaK U NPy KapLMHOME In Situ, MOXeT
ObITb BECbMA BbICOKOI 1 Kak Gbl MacKupytoLlein runepnnasnto. Cnabo
N YMEPEHHO BbIPOKEHHYIO AMCMNNA3UI0 HEKOTOPbIE MATO/0roaHaTOMb!
OTHOCAT K (haKy/IbTaTUBHOMY Mpeapaky, T.e. NPOLecCy ¢ Heobs3aTe lb-
HOM flanbHelLen Manurimsaunen. CUnbHO BbIPXKEHHYHO AMCMNA3NIO
TPaKTYHOT KakK 06MMraTHbIA npegpak (paHo Uav MO34HO HENpPeMEHHO
nofgepratoLLmiica ManurHmsaumm). Bonpoc oCTaeTcs AUCKYCCUOH-
HbIM, OHaKO 06paTUMBI XapakTep, KOTOPbIA NPUNUCHLIBAIOT AMUCN/a-
31K BONBLUMHCTBO OHKOMOPMO/OroB 1 3KCNePUMEHTATOPOB, OT/IMYa-
€T ee B MPUHLMNE OT KapLUHOMbI in situ.

3M0Ka4YeCTBEHHbIE aNUTeNVabHble ornyxonm (cMm. Tabn. 7.3). Cy-
LLECTBYIOT pas3/iMyHble KacCupukaumm n cUcTemMbl 0603HaYeHUs
KapLMHOM: @) Mo OpraHHOMY TUMy 3NUTENINS, U3 KOTOPOro OHU BO3-
HUKAIOT (MOYEYHO-KNETOUHbIA paK, renarokapLiMHOMa, MepexosHo-
KNEeTOUHbIN pak), 62 no Tuny andgepoHa, AaBLIEr0 Ha4ano omnyxo-
neBoin napeHxume (B- unn C-kneToyHas KapuuMHOMa LWUTOBWAHOW
Xenesbl), B) HE3aBUCKUMO OT TKAHEBOI0 MCTOYHMKA, NPOCTO MO ruC-
TO/IOTMYECKOMY CTPOEHMIO U YPOBHIO Pa3BMTUs NapeHxuMbl. OcTa-
HOBMMCS Ha MOC/iefiHel rpynne, B KOTOPYHO BXOAAT Haubosnee pac-
NPOCTPaHEHHbIE (YOPMbI: MIOCKOK/IETOUHbINA pak, afeHOKapLUMHOMa,
COMUAHBIN paK, CKAPP M aHaniacTuyeckas KapuuHoma.

1 MnockokneTO4HbIN pak Pa3BMUBAETCSA B TEX OpraHax, B KOTOPbIX B
HOPME €CTb MHOTOC/IO/HbIA NAOCKWA SNUTENUIA (BNaranmiiHas YacTb
LUEVKM MaTKI, KOXKa, NLLEBOA M AP.), M TaMm, Tfie 3TOr0 SMMUTE/NS HeT,
HO B XOfle ONyXO/IEBOr0 POCTa MOXET NPou3onTn Metannasus (6poH
XMW, MOYeBOM Ny3blpb). IpK BLICOKOW CTeneHn AMQQepeHLUpoBKU B
MHBA3MBHbLIX MflaCTax PakoBOM MNapeHXVMbl KNETOUHbIA aTUnu3m U’
NoONUMOPQU3M BbIpaXXeHbI ¢1abo. Bo MHOMMX U3 HUX NPOCEXMBAETCA
onpefe/nieHHas 30H&IbHOCTb CTPOEHWS, HanMoOMWHAIOLLAA C/IoU 3K
Jepmuca: 6asanbHbIiA, WMNOBATbINA, 3ePHUCTLIA 1 T.40. B LEHTpe Heko-
TOPbIX PaKOBbIX M/1IACTOB BCTPEUAIOTCS «KEMYYXXMHBI» — OKCUUIb
Hble MacCbl — KepaTormaiuHa, noay4qmBLLIve Takoe Ha3BaHWe 3a Mak-
POCKOMUYECKOE CXOACTBO C Xkemuyrom (puc. 7.16). Mpu HU3KoM cTe-
neHu AndhepeHLMPOBKY YPOBEHb K/IETOYHOIO aTUnu3ma 1 nomMop
(hbM3ma BbICOK, 30H&/IbHOE CTPOEHWE PaKOBbIX MNIACTOB MOYTU HC
BCTPEYAETCA, MEJIKME «KEMUY>KMHbI» nonagatoTcs peako (puc. 7.17).

2. AnieHoKapLyHoMa (KeNesncTbli pak) ToXe BO3HUKAET He TO/b-
KO TaM, rfe ecTb >KenesucTblii 3anuTenuin (B mpocTaTte, TOMCTON
KULLKe, >Keny,u,|<e) HO W TaM, rfie BO3MOXHa OMyXo/eBas MeTan/iasuu
(MoyeBbIBOAALLME MYTHW). I'Ip|/| BbICOKOI CTENeHU FUCTONOrMYecKoi
AN epeHUPOBKN  PaKoBbIA  anUTeNniA  (opMUPYET WHBA3UBHO
pacTyuie, pasBUTbIE >KeNesucTble CTPYKTYpbl. MHOrve Kietku
3TOr0 3MNWUTEeNusl, HECMOTPS Ha CNabo BbIPOKEHHbI aTUMU3M U
nofMMOPMU3M, HaNmOMWHAKOT CBOM HOPMa/bHbIE aHanoru, Hanpu
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Inc. 7.16. BbicokoauthdiepeHUMPOBaHHbIA MIOCKOKNETOYHBIA paK MULLIEBO-
[a ¢ oporoseHvem (nperiapat .M. onosrHa).

Mac. 7.17. HuskoamhhepeHUMPOBaHHDIA MIOCKOKNETOUHBIN PaK KOXW.
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Puc. 7.19. HuskoamhhepeHUMpoBaHHAs afjleHOKapLMHOMa MOYEBOro My3bIps
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nc. 7.20. HuskoaugdepeHymnpoBaHHasa cnmseobpasyowas ajeHOKapLUHO-
Ma TONICTON KULLKW.

Mep KaemuaTble 3HTEepPOLUTbl, BOKaNOBUAHbIE KETKU B afleHOKap-
LIMHOMe TONCTON KnWwkKM (puc. 7.18). B npocBeTe pakoBbIX XKefe3mnc-
TbiX CTPYKTYP HepesKo 0OHapy)XMBaeTCs COOTBETCTBYHOLUMIA CEKpe-
TOPHbIA NPOAYKT. [pW HWU3KOW CTeneHn JuddepeHLUPOBKN Xene-
3UCTble KOMM/EKChI MOTYT BbIFNS4eTh NO-pasHoMy. Ecnmn cekpenms
1HU3N He MPOUCXOANT, TO YBEIMUMBAIOTCA HE pasmepbl, a KOIMYecT-
MO 3TMX KOMI/IEKCOB B eAMHMLIE M3y4aemoi nniowaam (puc. 7.19).
YpoBeHb K/ETOYHOrO atunm3ma v noamMopgusma snuTennoLnToB
MbICOK. ECnin XKe (hYHKLMA dKeNesncTbiX CTPYKTYP pa3BuTa CUIILHO,
0 OHM MOTYT CM/IbHO PacLUMPATLCS W NEPENONHATLCA CM3bio. Bo3-
HUKaloT «o3epa cnm3m» (lakes of mucus). Takyto opMy HU3KOANUD-
(hepeHLMPOBaHHON afeHOKapLMHOMbI Ha3blBAOT CAM3UCTLIM, WK
KonnongHbIM, pakom (puc. 7.20). Hepefko Mo coceacTBy BCTpeya-
toTcA 6ecrnopsfoYHO PacrosfioXXeHHble PaKkoBble K/IETKM, 3arnosiHeH-
Hble C/IM3bI0, C A4POM, OTTECHEHHBLIM K Na3MoneMMe, Tak HasblBae-
Mble MEPCTHEBU[HbIE KETKW. BCTpeyaeTcs BapuaHT HU3KoAudpe-
11 TUPOBaH HOW afleHOKapLUHOMbI, B KOTOPOW «03epa C/n3n» OT-
| yTCTBYIOT, HO MEPCTHEBUAHBIX K/IETOK OYeHb MHOT0. 3TOT BapuaHT
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Puc. 7.21. Markuid (MeaynnispHbiiA) pak MOSIOYHOM Xenesbl.

Ha3blBalOT MEPCTHEBMAHOKNETOUHbIM PaKOM. [iNis ero pacriosHas;!

HWS MPOM3BOLAT OKPackKy CPe30B A/ BbISBEHMS HeWTpasibHbI'
NN60 KMCMbIX MYKOMNOMUCaxapuaoB, COAEPXaLMXC B CM3UCTOM
COZIEPXXMMOM pa3bpocaHHbIX MepCTHEBUAHBLIX KNeTOK. HelTpanbHbl'

TMIMKO3aMUHOT/IMKaHbI BbISIBNSOT C MOMOLLb0 LLIVIK-peakuum, npn
KOTOPO OHM OKPALLIMBAlOTCA B MaSMHOBO-KPaCHbIA LBET, a KT

Nble — C NOMOLLLI OKPacKW a/lbLiMaHoBbIM CUHUM (rony6oii LBeT)
nnm peakummn Xerina (A.J.Hale, 6upto3oBblIii LBeT).

3. Cpeg,l/l YMEPEHHO- U HU3KOAU((epeHLMpoBaHHbIX opM paka
Pa3/IMYHON NOKaNM3aLnyM BCTPEYAKTCS OMyX0oau, MapeHxyma KoTo
PbIX HE UMEET YEeTKOr0 HanpaBieHus andhepeHLMPOBKN B CTOPOHY,
Hanpumep MNJIOCKOKNETOYHOro WM XeneucToro paka. OHa npen
CTaBffeT cobol NNacTbl ANUTENUA C BbIPOKEHHbIM aTUMM3MOM U
nonnMMopMn3MoM KNeToK, 6e3 Kakoro-nmoo onpegeneHHoro pacno
NoxXeHus 1 6e3 NpocseTa B LiEHTPe nnacta. Takne (hopMbl HEPEAKM
TUMVPYIOT MO COOTHOLLIEHWIO M/IOWaAeN, 3aHMMaeMbIX B Cpese na
PEHXUMOW M CTPOMOIA. Ecnn B OMyX0/1EBOM Y3/ MHOMO MacCUBHbI'
NNacToB NapeHXMMbl, @ CTPOMbl OTHOCUTE/IbHO Masio, TO 3TO conug
HbIi, MeAYNNApHbIA, UAN MATKUiA, pak (puc. 7.21), Npn 3TOM nocnes,
Hee OMpeaeneHVe OTPaXKaeT MaKpPOCKOMUYECKYH XapaKTepucTuk'
onyxonn. Ecnv e, HanpoTvie, npeo6/iajaeT cTpoMa, To 310 adl)>
(h1BpOo3HBIiA, NN TBepAbliA, pak (puc. 7.22). MpeobnagaHne CTPOMbI 1
HEKOTOPbIX KapuyHOMax (MOMOYHOI enesbl, Xeyaka u ap.) YacT
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I'm . 7.22. TBepablii pak (CKMPP) MOSTOYHOW Xenesbl.

"l HOCAT K Jecmonnasuu, MOHATUIO, KOTOPOE Kak pas M 03Hayaet
N =<>bITOYHOE (DOPMUPOBAHUE COEAUHUTENLHON TKaHW.

4. CaMas HU3Kas CTeneHb MMcToMorMyeckol audihepeHLMpPOBKA B
>(hMMHOMaxX — aHanasus — BbIpaXXaeTcs B yTpaTe pakoBbIM 3MNu-
MUMEM CMOCOOGHOCTN (HOPMUPOBATb KakKoM-Mb0 NAacT MM KOM-
MMOKC. Mpy 3TOM ONyXo0seBble KNETKA C MakCUMaIbHO BblPaXKeH-
"[,|Mn aTUNU3MOM ¥ NOAUMOPKHU3MOM PaCTyT POCChINLIO UAN Men-
»HmMu Tpynnamu. X yHKumio (Hanpumep, cnuseobpasoBaHue) u
'HATCNNAIBHYIO NPUPOLY NPUXOAMUTCS BbIACHATb C MOMOLLbIO [0-
""YKUTENbHBLIX OKPacoK Ha MyKornosaucaxapuibl. YCTaHOBMEHWE
"TCNNANLHOTO MNPOUCXOXAEHUS TaK Ha3blBaeMOro aHannacTu-
>4Koro paka (puc. 7.23) MpeacTaBnsieTcs YPEe3BblYaHO BaXKHbIM,
*»KaK Yy CTO/Ib Y& HU3KOAUDMEePEeHLMPOBAHHbLIX CAPKOM MOXET
"MHWTbCA Apyras 4yBCTBWTENbHOCTb K JIBYEHUIO W APYroi Mpo-
IMUCTMYECKNI NOTEHLMAN. AHaNNacTUYeCKUn pak MHOTAa Hempa-
""I1.HO Ha3blBalOT HeAM((EePEHLMPOBAHHOW KapLMHOMON, OAHAKO
"W, LaKEe 0YeHb Ma/MFHU3MPOBAHHAs TKaHb MPU CamMON HU3-
m'l/l cTeneHn AugepeHUNPOBKM He MOXeT BooOLle He WMeTb
" |l'thepeHLMPOBKM.

lNpexae yeM MeperTu K PacCMOTPEHUHD HE3NUTENNaNbHbLIX HO-
.... Opa3oBaHWiA, cnefyeT KOCHYTLCA ellle TaK Ha3blBaeMbIX KapLu-
""ngoB v anygom. B rnase 6 wWna peyb 0 TOM, YTO B MOKPOBHOM W
¢ LUCTOM 3MUTENIUM MHOTMX OpPraHoB NULLEBapUTENbHON, Abixa-
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TeNbHOW M MOYENOOBOM CUCTEM COLEPXKUTCA Pas/IMyHOe KOmYeLl
BO AM(dY3HO paccesiHHbIX HEMPO3IHAOKPUHHBIX KNETOK (anyaouu
TOB), COCTAaB/AIOLLMX B KaXAOM BWAE SMUTENNS CaMOCTOSTESbHbI
ANhepoH, MM HeCKoNbKo AntdepoHOB. B umMTonnasme atmx Kir
TOK CrneLmanv3MpoBaHHble rpaHy/bl BblpabaTbliBaOT TOT WM MHOM
OMOreHHbIA aMUH UM NOANMENTUAHbIA TOPMOHaNbHBIA MPOAYKT
W TOT, 1 gpyroil MOXHO MAEHTUPULUPOBATL HE TOMLKO GUOXMMU
YECKUM, HO U UMMYHOTUCTOXMMUYECKUM MyTeM. V3BECTHbI MHOO
YMC/IEHHbIE TWUMbl HEMPOIHAOKPWHHBIX KMETOK, TUMbl WX paHyn u
npogykToB. OnyxonieBas TpaHCKHOpPMaLMs MOXET 3aTPOHYTb OfvH
TUM TakWX KNeTok (0auH AnddepoH). B 3ToM cnydae KIeTKU YacT
(hOPMUPYIOT YETKO OrpaHWyeHHble TPabekynsipHble WAN COMMaHbI!
KOMI/IEKCHI, MOXOXME Ha KOMM/IEKChI MapeHXMMbl U COIMAHOTO W
MArkoro paka. OTCHOfa U BO3HMK/IO Ha3BaHWE «KapLUMHOMO». Yin
3aHHble KOMMEKCbl MOryT BblpabaTbiBaTb 60/bLIOE KONUYECTBO KN
KOro-nmbo ropMOHanbHOro MpoAyKTa, Hamnpumep CepoTOHWHa, 4To
NPOSIBNSAETCS Pa3BUTMEM COOTBETCTBYHOLLEr0 CUHAPOMA (Hanpumep
NOBbILLEHNE apTepuanbHOro AasfieHus). Yalle BCero kapupHoMam
pa3BMBalOTCA B 4epBEOOPasHOM OTPOCTKE, XXKENyAKe U JIErKoM
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O6bI4HO OHW [0OPOKAYECTBEHHbI, HO WHOMAA Ma/MrHU3UPYHOTCA.
OfHako BCTpeyaloTCcA BapuaHTbl, KOrja napeHxumy onyxonu thop-
MUPYIOT He OAMH, & HEeCKO/bKO AUDNEPOHOB HEMPO3IHAOKPUHHBIX
PIETOK WM XE 3TN AU (EPOHbI YHaCTBYHOT B NOCTPOEHNUMW MAPEHXM-
Mbl KaKoli-nnbo KapuuHOMbl. Bce 3Tu BapuaHThl, a Takke psg ony-
XOnei 3HAOKPUHHOM YacTW HEKOTOPbIX 3K303HLOKPUHHbLIX OPraHoB
YaCTO HasblBalOT 60/1ee  LUMPOKUM TEPMUHOM  «anyjoMbl» (06
NNY [I-cucteme cm. B rnaee 6).

Il. HeanuTenmanbHble onyxonu. [ns 3TMX HOBOOGpPa3oBaHWiA
MOXHO BbIZEMNTb 2 rPynnoBbIX MpU3HaKa: [06pOKayYeCTBEHHbIe Ba-
PUaHTbl KpaiHe pefKo NOABEepratoTcs MajiMrHM3aumum, a npu Heko-
lOpbIX Pa3HOBUAHOCTAX HE3NUTeNWaNibHbIX Onyxoseid (cMm. Tabn.
/1), BO3HMKaOWMX, HANpUMep, U3 3/1eMeHTOB (hMOPO3HOIA TKaHW,
locyaioB v HEPBHOW TKaHWU, TPYAHO OMPEAENNTb FpaHuLly Mexay
H.|)CHXVMOIA onyxonmn 1 ee CTPOMON. TpuyeM B OTHOLLEHWW NeliKe-
MAA 1 TUMGOM — OMyX0/eid, NOPKAOLYMX CUCTEMbI KPOBETBOpE-
HAM 1 KPOBW, — TAKOW BOMPOC [aXe He CTaBUTCA B CUY CBOeoGpa-
>HV X TOKIN3aLUK U CTPOEHNUS.

[Jo6pokayecTBeHHble onyxonu. Haubonee pacnpocTpaHeHHON
MHOPOKAYeCTBEHHOI Pa3HOBUAHOCTLIO HE3NUTENMANbHBIX ONyXOnei
ununcTes neiiommoma. onaratoT, YTO, HE3aBUCUMO OT I0KaNM3aLuK,
M/ Pa3BMBAETCA M3 OKOMOCOCYAMUCTbIX 3/1EMEHTOB TWNa NepULLMTOB.
biloMnoma BCTpeyaeTcs B MaTKe, Xenyfo4YHO-KMLLEYHOM TpakTe,
MOYEBOM Ny3bIpe, KOXE, reHutanuax u gp. (cMm. puc. 7.2 n 7.4).
h loMmMoMa MaTKW, KOTOPYHD M3-3a ABYXKOMMOHEHTHOrO cOCTaBa
Ui iblsaroT TakKe HUOPOMMOMONA, ABNSETCA OAHOM U3 CaMbIX YaCTbIX
nyxoneli YenioBeka 1M 06bIYHO MHOXECTBEHHa. BenmuumHa y3noB Ba-
PbMPYET OT MMWKPOCKOMWYECKO [0 rpomMagHoi, X (hopma Moyt
Wirga Kpyrnasd. ®nbpommoma BCTPeYaeTCss BO BCEX CNOSIX CTEHKU
Mal KA, HO Camble BaXHble B K/IMHWYECKOM OTHOLUEHUU CYOMYKO3-
....C Y3/lbl, BbI3blBatOLLMe KPOBOTEYEHUSA, BCTPEUAIOTCS peXe MHTpa-
Y\paylbHbIX MM cy6Cepo3HbIX. Onyxosb NOCTPOEHa U3 MY4YKOB
mV/HNbIX [NafKOMbILLEYHbIX U (MOPO3HbLIX KNETOK, MepenseTato-
YHXes! BO BCEBO3MOXHbIX HArpaBfeHUaX U TeM CambIM CO3JatoLLmMX
li nHeBol aTMnuam. lMpy NOCTENEHHOM HapyLUeHWX KpPOBOCHabMXe-
HAM B (PUBpOMMOMAX MOTYT MOABAATLCA O4yary HeKpo3a, a 3aTem
[W0 LLIECTBIIEHUS.

I"e 01HON YacToN A06POKAYECTBEHHON He3NUTENMANbHOI OmMy-

NK) saBnsietca nunoma (cM. Tabn. 7.3). OHa BO3HWKaeT Be3je, rae

W. )XMpOBas TKaHb, HO NPEUMYLLECTBEHHO B AepMe, 00bIYHO MHO-
*.iiueHHa. OTHOCWUTE/IbHO YETKO OTrpaHUYeHHble Y3/bl UMEKT
...... yatoe CTpoeHue. XKMpoBble [0/bKMA Pa3HON BeNNUYMHBLI pagu-
. V.HO pasfeneHbl TOHKAMU WM TOACTBIMU MpOC/olikamMmn probpos-
el>n TKaHW, CO3JaloLMMK TKaHEBOW aTunmnaM. BenunumHa nunoum-
.M nponbkax KonebneTcs 0T MeNKoi, A0 BeCbMa KPYMHOM, HO sigpa
MW KIEeTOK MOHOMOpP®HbI. Kak npaswno, nunoma fobpokayvect-

vn.l, B 6OMbLLUMHCTBE C/lyYaeB PacTeT MeA/IeHHO, MHOTAA MOYTK He
LUl OLUMBAACH B TEYEHWME MHOIUX NeET.
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OnwvcaHve apyrux L06poKayeCTBEHHbIX HE3NUTENNANBHbLIX Oy
Xonel 6yfeT MpvBeAeHO B rfiaBax Mo OPraHHOM MaTonorvu. 34ech
Xe cnefyeT ynoMsHyTb elle 06 ogHol popme, Ha3BaHWE KOTOPOW
MoJO6HO paKy M capKoMe, He COrflacyeTcsi ¢ MPUHLMNaMu HoMen
KnaTypbl HOBOOGpa3oBaHWii. Peub MAET O TepaTome (CM. Tabn
7.3). Ee napeHxuMMa NOCTPOeHa W3 TKaHeil, OTHOcALMXCcA 6onee
4yeM K OHOMY TMCTMOTUMY W pa3BUBLUMXCA U3 GONee YeM OLHOM >
3apOfbILLIEBOr0 /IMCTKA, & HepefKo — W3 BCex Tpex. TepaTtoma
BCTPEYAETCA B IMYHMKAX, AINYKAX, TUMYCE, PeXe APYrux BHYTpPeH
HUX OpraHax v 06pasyeTcsl U3 OCTPOBKOB 3pefibiX TKaHei, MosiBUM
LUMXCS B pesy/bTaTe HapyLlleHWs opraHoreHesa B 3M6pPUOHaNILHOM
nepuoge. ONyxoneBblil y3en MOXET COCTOSTb U3 MPOU3BOAHbLIX 3K
ToAepMbl  (3NUAEPMOMAHbIE CTPYKTYPbI), 3HTOAepMbl (06pa30B\
HUSA, HanoMUHalOLWMe KULIKY) U Me304epMbl (OCTPOBKM XpALLA)
3N0Ka4yeCTBEHHbI BapMaHT 3TOM OMyX0AM HasblBalT TepaTod/Lu
TOMON MM 3MBPUOHa/bHBIM pakoM. TepaTOMbl He CrnedyeT CMeLlu
BaTb C OMYXOJIEBUAHLIMI U TOXeE ANCIMOpMonaacTMyeckumu qop
Mamu, COCTOSILUMMM U3 TaKMX XXe KOMMOHEHTOB, YTO W OpraHbl, M
KOTOPbIX OHWM BCTPeYaloTCs, OAHAKO OT/IMHAIOLMMUCA HenpaBu/ib
HbIM PAcMONOXEHNEM KOMMOHEHTOB W HE3aBEpPLUEHHOCTHIO M
AnthhepeHUMPOBKN. STV (POPMbI Ha3bIBalOT ramapToMamn. K Hum
OTHOCAT, HanpuMmep, CyOnNeBpaibHbIA Y3en He3penon XpsuieBoM
TKaHW, My4YOK NPUYYAIMBLIX COCYA0B CO CTEHKaMU PasHOW TOMLLM
Hbl B IeTKOM ¥ T.4. W TepaToMbl, 1 raMapTOMbl He Hafo MyTaTb <
XOPUCTOMaMM UM XOPUCTUAMI — y4yacTKaMu HOPMasbHOW TKaHW
PAacnoIOKeHHOW B KaKOM-M60 HETUMMYHOM /11 HEe OpraHe B [M
3ynbTate IKTOMUM (HEeTUMMUHAsA NOKanu3auma B Xode ambpuoadu
3a). Hanpumep, OCTPOBOK K/ETOK HAAMOYEYHUKA, PacrosioxeH
HblA MOA Kancysoi MOYKM WM YYaCTOK TKaHW MOMKeNyA04HOI
)Kenesbl B CTEHKE KULLKU.

3noKavecTBeHHbIE OMyxonn. Ecnv He cuMTaTb HEKOTOPbIX p.i>
HOBWAHOCTE NEAKeMUA U _NUMEPOM, O KOTOpPbIX pedb noiiac! u
rnase 12, To caMoli 4YacToi 3/M10KAYECTBEHHOW HeanuTenMasibHOM
OMyXo/blo ABNAETCS nmnocapkoma (cM. Tabn. 7.3). PasBuBaeTcs «wbl
00bI4HO He U3 MNoMsbl, a de novo, T e. cpa3y Kak Takosas. [Mpe
MMYLLLECTBEHHAS NIOKaM3aLUsA: XMUPoBas KnetuaTka befep, AroavH
N 3a0pHOLLIMHHON 06nacTU. 3Ta OAMHOYHAs OMyXonb PacTeT ONT
CUTENBHO MEAJIEHHO U MOXET AOCTUraTh BHYLUWUTE/IbHBIX pa3MepyiB
MHOTJa JONr0 He MeTacTasupys. [ns BbicOKOAUG(EPEHLMPOH.H!
HbIX (DOPM XapakTepHO NpeobriafaHne B WHBA3NBHbLIX KOMMEM K
XXMPOBOW NapeHXVMbl UNOLUTOB CO CNab0 BbIPKEHHbIM 3TUMMI
MOM 1 nonmmophuamom agep (7.24). Yto KacaeTca HU3KO ayh<in
PEHLMPOBAHHbLIX Pa3sHOBUAHOCTEN, TO UX CYLUECTBYET HECKO/bIN,
BaxHelWwmMy SBAAKOTCH MUKCOMAHAA (C OCAM3HEHMEM CTpOMLU
KPYTIOKNETOYHaA U NOAUMOPPHO-KNeTouHas. [pu pacnosHai™
HUN Takux (POPM O0ObIYHO NPUMEHSKOT Ty WU WHYH TUCTOMhi n
UECKYH0 OKPaCKy Ha >XUp C Lefblo 0OHapy>eHus nunoniacrum-
T.6. NMPOAYKUMM XMpa KIeTKaMu MapeHxumbl onyxonu. Yaue mpy
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rMX UCMOMb3YOT Kpacutenb cyaaH |11, oKpawmBatoWwuin Xup B 3a
MOPOXEHHbIX TUCTONOMMYECKMX Cpe3ax B OpaH>KeBO-KPaCHbLIN
LIBET.

B 3akntoyeHve nogyepkHeM, YTO B pasgene 7.2 YAeneHo BHMMA
HVe NUWb HEKOTOPbIM, Hanbosiee pPacnpoCcTpaHeHHbIM BapuaHTam
HOBOOGpa3oBaHWiA. "opa3ao 6onblLee MX pasHOO6pasme U KOIMYecT
E;o oymyT pacS:MOTpeHbl B [NaBax, NOCBALLEHHbIX YAaCTHOM NaTofioruu
CM. 2-Ii TOM

7.3. BaxHelwuve KAMHUKO-NATo0rnyeckue
NMposIBNEHNS OMyX0/1eBOro pocta

[Janeko He Bcerga, 0COBGEHHO B paHHWe CTaguu pasBuUTUSA, oy
XONW NPOSBASAIOT cebs KNUHUYecKW. B nocnefHue rofbl B MPOMbIT
NEeHHO PasBUTBLIX CTpaHax MHOXECTBO >KEHLWH, 06Cnef0BaHHbIX 1
COOTBETCTBMU C MPOrpaMmMaMy OHKOSIOTMYECKOTO CKPUHUHIra (Mae
COBble 06CNe0BaHNS), Y3HA/IM O HANUNN GECCUMMNTOMHbIX PaHHUX
(hopm paka LUeAKN MaTKU UM MOSIOYHOR XKesnesbl.

O[lHaKO BO MHOIUX C/lyYasix TeHeHWe OnyXoseBoro npoecca Bee
)Ke COMPOBOX/AeTCA ONpPeAeneHHOol CUMMTOMATUKONR, BaXXHOCTb
yuyeTa KOTOPOI Crnoco6CTBYET NPOBEAEHNIO NPaBUbHOW ANarHoCTu-
KV 1 pafmKanbHOro 1Mb60 CMMNTOMATUYECKOro fliedeHuns, obneryaro
Lero cTpafaHus 60bHOro. BaxkHeime KIMHWKO-NAToNornyeckume
MPOSIBNEHUS OMyXO0J/IEBOTO NPOL,Ecca MOXHO 00beAMHNTL B HECKO/b
KO Tpynn: MecTHble 3((peKTbl; HapyLUeHNs reMocTasa; MeTacTasbl,
CUCTEMHbIE HEMeTacTaTUYecKune BO3LEACTBMS.

1. MecTHOe BO3jeliCTBUE MEPBUYHOIO ONyX0MEBOr0 y3na Uan npo
uecca. V1 4OBPOKAYECTBEHHbIE, N 3M10KA4YECTBEHHbIE HOBOOOPa30Ba
HUS 3aHMMaOT HeKue MPOCTPaHCTBa, 0TOupas WX Y 340pOBbIX TKa
Heil. Ecnm_noTepst NpoCTPaHCTBA MPOMCXOAMT 3a CUET CTPOMAIbHON
(hMOPO3HOWA UMK XXMPOBOI TKaHW, TO MECTHbIA MexaHU4YecKuii 3
(DEKT MOXET ObITb HE3HAUUTeNbHbIM. OfHAKO TaM, Fae CTPOMbI Masio
WM OpraH 3akiueH B KOCTHYHO TKaHb, 3PQeKT cAaBieHus pacTy-
LLeld OMyXo/bio YacTO CONPOBOXAAETCA HapyLLUEHUAMU (DYHKLMK CO
cefHWX opraHos. lMpumep: HapylleHne OTTOKa LiepebpocnmHaibHOiA
YXMIKOCTW NPU ONyXonsxX rofI0BHOr0 Mo3ra.

Mpn aKcnaHCMBHOM pOCTe, PacnpoCTPaHSAIOLWEMCS B CTPOMasb
Hble MPOCTPAHCTBa, MOXET MPOMCXOAMTbL CAABMEHWE W3BHE O/M3/e
Xallmx NpOTOKOB WM KaHanoB. Ecnn HOBOOGpa3oBaHMe pacTeT XK
30()MTHO B TPYOYATOM WM MONOM OpraHe, TO OHO MOXET BbICTYMaM,
B MPOCBET, NPMBOASA K €ro CY>XeHuo (CTEHO3Y) MK AaXe 3aKynopKe
CneacTemem MOXET CTaTb 3afiepXKKa MPOABVKEHNS COAEPXKMOro 1
TakOM OpraHe, UHOTAa faXe BTOPUYHOE UH(MLMPOBaHME 3aCTOWHO
ro cogepXumoro. Npu MHBa3MBHOM POCTE ero AecTPyKTUBHbIE MoC
NEeACTBMS CMOCOGCTBYHOT PasBATUIO TeX WU WHbIX (yHKLUMOHan!,
HbIX PaccTPOMCTB, a TaKXe KpoBOTeuyeHuit. [locne élee 6b|Bam'
MHOTFOKPaTHbIMU Y HEKOTOPbIX OHKONOrMYECKNX OO0/bHbIX,
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MOXET CONPOBOXAATLCA BOSHUKHOBEHUEM Xene304eULMTHON aHe-
M. B TO e BpeMsi KpOBOM3NUAHMSA, NPOUCXOAALLME BHYTPU HEKO-
tOpbIX OMyXOfeid, HampuMmep rMnogusa WM WUTOBUAHOMN XKenesbl,
MPUBOAAT K YBE/IMYEHMIO 00bEMA 3TMX HOBOOOPA30BaHWiA, KOTOpPbIE
HO KPOBOU3NUAHWS POCAN MEeAJIEHHO.

2. HapyweHus remoctasa. BHYTPM HEKOTOPbIX 3/10KAYECTBEHHbIX
OMyX0sieil ypoBeHb KPOBOTOKa MOXET ObITb HEYCTONYMBBLIM, & 3HAO-
1C/IA COCY0B NMOABEPXKEH MOBPEXAEHMI0. Bce 3To co3gaeT npegno-
*blKW AN Tpombo3a. B yacTHOCTU, TPOMO MOXET CHOPMMPOBATLCS
N MarucTpasibHON BeHe, APEHVPYIOLWE MEPBUYHBIA OMyXONEBbIN
VC/, Hanpyumep, MOYEYHO-KNETOYHON KapuuHOMbI (B 3TOM Cllydae
MM U3 MOYEYHON BEHbl MOXET MOMACTb B HWXKHIOK MOMYH) BEHY).
Tn3nuyHas cumnTomartuka HabngaeTca npyu MUrPUPYIOLLEM TPOM-
nndneéute (NonnTpoMo6nebuTe), Korga MHOXECTBEHHble TPOM-
Mbl, BO3HWKaIOLLME B NEPUEEPUYECKUX BEHAX, COYETAOTCA C OMyXo-
|cHbIM MpoLLecCOM, HanpuMep KapLUHOMOW MOAXKeNTyA04HOR xene-
4] Y pakoBbIX 60/bHbIX, A0KE HE NMOABEPraBLLMXCA XMPYPrUYecKUM
onepaumsM, HO MepeHecLUMX Takoi Tpombo3, CO3[AKTCA YCn0BUS
MHA Pa3BUTMS TpoM603mbonmm (cMm. rnasy 3).

MpofomkuTenbHas akTUBaLMs KOMMOHEHTOB Koarynsauum npo-
[yKTaMn 3/10Ka4eCTBEHHOr0 HOBOOOPAa30BaHMS MPUBOAMT K UCTO-
WEHU0 3TUX KOMMOHEHTOB W (DOPMUPOBAHWUK  XPOHUYECKOI
[fopMbl  AMCCEMUHMPOBAHHOIO BHYTPUCOCYAUCTOrO CBEPTLIBAHUS,
HHAPOMa, NPU KOTOPOM BO3HWMKAET TEHAEHUMSA K CMOHTAHHbIM
KpOBOTeYeHUAM. Takas CMTyauus MOXET BO3HWMKaTb Npu neiikemu-
X C TPOMOBOLUTONEHNER, KOTOpasi 06yCnoBMeHa HapyLleHeM andg-
(hepeHLMPOBKM MerakapmoLuMToB KOCTHOrO Mo3ra.

Kpome TOro, xapaktepeH 3p03MBHO-AECTPYKTUBHBIA pPOCT MHO-
IMX 3n0KayecTBEHHbIX HOBOOGPA30BaHWIA B TPyGUaTbIX M MOMbIX
opraHax. Hanpumep, MeneHa (KpOBb B Kase) U remarypusi siBns-
HMCA O4HVMMW U3 XapaKTepHbIX W BaOXHEWLLIMX CMMMTOMOB 3/10Ka-
YECTBEHHbIX OMNyXO/el KWLIEYHUKA WU MOYEBOr0 TpaKTa COOTBeT-
mIneHHo.

3. MetacTtasbl. BOMILLUMHCTBO  3/10KAYECTBEHHbIX onyxoneﬁ
WJIOHHO K MeTacTasupoBaHuio (Tabn. 7.4). MeTacTa3vpoBaHue
UOXKET HAYaTbCA YXKe TOrfa, Korga nepBUYHbLIA OMyXOseBblid Yy3en
4OCTMraeT AMameTpa OKoM0 1CM M macChbl npumepHo B 109 KNIETOK.
VIcK/loYeHne COCTaBASAKOT 3/10KaYeCTBEHHbIE T/IMOMbI (FO/IOBHOMO
Mo3ra) M 6a3anbHO-K/EeTOYHAs KapLuMHOMa KOXW, HECMOTPS Ha UX
| KNOHHOCTb K MHBa3uW. YeM 60nbLLE arpecCMBHOCTM, 00/ee BbICO-
Tbl) Temna pocTa U GonblUeli Macchbl AOCTUrAeT MepBUUHBINA Y3en,
M M BEPOATHee pa3BUTME MeTacTasvpoBaHus. OAHAKO cnegyet no-
MHUTb 06 MCKNtoYeHUaX. Hanpumep, HebonbLuMe, BbiCOKOAMGGe-
IV HUMpPOBaHHbIE, MeANEeHHO pacTyLiue 3/10Ka4YeCTBEHHbIE OMyXou
MHOrfa METacTasupyloT BO MHOrMe opraHbl (C MHOXECTBEHHbIMU
NOMPUYHBIMA y3/71aMK), B TO e Bpems Oosee akTUBHO pacTyLiyue
POYHHbIE OMYXO/IN HEPEAKO OCTaloTCA B Npedenax MepBUYHOro y3na
w TTYEHNE HECKONbKUX feT.
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Tab6nuuya 7.4. BeposATHOCTb MeTacTasHpoBaHUSA (%) BO BHYTPEHHUE opra-
Hbl MPU PasINyHbIX BUAAX 3/10KAYeCTBEHHbIX OMYyX0siei

Bua v nokanusauus MpoLeHT MeTacTasHpPOBaHUA
nepBUYHOro

0ryxo0neBoro ysna KocTu nerkue neyeHb ro/I0BHOI MO3r
Pak 6poHxa (nerkoro) 40 30 40 22
KonopeKTanbHbIli pak 7 35 70 MeHee 5
PakK MO/1I04HOW Xenesbl 70 30 50 20
MenaHoMa KOXu 35 70 70 40
Pak no4yku 40 60 37 s

Mpn6nnsnTensHo 30 % BrepBble BbISBIEHHbIX 3M10KaYeCTBEHHbIX
HOBOO6OpPa30BaHUiA CONPOBOX/AETCA Pa3BUTMEM METacTas’oB, KOTO
pble SBAAIOTCA Pe3y/bTaToM IMB0 3MOONMKN OMYyXOEBLIMU KNeTKaMu
Mo IMM(ATUYECKOMY MM KPOBAHOMY pyCly, NGO 06CEMEHEHNSA ce
PO3HbLIX MONOCTE/ HEMOCPEACTBEHHO M3 MEPBUYHOTNO y3na. Hanmuve
MeTacTa3oB CU/bHO OrpaHn4YMBaeT flevebHbId 3PMEKT U Hepeako n
GonblUeli Mepe CNOCOOCTBYET HACTYMEHWIO CMEPTH, YeM MepBund
Hast Onyxofb.

Mpn KapuuMHOMax MeTacTasMpoBaHMe HauyMHaeTcs 0O0bIYHO C
MOSIB/IEHWS] MEeTaCTa30B B PErMOHapHbIX JIMM(ATUYECKUX Y3/ax
(puc. 7.25), 3aTeM NpoAO/MKAeTca B BUAE OTAANEHHBIX MMAOreH
HbIX METacTa30B W, HAKOHEL,, reMaTOreHHbIX MeTacTa3oB B MeYeHu,
nerkmx (puc. 7.26, 7.27), KOCTHOM MO3re, r0/IOBHOM MO3re 1 T.[j
(cm. Tabn. 7.4).

Kpome MOMeKynsipHbIX CTUMYNIOB U MeXaHU3MOB (CM. pasden
7.6), aHaTOMNYeCKas NI0KaIn3aLns MeTacTasoB npy KapumHOMax u
CapKoOMax 3aBWUCWUT OT CTPOEHMUS [PEHAXHON CeTu Ans Aumdbl 1
KpoBu. KapuMHOMbI 0praHoB, 6oraTbIX MMM{aTUYeCKUMK Cocyaamu
(Mono4yHas enesa, KUALWEYHUK W [p.), MeTacTasupyloT B MepsyLl
ovepefb nmwlcporeHHo a opraHoBs, befHbIX TakMmu cocyfamm (nr
YeHb, MOYKW), CPasy XXe reMaToreHHo. Pak erkoro, MMeroLLero pa i
BUTYIO NIMMATMYECKYIO CETb, PaCNpOCTPaHAETCs BHadyane no jmm
(haTUYeCKMM, 3aTeM MO KPOBEHOCHbLIM MyTAM.

CapKombl BO3HMKAOT, KaK Npasuo, B opraHax, 6efHbIX mmga
TUYECKMMU COCYLamm (KOCTI/I MbILWLbI ¥ 4P.), N NOTOMY MeTacTa X
PyHOT cpasy remMaTOreHHO, OfHaKO Npy NOoKanu3auun B Marke,
MMetoLLell OOLIMPHYIO NUMMATUYECKYIO CeTb, MOFYT BHauase pai
NPOCTPaHSATLCA IMMAOreHHOo. MeTacTasbl pefKo BCTpevaroTcs B ce
ne3eHke (He NMpu AMmQomax u nel/n(ewwmxgJ CKENeTHOW MycKyna iv
pe, a Takke MUOKapze.

4. CncTemMHble HemeTacTaTMYeCcKue BO3AENCTBUA. Psapd yke ymn
MWHAaBLUMXCA OCNOXHEHWUA, BO3HMKAIOLLMX MPU 3/10Ka4EeCTBEHHOM
poCTe, UMEIOT BMOJIHE MPeACKasyemMble NOCNeACTBMS CUCTEMHOIO X1
pakTepa: Xene3ofeuUUTHYIO aHEMUIO, aHOpeKCKIo (OTCYTCTBME M
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I'm 7.25. MeTacTa3 COMMAHOrO paka MOJIOUHOM Xenesbl B IMMAaTUYECKOM
VUIC.

WUr ruTa), NPMBOAALLYIO K MOTepe Macchbl Tena ¥ BUTaMUHHOM Hepo-
BLITOYHOCTU, & Takke O0OLLYH MasonoABMXKXHOCTb, CMOCOOCTBYHO-
Liyto noTepe Kanbuus_KocTgMu. OfHAaKo B MPakTUKe BCTpeYaeTcs
pM, CUCTEMHbIX BO3AEACTBUIA U UX NOCNEACTBMWIA, HEMOCPELCTBEHHO
He CBAA3aHHbLIX C YKa3aHHbIMW OCNOXHEHUAMU. K HUM OTHOCATCA
paKoBas Kaxekcusi 1 napaHeonacTuyeckme CUHAPOMbI (r1nepkanb-
MUCMUSA, SHAOKPMHONATUK MAP.).

FFakoBasi Kaxekcusa (arpotus, cMm. rnasy 6) npeacras-
MWri COBOIN MOTEPHD Macchbl Tena, BO3HMKAOLWLYH MpuW yTpaTe Xupa
hi >XMpOBLIX AeM0 W npu KaTabonusme (hepmMeHTHOM pacLiense-
HUM) MblLLEYHbIX 6enKkoB. [lonaratoT, YTO OCHOBHBLIM MEAMATOPOM

. 141-kevm aBnseTcs (hakTop Hekposa onyxonn (PHO)a. N3BecTHO,
WM OH BbIpabaTbIBAETCA HE TOMbKO Makpodaramu, HO U PaKOBbIMU
m/TKaMy B Onpe/aesneHHoi cTagum nporpeccun. COBMECTHO C HUM
H LlMaTopHOe AeNCTBME OKa3blBaloT LUTOKUHBLI WJT-1 un y-uHTepde-
[FOH.

Mpy Kaxekcum OTMeuYaeTcsi peskoe MnoxydaHue 60/bHbIX. WX
*|%K1 CTAaHOBUTCA CyXOil W Aps6noit. >XmpoBble geno, T.e. MeCTa

IP> FBEHHBIX OT/NOXEHMI pacxogHoro (NabunbHOro WM 06MeH-
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Puc. 7.26. MeTacTasbl paka Nnoyku B Nerkux. PeHTreHorpamma.

Puc. 7.27. MeTacTasbl paka MOJIOYHON XXefe3bl B IerKnX. PeHTreHorpamm >
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Cue. 7.28. Cepgue 601bHOr0, yMepLUero oT KaxekKcuu.

MOIO) XKUMpa Moj, KOXKei, 3a GPHLINHON, Mog 3nNnKapaoM M B KOCT-
HOM MO3re, MNPaKTUYECKU OTCYTCTBYHOT. MblWLbl aTpoOPUUHbI.
WHyTpeHHWe opraHbl, B YaCTHOCTU cepjlie, 3aMETHO YMEHbLUEHbI B
«.MMEpe N Macce. YMeHbLUeHMe cepala CONpoBOXAAETCA M3BMTOe-
NK) KOPOHapHbIX apTepuid, COXPaHSIOLLMX ECTECTBEHHYIO OJIMHY
U>He. 7.28). OTMeYaroT paccTporcTBa MUIMEHTHOrO o6MeHa: €nabo
I'IMpa)KeHHbII/I MenaHo3 (OKpacka MefiaHMHOM) KOXW, npuobpeTtato-
'ulli CepoBaThlii OTTEHOK, bypOBaTyt) OKPAcKy /IMMOXPOMOM OCTarT-
11 XKMpa B XKMPOBbLIX 1eno 1 Bypblid LBET aTpotnpoBaHHON cep-
<VHOIA Mbiwbl (6ypas aTpodus MMOKap,an) a Takxke neyeHu
Lypas aTpogua neyeHun) BCNeACTBME MUIMEHTaUUM nunodycum-
HOM (cM. rnasy 2). JIUNoQycumH BbIABAAIOT MPU 31eKTPOHHOA
MUKPOCKOMWUM WM C NOMOLLUBKO OKPaCOK Ha XXMP 3aMOPOXEHHbIX
,m H0JIOTNYECKNX CPE30B.

MpumvepHO Yy 10 % OHKONMOTNYECKMX GOMbHBLIX BO3HMKAKOT N a-
,tHeonnacTnyeckne CUHAPOMbI, KOTOPble MOTYT Mo-
Il MTbCA  paHbLle APYrMX NPU3HAKOB OKKYNbTHOM  (1aTEHTHOM,
»PbITON) OMyXO/M; OHW MOFYT CO3/jaTb CaMOCTOATE/bHbIA KOM-
| H-KC OCNOXHEHWIA, nofyac CMepTeNbHbIA, U UMUTUPOBATL MeTa-
bl 1M4ECKME NOPAXKEHMS.
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Hanbonee yacTbiM M3 3TUX CMHAPOMOB SABMSETCH KaslbLEMUS.
MonaratoT, 4TO CMMMTOMATUYECKOe MOBbILEHNE KOHLEHTpaLum
KanbLUmMs B KPOBM ropasfo Yalle CBSA3aHO C KakMM-1M60 3/10KavecT-
BEHHbIM HOBOO6pAa3oBaHMEM, YeM C runepnapaTmpeonansmom (m3-
ObITOYHON CceKpeumeil napaTropMOHa OKOJOLYUTOBUAHBIX DKenes,
OHOTO Y3 perynaTopos o6MeHa Kanbums u docdopa). [ea cuctem-
HbIX MpoLecca CNyXaT npusHakamu runepkasbUuemMnn Npy 3noka-
YECTBEHHOM POCTE: OCTE0JI3, BbI3BAHHbIN METACTATUYECKUM, Pexe
MepBUYHbIM NOPAKEHNEM KOCTW, HanpuMmep npu Muenome, 1 Bbipa-
60TKa KaKOM-NNBGO HEKOCTHOM OnyXo/blo TyMOpa/bHbIX Cy6CTaH-
WA, NPUBOASALLMX K MOCTYN/JEHNIO Kaiblys B KPoBb. Benok
PTHRP, cBsi3aHHbI/i C MapaTrOPMOHOM ¥ HaroOMWHAMOLLWIA FOPMOH
Mo CTPOEHUIO aMUHOTEPMUHANA, BbIMNOHAET HECKONbKO (PYHKLNIA
COBMECTHO C NapaTropMOHOM W AeNCTBYeT yepe3 ero peLenTopbl.
OfiHako B OT/IMYME OT FOPMOHA 3TOT 610K NPoAyLMpYyeTCa B He3Ha-
YMTE/bHbLIX KOMIMYECTBAX MHOTMMW HOPMaSIbHBbIMWU K/IETKaMu: Kepa-
TUHOUWTAMU 3nuaepmmuca, MUOLUTaMK, OCTeOLMUTaMW, KeTKamu
ANYHMKOB. Ero ponb B 340pOBOM OpraHu3Me HesfcHa, OfHaKo npu
Pa3/IMYHbIX 3/10KAYECTBEHHbLIX OMYyXOMAX, Hanpumep npu MI0CKO-
KNETOYHOM pake GpoHXa, NPOAYKLUMS YKa3aHHOro 6eska Bo3pacTaeT
1 00yCnoBNMBaeT runepkansumemuio. Hapsagy ¢ 3TuM  6efkom,
B PasBUTUM TUNepKaibLUEMUN YYaCTBYIOT M Takume (PakTopbl, Kak
-1, TOPa, PHOa n gurngpokcm-sutamud D.

K uucny napaHeonnacTMYecKMx CUHAPOMOB OTHOCHAT Takke
SHOOKpMHONaTWMKW. Yalle Bcero BCTpeyaeTcs CUHAPOM KyluuHra c
apTepvabHOW TMNepTeH3MEn 1 OCTeONopo3oM (paspeXxeHne KoCT-
HOI TkaHu). OAHAKO pa3BUTME 3TOr0 CUHAPOMA B AaHHOM Ciy4ae
CBAI3aHO He C runepyHKUMeRn Kopbl HAaAMOYEeYHWKOB (CM. F/aBy
23), a C (PYHKUMOHNPOBAHNEM OMyX0/EBbIX KNETOK, B YaCTHOCTY
ME/IKOKIETOYHON KapLUHOMbI OPOHXa. Ha6mo,qaeTCH 136bITOYHAs
npoaykums AKTI (agpeHOKOPTUKOTPOMHOrO ropmoHa) n AKTIE
nogobHbIX nentugoB. NpegwectBeHHUKOM AKTI aBnseTca Kpyn
Has MOsieKyna, M3BeCTHas Kak npoonuomenaHokoptuH (MOMK).
Y 60nbHbIX pakoM 6poHxa, Y KOTOPbIX PasBMBAETCA CUHAPOM
KywwuHra (H.W.Cushing), ypoBHM KoHUeHTpauuu TMOMK wu
AKTI B CbIBOPOTKE KPOBW MOBbILLIEHbI. B TO e BpeMsi Y 60/bHbIX
C NOBbIWeHHbIM ypoBHeM AKTI. wvMeloWwMM WHOe, runogmsap-
HOe, MPOUCXOXAEHWe, He BCTPEYaeTCs NOBbILLEHNE KOHLEHTpaLUm
NMOMK.

Onyxonu, pa3BMBatOLLMECs B OpraHax 3HAOKPWHHOW CUCTEMBI,
TakXKe MOryT OblTb FOPMOHA/ILHO aKTUBHbLIMU. [Mpuyem 3Ta akTuB
HOCTb Yallle CBOWCTBEHHa [06pOKa4yeCTBEHHbIM HOBOOOpa30Ba
HUSIM, K/ETKM KOTOPbIX WMEIOT BbICOKYIO CTeneHb AunddepeHLu-
POBKM M COXPaHAOT MOMHONPOMUIbHYIO (YHKUMIO. Hanpumep,
B J06POKAYECTBEHHON P-KNETOUHON a[leHOME OCTPOBKOB MOKENY-
[I04HOM Kenesbl AMAaMETPOM 10 1 CM MOXET CMHTE3MPOBAThCS KO-
NNYECTBO MHCYNUHA, JOCTaTOYHOE AN PasBUTUSA TSHKENOW rumno-
rNIMKEMUN.
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7.4. ®aKTOpPbI pUCKa OMyX0/1eBoro pocra

Crapenne. Kaxiblli 4yenoBek nnbo ¢ poxgeHus, nnbo c pget-
CKOr0 WM HOHOLLECKOro BO3pacTa fB/SETCA HOCUTENIEM OMyXOsu.
Peub naeT npexzae BCEro O BMOMHe [O6POKAYECTBEHHbLIX HEBYCAX,
POIMMBIX MATHAX, W ApYyrux y3enkax B Koxe. Mo mepe crapeHus
KO/IMYECTBO HEBYCOB MOXET YBENNUMBATLCS, WHOrAa BO3HWMKAKOT
6a3a/IbHO-KNETOYHbIE NanuWIIOMbl, CTapyeckve 6G0POAABKU KOXM.
Mocne 55 neT YefnioBeK BCTYMaeT B NEPUOS, KOrAa C KaXAbiM rogom
MPOrpeccrBHO BO3pacTaeT BEPOATHOCTb MOSB/IEHUSA 3/10KAYECTBEH-
HOro HoBOOGpPa3oBaHWA. BofblUe BCEro C/ly4aeB CMEPTM OT 3/10Ka-
UECTBEHHbIX OMyX0fieli OTMeYalT B BO3PaCTHOM MHTepBane OT 55
[o 74 ner.

BnusHune reorpamyeckmx 30H M (haKTOPOB OKpPYXXalLlien cpedbl.
CyLLeCTBYIOT 3HaUUTENIbHbIE reorpafuyeckme pasinuma B nokasare-
nsxX 3a60/1eBaeMOCTY U CMEPTHOCTY OT 3/10Ka4YECTBEHHbIX OMyXOneii.
Hanpumep, CMepTHOCTb OT paka >kefnyfaka B AnoHun B 7—8 pa3s
Bbille, Yem B CLLIA, a OT paka /ierkoro, HaobopoT, B 2 pasa Bbille B
CLIJA uem B AnoHuu. o CpaBHeHMtO ¢ VcnaHaven MenaHoMbl
KOXMW BCTpevatoTcs M NpUBOAAT K cMepTu B HoBoW 3enaHauu B
6 pa3 valle. BONbLIMHCTBO COBPEMEHHLIX 3KCMEPTOB CUMTAIOT, UTO
Kakon-nnbo creuuguueckorr pacoBoii NpeapacrnofioeHHOCTU K
TEM WM VHbIM OMYXO0/ISIM HE CYLLeCTBYeT. B 3TOM ybexxatoT MHOro-
NeTHWe CpaBHUTENbHbIE WCCNEeLOBaHWA COOTBETCTBYHOLUMX MOKasa-
Teneli y KOPEHHbIX XWUTeNeid 1 3MUrpaHTOB, NPeACTaBUTENEA OAHOW
1 TOIA XKe pachbl.

OueHb BaXHas W 4acTO MPOSBASAOLLAACA B KaHLeporeHese
PO/b YNbTPAMONETOBLIX Nlyyeit (CONHeuHOW paamauum) byaet 06-
CyXXAeHa B 3TOI rnaee, a BAWSAHWE NPOMECCUOHANBbHBLIX (PAKTOPOB

B rnase 9. Mpy M3y4yeHUW (HaKTOPOB pPUCKA Pa3BUTUA OHKONOIU-
YECKMX 3a60/1EBAHNA MHOFO BHUMAHWUA YAENSETCA CTU/K XKU3HM
NOfEN: HaMUMIO BPeAHbIX MPUBLIYEK, CKNOHHOCTM K PasHbIM W3-
NULLIECTBAM, TPaguunsM, 0CO6EHHOCTAM B MUTAHWUM U NOBELEHUN.
Hanpuwmep, npeBbilleHne Maccbl Tena Ha 25 % OT cpeAHen KOH-
CTUTYLIMOHA/IbHOW HOPMbI CUWATAETCA BaXKHbIM _(HakKTOPOM PUCKa
PasBUTMA paka TOACTOW KWLLIKW W reHuTanuii. TOCTOsIHHOe Kype-
HMe curapeT ¢ (MILTPOM PeasibHO MOBbILIAET YacTOTy pPa3BUTUSA
paka nerkoro (77 % My>4uH, 60MbHbIX 3TOM (HOPMOI paka, — Ky-
PUIbLIMKI), & TaKXKe paka ropTaHW, rNOTKW, MULLEBOAA, MOJ0CTY
pTa, MOMKENYAO0YHON XKENesbl U MOYEBOro Mysblpsi. XPOHUYECKMIA
aNKoronMamMm — MOLLHbIA (DaKTOp pUCKa ManurHusaumm B opoda-
PUHTeaNbHON 30He, ropTaHu, MULLEBOAE, a TaKXKe B MeveHu (4acTo
Ha OCHOBE u,mpposa)

M3BecTeH 6051ee CUMbHLIA OMYX0NepoaHbIA 3PMeKT coveTaHHO-
V> BO3JENCTBUS KYpPeHWs U alKoronmsma. BaxHbiM  (hakTopom
pUCKa Pa3BUTUA paKa LUEKM MaTKu CUMTaeTcs 60/bLUOe KOMYecT-
BO MOMOBbIX MApTHEPOB, OCOOEHHO NMPU pPaHHEM Hayane MO0BOWA
«M3HW. BO3MOXHO, B 3TOM C/lydae MrpatoT CYLUECTBEHHYIO pPOSib
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MHOTFOUUC/IEHHbIE Y NI0XO WU3YYeHHble BUPYCHbIE UH(EKLUNU Nono-
BbIX OpPraHoB.

HacneacTBeHHOCTb. MccnefoBaHUs MOKasbiBalOT, YTO CMepT-
HOCTb OT paka /1erkoro cpean Hekypawmx 6amKkanlnx poacTBeHHN-
KOB ML, YMEPLUUX MMEHHO OT 3TOro 3abofieBaHus, B 4 pasa Bblle,
UeM Y HeKypALLMX POACTBEHHMKOB /04N, NOrmoLmMX oT Apyrux 60-
ne3Hei. Bce Hacnemyemble (hOpMbI 3/10KAYECTBEHHBLIX HOBOOOPA30-
BaHWI MOXKHO Pa3fenuTb Ha 3 rpynnbl: HacNeACTBEHHbIE CUHAPOMbI
3/10KaYeCTBEHHOW OMyXOnn; CemMeliHble (hopMbl Heonaasuu; ayTo-
COMHbIE PELieCCUBHbIE CUHAPOMbI HapylueHwid penapauun OHK.
KpaTko 0CTaHOBMMCS Ha KaXXAoW rpynne.

Fpynna HacnejacTBeHHbLIX OMNYXOJ/IeEBbIX CUH-
ApomMoOB. BkovyaeT B ceb6s M3BECTHbIE HOBOOOpa3oBaHUA, Npu
KOTOpPbIX HacnefoBaHWe efMHCTBEHHOrO MyTaHTHOIO FeHa BO MHOIO
pa3 MOBbILAET PUCK WX pa3BUTMS. Takas MpeLpacnofioXXeHHOCTb
OTHOCUTCA K ayTOCOMHO-[JOMWHAHTHOMY TWUNY HacnefoBaHus.
Camblii yacTblii npumMep — peTMHoGMacToMa (3/10Ka4ecTBEHHaAA
HeiiposnuTennoma cetyarkn) y f[eteid. BeposTHOCTb MOsiBNEHWS
3TOI OMyXO0/W, YacTO ABYCTOPOHHEN, Y HOCUTENEN YKa3aHHOIO reHa
B 10 000 pa3 BblLLe, YeM Y 0ObIYHbIX AeTeid. [1oAMEeUEHO, UTO Y TaKmMx
HOcUTenelt ecTb CKAOHHOCTb K (hOPMUPOBaHWIO BTOPOI ONyXo/u, B
4aCTHOCTM OCTE0CapKOMbl. [pyruM MpuMepoM SIBASETCA HacieacT-
BEHHbIA afjeHOMAaTO3HbIA MOANMO3 TONCTOM KWLLIKWU, Pa3BMBAMOLLMIA-
cA BCKOpe nocne poxpaeHus. Ecnv getn ¢ aTum 3a60/ieBaHMEM Bbl
KMBAIOT, B3POC/EOT U AoXmBatoT 4o 50 net, 10 B 100 % Habntoge-
HWIA Yy HUX BO3HWMKAaET pak TOACTOM KULWIKW. ECTb HECKONbKO Mnpu
3HAKOB, XapaKTepu3yoLLMX YKa3aHHY rpyrnmny CUHAPOMOB.

Mpn KaXaoM M3 CMHAPOMOB OMYyXO/EBbI/ MPOLIECC 3aTparvBaeT
onpefeneHHy OpraHHy 1 TKaHeBYH floKanusauuio. Tak, 2-i tvn
CUHAPOMA MHOXECTBEHHOI 3HAOKPUHHOW HEOoMnasun KacaeTcs Lun-
TOBUAHOM >Kefie3bl, OKOMOWMUTOBULHLIX XEeMe3 U HafnovyeyHKOB
Mpy HEM HET MPeapacrosONKEHHOCTN K APYrM OMyXonsam. BHyTpu
3TOI FpynMbl OMYXONM YacTO WMMEKT XapaKTepHbln ¢eHoTMn. Ha-
npvMep, B MOPAXEHHON TKaHW MOXET OblTb 60/bLLIOE KOMMYECTBO
[06POKAYECTBEHHbLIX Y3/10B (MOAMMO3 TO/ICTOM KWULLKW) WKW Mpy
Heripotnbpomartose 1-ro Tuna (cm. rnasy 8) MOryT NOSIBUTLCS MHO
YKECTBEHHbIe NMUTMEHTHbIE NATHA Ha KOXe (LiBeTa Koe C MOSIOKOM),
a TaKke ysenku Jlnwa (A.Lisch), npeactasnstolme co6oi nurmen
TUPOBaHHbIE FaMapTOMbl B pafy>XHoN 060/104Ke rnasa. Kak v npm
[pyrux ayToCOMHO-AOMUHAHTHbIX 3a00/1eBaHUAX, OTMEYaeTcs HC
MofiHas MeHeTPaHTHOCTb (4acToTa WM BEPOATHOCTb MNPOSBIEHWN
reHa) W pasnnyHas 3KCMPecCMBHOCTbL (CTeMNeHb pasBUTUA Mpu
3HaKa).

CemeilHble hopMbl Heomnasuwu. BcywHocTn wr
pacnpoCTpaHeHHbIE TUMbl 3/10KAYECTBEHHbIX OMyXOfieid, KOTopble
BCTPEYaroTCA CNnopagunyeckun, HabnofatoTCs TakkKe W Kak Cemeld
Hble (OPMbl. STO KapLWUHOMbI KULLKW, MOSIOYHON Xenesbl, SU4HM
KOB 1 ONyX0/X rofoBHOro Mo3sra. O6LWMMY NpU3HaKaMmn CeMeinHow
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Heonnasuy ABMAIOTCA BO3HWKHOBEHWe B paHHEM BO3pacTe, MO-
ABMIEHVE MUHUMYM Y [BYX, @ TO W GONbLUEro yucna 6nmkanimx
POLCTBEHHUKOB, YacToe ()OpMMpPOBaHWE [BYCTOPOHHWUX WAN MHO-
YECTBEHHbIX MOPaXeHWin. CemeliHbIM (hOpMaM He CBOWCTBEHEH HU
XapakTepHbId (heHOTWM, HU cheuuduyeckas AuHamuka. Hanpu-
Mep, B OT/MYME OT Ma/MrHWU3aLWW NpU HAcNefCTBEHHOM afeHo-
MaTO3HOM OMNMO3e TOJCTOM KULIKWA CemMelHas (opma paka
3TOr0 OpraHa He pasBUBAETCA W3 MPESLIECTBYOLLErO XKENe3ncToro
nonuna.

AYTOCOMHbIe peLeCCUBHbLIE CUHLPOMbI Ha-
pyweHHoOn penapauunun AHK (ayToCOMHble —TO e,
YTO XPOMOCOMHbIE, KPOME MOJI0BbIX XPOMOCOM, a PeLecCuBHble —
nposiBnsloLmecs B heHoTMNE). Peub NAET 0 HECTabUNbHOCTM CTPYK-
Typbl AHK nauM xpomocomM. B rpynny 3TMx CUHAPOMOB BXOAAT MUT-
MeHTHas Kcepogepma (MUrMeHTauus, runepkeparos, 0TeK W Apyrue
N3MEHEHNSA KOXW MNPU COSTHEYHOM 00/1y4eHnUm), aHeMuss PaHKOHM,
XapaKTepu3yHoLLasca TMMonsiasnein KOCTHOro Mo3ra, HU3KUM comep-
YaHVWeM KNeToK KpOBW, MHOTMMU aHOMaIUAMMU.

B uenom ot 5 4o 10 % 3/10KAYECTBEHHBIX OMyXOMei YenoBeka
CBA3aHbl C HACMeACTBEHHON MpeapacnonoXeHHOCTO.  CregyeT
ynoTpe6nsaTb TEPMUH UMEHHO HACNECTBEHHOM, a He reHeTUYEeCKO,
MOCKOJIbKY MOCNefiHee MOHATME OTHOCUTCA K FeHeTUYEecKOMYy anna-
paty, ynpaBistoLLEMY He TOMbKO mepefaqeit HacnefCcTBEHHbIX Mpu-
LLIAKOB, HO W BbIMOMHAIOLLEMY 6OJEe LLIMPOKMNE PYHKLMN.

Ponb xpoHu4yeckux nponndepaTnBHbIX N3MEHEHUA. OcHoBOI Ma-
NUFHM3aUMKU CNYXaT U MeTabonnyeckue, WU AWCTOPMOHaSbHbIE, U
XPOHWYECKMe BOCMa/INTE/IbHbIE MPOLECChl. BbpoHXOreHHOMY paky
HepesKo MpejLUecTBYIOT o4aroBas runepnniasus, metannasus u guc-
nnasus anuTenus 6pPOHX0B, BO3HUKAKOLWME Y KYPUNbLLMKOB MOf
aciiCTBMEM KaHLLEpPOreHHbIX NPOAYKTOB Ha MeTabonn3M 3nuTenno-
nuToB. MMnepnnasusa, AMCNNasus, a Takke HapylleHus andoepeH-
LIMPOBKM B BbICTUKE BRAara/IMLLHON MOPLUMU LUEKN MaTKu, UMEH-
LUve AUCTOPMOHANBbHYIO MPUPOAY, TOXE MOryT ObITb CBA3aHbI C pas-
BUTVEM paka. XpOHMYeCKas A3Ba XKeNyfKka, LMppo3 NevyeHn u apy-
Ivc BoCManMTeNnbHO-AeCTPYKTUBHbBIE MPOLLECChI 3aTSXHOM0 XapakTe-
pa BO MHOIUX C/lyyasx TasT B cebe Ty Xe OnacHOCTb.

Bce 3Tu npoveccbl OTHOCAT K rpynne (akynsTaTUBHbIX Npespa-
KOBbIX M3MEHEHMI W 4acTo 0603HAYAOT MOHATMEM «TpefpaKk». Yc-
NOBHO K MOHATUIO (paKy/NbTaTMBHOIO Mnpejpaka MOXHO OTHECTU U
HeKOoTOpble [OBPOKAYECTBEHHbIE 3NUTEIMOMbI. Hanpumep, pacty-
g BOpCMHYaTas afeHoMa TOMCTOM KMLIKM CNOCOOHa K 03/10Ka-
BY TBNEHNIO Yy 50 % 0OO0/MbHbIX, a MEPEXOAHO-KNETOUYHaA NanuanoMa
MOYeBOro nysoipsa —y 60 %.

Mpy XpoHUYecKnX NponudepaTnBHbLIX NpoLeccax MeTabonuyec-
KO/, AMCTOPMOHaNbHOMW WMAM BOCMANUTENbHOW NPUPOAbl pasHble
"MYrpPUTKAHEBbIE MPUYUHbLI MOCPEACTBOM PAa3/INYHBLIX MEXaHU3MOB
i@ MABAIOT BO3JENCTBME HA FEHETUUYECKUIA KOHTPO/b Haf nponnge-
pauvielt n auddepeHLMPOBKON KIETOK.
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7.5. MonekynsapHble OCHOBbI KaHLeporeHesa

Mpw Bcem pasHOO6pasnM Makpo- 1 MUKPOCKOMMUYECKMX MPU3Ha
KOB, a TaKXe YNMbTPaCTPYKTYPHbIX, GUOXMMUYECKNX, VMMYHONOMU
YECKUX N FeHeTUYECKMX NapameTpoB, XapaKTepu3yHLmMx HOBOOOpa
30BaHUsA, MOCMEfHME Pa3BMBAlOTCA MO OMPeAeNieHHbIM 3aKOHaM
WHbIMK cnoBamK, y cambIX pasHbIX TUMOB OMyXonel eCTb MHOIO 06
LLero Ha pas/INyHbIX 3Tanax BOSHUKHOBEHWS U pocTa.

B ocHOBe KaHLeporeHesa fieXkaT HefeTalbHble NOBPEXAEHUS e
HeTMYecKoro annaparta (reHoma) KNeTOK Tuna MyTauuii: FeHHbIM
MpV KOTOPbIX WM3MEHSETCH KOMMYECTBO WM MOCNeA0BaTeIbHOE L
MOHOHYK/E0TUAOB B Mpefenax OAHOr0 reHa, WAW FeHOMHble, Mpu
KOTOPbIX N3MEHSIETCA YMC/I0 XPOMOCOM WM UX HAabopos. Bo MHormny
CNyYasx MyTalWu FeHOB WM FeHOMa MOFYT GbiTb OBHapy>KeHbl na
TONoroaHaTOMoM. [TOBpeXAeHNs! TreHOMa B COMATMUYECKMX KieTKa\
MOryT OblTb NPUOBPETEHHbLIMU BCNEACTBUE BO3LENCTBUA (HaKTOPOM
OKPYXKaloLLEN cpefbl (XMMUYECKNX BELLECTB, paamalui, BUPYCOB)
B KneTkax 3apofblLUeil OHU MOTYT WMETb HAC/efCTBEHHbIA XapaK
Tep. eHeTMYeCKas KOHLENUMUA KaHLeporeHesa nofpasymMeBaeT, Yo
nonynaUnsa ONyXoneBbIX KNETOK — 3TO pesy/bTaT pPasMHOXEHMS
MOYLLEro OT OQHOW KNETKWU-POAOHaYanbHNLbI KIOHA, NpeTepneBLUen
ONyXO0/IEBYH) TpaHC(opMaLmio. B 3TOM COCTOMT CMbIC MpefCTaBe-
HWS1 0 MOHOK/OHANLHOM Pa3BUTUM OMYXOJeNd.

YCTaHOBNEHO, YTO OCHOBHbIMU MULLEHAMMW FEHETUYECKOro BO3
[eACTBMA MpW OMYXO0NeBol TpaHchopMmauuu ABAAKOTCA ABa KiaH U
HOPMa/IbHbIX PEryNATOPHbIX FEHOB: MPOTOOHKOrEeHbI-MPOMOTOPbI
(akTmBaTOpbI) POCTa KNETOK M KaHLEepOCYnpeccopHble reHbl (amu
OHKOI'eHbIE), TOopMo3sLme pocT. MyTaHTHble anfenn (U3MeHeHMbI'
COCTOSIHMS)) NMPOTOOHKOTEHOB PacLEeHMBAIOTCA KaK AOMUHAHT WA
(npeobnagatoime 1 NPenAaTCTBYIOWME MOABMEHUIO OPYrUX COCKU»
HWI), NOCKO/MIbKY OHW TPaHC(HOPMUPYIOT KNIETKWU, HECMOTPS Ha IH
AnYne UX HOPMasbHbIX KONWiA. B MPOTMBOMOMOXHOCTb 3TOMY Oo«
HOpMa/bHbIe A/INENIN KaHLLEPOCYMPECCOPHbIX FEHOB AO/MKHbI Obln
NOBPeXJAeHbl A1 TOro, 4To6bl OCYLLecTBUIACL TpaHChopmaLmu
Mo3TOMy Takoe CEMEeNCTBO FeHOB OTHOCAT K PELEeCCUMBHBIM OHKCUK
Ham (MPOSBASOWMMCS B TOMO3UTOTHOM COCTOSIHUM, T.€. MPU HauM
YnK ABYX CBOMX WAEHTUYHBIX annenen).

K TpeTbeMy Knaccy reHoB, TOXE WUMERLNX BaXHOe 3HayeHue *
KaHLeporeHe3e, OTHOCAT TeHbl, KOHTPOUPYHOLLME MNPOrpaMMLLM.
BaHHYO rnbesb KNeTOK —anonto3. PyHKUUA O4HWUX U3 3TUX rcrno*
y3kocneunuyHa 1 NogymnHeHa TOMbKO YKa3aHHOW Lenu, HO HF
TOpble reHbl 3TOM TPYNMbl (PYHKUMOHUPYIOT N Kak NMPOTOOHKOrEHbI
N KaK aHTWOHKOT€EHbI.

B HacTosLee BpeMsi KaHLeporeHes npeAcTaBnseTcs B Bude CK -
OUIAHOTO, MHOrOCTYMeHYaToro npouecca Kak Ha TeHEeTUYECKUM
YPOBHe, TaK U Ha YpOBHE NPMOBPEeTEHWs Kakoro-nubo geHotmn™
MocneaHWii y 310Ka4eCTBEHHbIX OMyXO/ieil BKIOYaeT B ceba U
CKO/IbKO CBOMCTB: MU30bITOYHBIA POCT, MHBA3MIO, CMOCOOHOCTL K MA
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Cxema 7.1. MNaToreHe3 3/10Ka4yeCTBEHHbIX HOBOOGPa30BaHMiA

3kcnpeccus NpofyKToB
W3MEHEHHbIX FreHOB
M yTpata NpoAyKTOB

perynsaTopHbIX reHoB

[eTeporeHHoOCTb
nonynsaynn
OMyXo0/eBblX KNeTOK

3n0KayecTBeHHas onyxonb

mi M3UPOBaHUIO. DTW CBOWCTBA NPUOBPETAKOTCA B XOfe Mporpeccu-
...... OMyXo/u, T.e. PA3NNYHbIX U3MEHEHWIA ee (heHOTMMa, 0BbIY-
4o U CTOPOHY YBENNYEHNS 3/10Ka4eCTBEHHOCTU. Bce 3TW n3MeHeHus
HLLLIOCTBIO OMpPefeNifatoTCcA U HanpaBnsTCs NpoLeccamu, nNpomcxo-
....(UMK Ha reHeTMyeckoM ypoBHe (cxema 7.1).
Il HMKecnefyroWNX Nofpasfenax pasgena 7.5 3aTPOHYTbl MHOrO-
IHI neHHble TEHETUYECKME MOHATUA W OMpefeneHuns, U3BECTHbIE U3
SY|Hy| 6ronorun. MpakTUYecKn BCe OHWM OTPaXKeHbl B rnase 8, no-
... MEHHOW reHeTMYecKol MaTonorMn. 3TO MOXHO WCMOJb30BaTh
| (1 COOTBETCTBYHOLLUMX CMPaBOK.
YueHue 06 oHkorenax. [1PpUHATO AymaTb, UYTO reHbl, BbI3bIBalO-
LUMe 3/10Ka4YeCTBEHHbIE HOBOOOPA30BaHUA, MPOUCXOAAT M3 MPOTO-
MWYCHOB, KOTOpble aKTUBMPYIOT B HOPM&a/IbHbIX K/ETKax (m3mno-
YMUCCKYIO Nponimdepaumnto 1 anddepeHuMpoBKY KneTok. [MyTb K
*[bPMTUIO NPOTOOHKOIEHOB OKa3a/iCAd HenpocTbiM. BHauvane nx o6-
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Hapy>XunnM B KayeCTBe «MOMYTUMKOB» B FeHOMe BbICTPO TpaHcqop-
MUpYHoLLMX peTpoBupycoB (PHK-coaepxalinx BMPYCOB), KOTOpble
CMOCO6HbI K BbICTpOM MHAYKUMK ornyxoneit y MOAOMbITHBIX YX/BO!
HbIX ¥ K TpaHcthopMaLmm UX KMeToK in vitro. MonekynspHoe pac-
UfleHeHWe reHoma 3TWX BMPYCOB BbISBUNO Ha/INYMe YHUKabHbIX
TPaHCHOPMUPYIOLLMX MOCNeL0BaTENbHOCTEN, Ha3BaHHbLIX BUPYCHbI
MW OHKOreHamu (V-oncs) U He OB6Hapy>XEHHbIX B FEHOMEe HeTpaHC
thopMupyoLLMX peTpoBmpycoB. OKasanock, YTO MOC/eoBaTeIbHOe
TM V-0NCS ObM WAEHTUYHbI HEKOTOPbIM MOC/NELOBATEIbHOCTAM
OHK B HopManbHbIX Knetkax. [lonarawoT, 4TO B XOAe 3BO/OLMU
PETPOBMPYCHbIE OHKOreHbl MOABEPr/INCL TPaHCAYKUMK (nepeHocy
WK 3axBaTy) B BUPYCHbIA FEHOM MyTeM Cy4ainHoW pekoMOGMHaLmm
(o6meHa) ¢ AHK HopMasibHbIX KNeTOK, NHPULMPOBAaHHbLIX BUPYCOM
[MOCKO/bKY Y)XKe CyLLeCcTBOBa/I0 Ha3BaHWE «BUPYCHble OHKOTMeHbl-
MOHATME «MNPOTOOHKOreHbl» (Kak Obl MpeAweCTBEHHUKMN V-0NC-.)
BO3HUMK/I0 MO OTHOLLUEHUIO K UX aHasoraMm. B HacTosiee Bpems
0603HaUYEHNS KAXKAOT0 V-0NC MPUHAT TPEXOYKBEHHbIA CUMBOS, YK
3bIBAOLLIMIA HA OHKOTEH TOro BMpYCa, U3 KOTOPOro OH Obln U30MPO
BaH. Hanmpumep, OHKOreH, COfepXaluiAicas B BUPYCe CapKOMbI
nuHun fe, obo3HavaeTcs Kak «v-fes», a OHKOreH BMpycCa CapKOMbl
06e3bAH (Simian sarcoma) — KakK «v-Sis». [lpyrue npOTOOHKOTeHbI
0603HavatoTCa elle npoue: «fes» n «sis», T.e. 6e3 «V».

BaXHO OTMeTUTb, YTO BMPYCHblE OHKOMeHbl OTCYTCTBYIOT B Ur
cKonbkux PHK-cofepxalimx Bupycax, Bbl3blBatOLLMX HOBOOOpA O
BaHMA. [pUMepPOM MOXET CNYXWTb Fpynna Tak Ha3blBaeMbIX MeH
NEHHO TPaHCHOPMUPYIOLLMX BMPYCOB, BbI3bIBAIOLLMX EAKEMUIO X
rpbI3yHOB NOC/e NPOAO/HKUTENILHOIO NaTeHTHOro nepuoga. OpHako
MEeXaHM3M, C NOMOLLbI0 KOTOPOro OHMW OCYLLECTBASKOT OMyXO/EBYO
TpaHc(opMaLuio, CBA3aH C NPOTOOHKOreHamu. MonekynsipHoe L
ClefloBaHVe KNeToK, TPaHCHOPMUPOBAHHBIX TaKUMK BUpycamu fievt
KeMnW, nokasano, 4To nposupycHasa AHK Bcerga onpegenserca u
KayecTBe MHcepumm (BCTaBKU) OKOMO MPOTOOHKOreHa. Bcneactnio
Tako BCTaBKU BO3HUKAKOT CTPYKTYPHblE W3MEHEHWSI KIETOUHOM!
reHa, nNpe.BpaLLatoLLe ero B KNETOUHbIA OHKOreH (C-onc). A cuio.
Hble PETPOBUPYCHbIE aKTMBATOPbI, BCTaBneHHble B AHK noeausii
T OT MPOTOOHKOrEHOB, MPUBOAAT K HEPErynMpyeMOR 3KCrpeccum
(peanmsaumn QyHKLMK) KIETOYHOrO reHa. Takol BMA aKTMBaumn
MPOTOOHKOreHa Ha3bIBAOT UHCEPLUOHHbIM.

XOTA u3yyeHne TPaHCHOPMUPYIOLLNX PETPOBUPYCOB MOLOUM i
HbIX XXMBOTHbIX BbI3BASIO NOSB/IEHNE YUEHWUS 06 OHKOreHax, nocr a
Hee He CMOr/10 06BACHUTL MPOVMCXOXAEHUE OMYXO/eil YeloBeKa, M>
TOpble, 32 PefKUM UCKNHOUYEHWEM, He BbI3bIBAHOTCA PETPOBUPYCAMU
BO3HWK ecTeCTBEHHbI BOMPOC, COLEPXKAT /M ONyXOnn HeBUPYCHU
NPUPOAblI OHKOTreHHble nocnegosatensHocTM AHK? OTBeT Obun HA
Ny4yeH B onbiTax ¢ TpaHchekumein AHK (BocnpounsBeseHNEM Bupy» .
B K/ETKe NyTeM BBEAEHWS B €e FTeHOM W30/IMPOBAHHOM BUPYCHOM
OHK). Mocne BeBefeHus in vitro AHK, BblaeneHHON U3 HECKONM W*
pasHbIX OMyXo/ieli YeNoBeKa, B MblLUMHbIE (PMOPOBNACTLI, B NOENU
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HV/X pa3BMBaNacb 3/10Ka4eCTBEHHasd TpaHchopmaums. 3 yero 6bin
, denaH BbiBog, uto AHK B CMNOHTaHHO BO3HMKAIOLLMX HOBOOOpPa30-
N.LUMAX COLEPXKMT OHKOreHHble MOoCcnefoBaTeNlbHOCTU WU OHKOre-
Hol MHOrMe M3 3TUX TPaHCHOPMUPYHOLMX MNOCNefOBaTeNbHOCTEN
OKa3INCb WAEHTUYHbI ras-NMPOTOOHKOreHaM, nNpeaLlecTBEHHUKAM
MUPYCHBIX OHKOreHoB Ha-ras u Ki-ras Bupyca MbILLWHOW CapKOMbI.
Opyrve >xe, Hanpumep OHKOreH c-erb B-2, MMelOT coBepLleHHO
MHble (hopMbl MOCNef0BaTeNIbHOCTEN, He BCTpevatolmecs B PeTpo-
unpycax.

Takum 06pa3oM, NPOTOOHKOreHbl MOMYT CTAHOBUTLCA OHKO-
IcHaMn NpW PeTPOBMPYCHOWN TpaHcAyKuun (V-0ncs) uam npu BO3-
(H I‘/'ICTBI;IFIX, TPaHCHOPMMPYHOLUMX KX IN Situ B KNETOUYHbIE OHKOr€eHbI
i ones).

BenkoBble NPOAYKTbl OHKOreHoB. OHKOreHbl KO-
LUpYIOT Benku, HasbiBaeMble OHKOMPOTEMHaMW. I3TW 6enKu Harno-
MUHAKOT HOPMaJibHble MPOJYKTbl MPOTOOHKOIEHOB, HO 3a TeM UC-
| TOYeHMEM, YTO OHKOMPOTEUHbI JINLLEHBI BaXKHbIX PErynsaTopHbIX
MCMEHTOB, M MX BblpaboTka B TPaHC(OPMUPOBAHHBLIX KNETKax He
bIHUCWT OT (haKTOPOB POCTa WK APYIUX BHELIHUX CUMHAMbHbLIX Cy6-
nowwii (no R.S.Cotran, K.Kumar, T.Collins, 1998). UTo6bI nyuLle
MOHATb NPUPOAY U (PYHKUUWU OHKOGENKOB, CredyeT BCMNOMHUTL OC-
OOUHbIE 3Tanbl (U3NON0rMYECKON KNeTOYHON nponugepaumm (cwm.
miaHy 6): a) CBA3bIBaHME (haKTopa pocTa C ero cneuuguyecknm pe-
LlenTopoM B nsasmoniemme; 6) BpeMeHHas U OrpaHuUYeHHas akTuBa-
LA peLenTopoB (hakTopa pocTa, KOTOpas B CBOK ouepefb aKTUBM-
ikWN HECKO/bKO CUMHaNbHO-Npeobpasytolmx 6efKoB BO BHYTPEH-
Hell NacTVHe MAasMofieMMBbl; B) nepefadya npeobpasoBaHHOMO CUr-
Hava CKBO3b LMTO30/1b Yepe3 CUCTEMY BTOPUYHBIX MECCEHXEPOB
'eM rfiaBbl 2 1 8); r) aKTMBaumMsa BHYTPUALEPHBLIX PErynsaTopHbIX
(haKTopOB, Bbi3blBaKOWMX TpaHCKpunuuio AHK n geneHne KeTku.
Vimest B BUAY 3TMW 3Tarbl, MOXHO YCTaHOBUTb BUbl OHKOTEHOB U OH-
*MOE/KOB B Ka4eCTBE U3MEHEHHbIX BEPCUI UX HOPMasIbHbIX KOMWIA,
* MKXe CrpynnupoBaTb UX C YY4eTOM TOW POAN, KOTOPYIO OHWU Urpa-
el N Kackafle CUrHa/IbHOM TpaHcayKuun (Tabn. 7.5).

1 dakTOopbl pocTa. 3BeCTHO MHOr0 NOAMMENTUAHBIX (haKTo-
..... pocTa, CTUMYNMPYIOLLMX NPONUMEPaLNI0 HOPMa/IbHBIX KETOK
ii M rnasy 6). MonaraloT, uTo psAL (HhakKTOpPOB NPUHUMAET y4acTue U
M KaHueporeHese. MyTauuMm TreHOB, KOAVPYHIOLMX 3TWU (PaKTopbl,
*HLYr npeBpaLlaTh UX B OHKOTeHHble (hakTopbl. Hanpumep, npoTo-
*HKOreH C-SiS, KOAMPYHLMIA p-Lenb TPOMGoUMTapHOro takropa

ra (Tu®P) 6b11 OTKPLIT B BUAE BUPYCHOIO OHKOFeHa, cofepxa-
....0cn B V-sis. Moxe TudPP 6bin1 06HapY>KeH B HEKOTOPbLIX HOBO-
«<MWHOBaHKSAX Yen0BeKa, B OCHOBHOM B acTpOLMTOMax M ocTeocap-
»mVEX, BbIACHWNOCH, 4YTO B 3TUX HOBOOOPA30BAHUAX WMEHTCA

0 *c peuenTtopbl Tu®P, 6narofaps YeMy BO3MOXHa ayTOKPUHHAS
LWMYAUNUSA KNETKA. AYTOKPUHHAs CTUMYNALMA éJaCCManVIBaETCFI

Ba)KHOE 3BEHO NatoreHesa psafa onyxonei, B 60/bLIMHCTBE KO-

malXreH (hakTopa pocTa OCTaeTC HEM3MEHEHHbIM, T.e. 6e3 MyTa-
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Tab6nuya 7.5. XapaKTepucTnka npoTOOHKOrEHOB

KaTteropusa Kogupye- MpoTo- MexaHn3mbl Bugbl onyxoneii
MbIX MPOLYKTOB OHKOreHblI nposiB/eHNs YesioBeKa

®daKTopbl pocta

TpombounTapHbIii sis CsepxaKcnpec- AcTpouuTOoMa, 0CTeocapKo

(hakTOp pocTa-p-uensb cun Ma

daKTopbl pocTa hst-i, Csepxakcnpec- Pak >enyaka, MOYeBOro Hy

thnbpobnacTos int-2  cus 3bIps, MOJIOYHOW >Xenesbl
MenaHoma

PeLienTopbl (hakTOpoB pocTa

CemeiicTBO peuenTo-  erb Bl  Csepxakcnpec- [1/10CKOK/IETOUHBbIA b
pa anuaepManbHOro cus Nerkoro
thakTopa pocTa erb B2 Amnnugukaums Pak  MONOYHOM  kenesbl
ANYHMKA, NEerKoro, Xenynm
erb B3 Caepxakcnpec- PakK MONOYHOI Xenesbl
cuns

PeuenTop KOMOHHe- fms TouKoBble Neiikemuns
CTUMYNNPYIOLLLErO MyTauum
thakTopa (KC®)-1

benku, yyacTsytoLLme B CUrHanLHOM TpaHCAyKUMnA

CassblBatoLmecs ras ToukoBble Pak nerkoro, KuWLIKW, ron
c 1To MyTauum XeNyfiouHoi xenesbl, pi
NNYHbIE NeikeMunm
HepeuenTopHas abl TpaHcnokauna XpoHuYeckas MUENoUAHUN
TUPO3NHKNHA3a neiikemusi, octpas AUMAGo

6nacTHas nemkemus
SnepHble perynsTopHLEE GeNky

AKTUBaTOpPbI Lyc TpaHcnokauua  Jiumdoma bepkutta
TpaHCcKpunuumn N-myc Amnaundukaumsa Helipo6nactoma, MeJIKO
KNEeTOYHbIW pak Nerkoro
L-myc Amnangukauus MenkKoKIeTOUHbI pak na
KOro

umMn. Yaule BCEro 3KCMPECCUID U [aXe CBEPXIKCMNPEecCUto reHoM
(hakTOpa pocTa BbI3bIBAOT NPOAYKTbI APYrMX OHKOreHOB, TaKMX Kak
ras (pacnonaraltoWuiics BAOMb NYTU CUTHAILHON TpaHCAYKLUMN)
YKa3aHHble NPOoAYyKTbl MOBYXAAIOT KNEeTKM BblpabaTbiBaTh OO/LLLIMM
KOnm4yecTBa (hakTOPOB POCTa, Hampumep TPaHCHOPMUPYIOLWNIA thak
Top pocta a (TPPa). TdPa cBa3aH ¢ anuaepMasibHbIM (PaKTOPOM
pocta (3®P) 1 BbI3bIBAET NPOAMMepaLnto MyTeM CBA3bIBaHUA C pr
Lentopom IPP.

Kpome c-Sis, B HEKOTOpPbIX KapuMHOMaX MULLeBapuUTeNbHOK
TpakTa M MOJIOYHON >Kenesbl aKkTMBUPYeTCA Trpynna CBS3aHHbIX C
HMM OHKOreHOB, KOAMPYHOLMX GENKK, TOMONOrNYHbIe $CXO,£I,HbIe)t
thakTopamm pocTa (pubpobnactos (PP®P), Hanpumep fist-1, ini 2
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1laKoHeld, MeNKOKNETOUHbI/ paK Nerkoro nposyumpyetr 60mM6e3nHo-
"MLLIOGHbIE MENTMAbI, CTUMYNUPYIOLWME NPOAUQEPALUI0 PaKOBbIX
¥ illeTOK.

HecmoTps Ha TO 4TO (aKkTOpbl POCTa BbI3bIBAKOT ayTOKPUHHYHO
AMYNIALUIO TPAHCHOPMUPOBAHHBIX KNETOK, HY>KHO OTMETUTb, YTO
*'WMbITOYHAs NPOAYKUMSA 3TUX (HhaKTOPOB cama Mo cebe HefoCTaTOY-
x| ana OMyXO/eBOM TpaHcdopMauumun. YpeamepHas nponudepaumns
*«TOK BO BCeX C/ly4asx TO/MIbKO CMOCOOCTBYET NPUOBPETEHUIO UMW
. LIKAQYeCTBEHHOrO (DEHOTMMNA MNYTEM MOBbILEHNUS CTEMEHU pUCKa
Hm CMOHTaHHbLIX (CaMOMNPOM3BOJIbHLIX) WM  UHAYLIMPOBAHHbIX
| MV IGO0 BbI3BAHHBIX) MYTaUMA B KNETOYHOW NONYNSALUK.

2 PeuenTopbl (DakTOPOB pocTa. ITO — CriefytoLee 3BeHO CUr-
lin MHOIi TpaHCAYKUMW. V13BECTHO HECKO/IbKO OHKOTFEHOB, KOAMPY-
HOLLWIX peLenTopbl (hakTopoB pocTa. Mpuyem B 0NyXonsx o6Hapy»xe-
Hbl W CTPYKTYPHbIE WU3MEHEHUS, U NaTonorMyeckas CBepxaKcrpec-
MW 3TUX (HaKTOpOB. [N TOro 4toObl MOHATbL, Kak MyTauuu moryT
¢ IMCHUTb (DYHKLMIO PeLenTopoB (haKTOPOB pOCTa, HAAO MOMHUTD,
HO HECKO/IbKO TakMX peLenTopoB SBAAKTCA TpaHCMeMOpaHHbIMU
MpoTEMHAMU CO CNefyroLWMMU JOMEHAMUN: Hapy>XHbIM NIUraHA0CBa-
|[HOWMM ¥ LumMTONNAa3MaTUYECKUM TUPO3UHKNHA3HBIM.

Mpy HOPMaNbHOM COCTOSIHUM PELLeNTOPOB aKTMBHOCTb KUHa3bI
+imchho AKTUBMPYETCH MYTEM CBA3bIBAHWUA Creuupuyueckux ans
W*W/TOr0 peLienTopa akTopoB pocTa. 3aTeM ObICTPO HACcTynaeT Tu-
*4MnoBoe (hocHopnIMpPoBaHNE HECKONbKUX CyBCTPaToB, COCTaB/s-
IOLLMX 3BEHbS MWUTOTMYECKOrO Kackafa. Ipy OHKOreHHbIX Bepcusx
1'4nMuiTOpoB MX CTPYKTYpa M (YHKLMSA 06YCNOBMEHbI CTOMKON aKTu-
MUMeld TUPO3MHKMHA3bl B LMTOMIAa3MaTUYeCKOM JOMeHe, HO 6e3
MKMBaHWA ¢ (hakTopoMm pocTa. CneposatefibHO, MYTaHTHble pe-
LW'NTOPbI NepesatoT B KNETKY HENPEPbIBHbIE MUTOrEHHbIE CUMHAbI.

MyTauun, nopaxaroLme peLenTopbl (hakTopoB pocTa, npuobpe-
TW OfHY W3 [BYX (DOPM: YKOpPOYeHWe peLentopa Wi TONKOBYHO
yywuuto. MokasaHo, 4To v-erb B, TpaHC(OPMMPYIOLWNIA OHKOreH
S{Kyca NTUYLEro 3pUTPO6/1acTo3a, KOAMPYeT MYTaHTHbLIA pelenTop
MJ> Takum 06pa3om, 4YTO NpU 3TOM yTpaumBaeTcs 6ONbLUMHCTBO
WPYXHbIX IPP-CBA3YOWMNX AOMEHOB. Takoe yKopoueHue npueo-
0N K CYLLUECTBEHHOI aKT1BaLWMM BHYTPUKNETOUYHOW TMPO3UHKMHA-
4| CxogHoe yKopodeHMe peuenTopa O6HapY>XeHO B HEKOTOpPbIX

douuToMax Yenoseka. TOUKOBble MyTauuu (M3MEHeHUe OfHOM
Mapbl OCHOBAHWUIA), aKTMBMpYIOLWWME c-fms, a Takke reH, Koaupyto-

/i peuenTop LMUTOKUHA, KONOHWECTUMYMMPYHOLLEro akropa
*K('d>-1 (hakTOpa, 0becneunBaroLLero hopMUPOBaHNE KOMOHNIA
noy NponugepaToB KNETOK B Ky/MbType), BbISBMEHbI B OMYXO0/MEBbIX
WIeTKax NpU MUeNoVAHOW neiikemnun. opasfo vallle, Yem MyTaumm,
[pyLLatoLLMe PerynsTopHyr0 QYHKLUMIO NPOTOOHKOrEHOB, BCTpeya-
MW CBEPX3KCMPECCMSi HOpPMabHbIX JOPM peLenTopoB (hakTopoB
| '| ra. OBbIYHO BOB/EYEHBbI TPU YfleHa CeMelACTBa peLienTopoB DP.
MprvepHo B 80 % MNIOCKOKNETOUHbLIX KapLUUHOM NIErKOr0, Pexe B
VIKOHOW OMyX0/iM MOYEBOrO Ny3blps, MULLEBAPUTENILHOIO TPaKTa, a
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TakXe B aCTPOLUTOMAX HaxoAMTCsA B CBEPXIKCMNPECCMPOBAHHOM CO
CTOSIHUN HOopManbHas opma c-erb Bl, reH peuentopa 9PP. B He

KOTOPbIX C/lyyasiX MOBbILLEHHAsA 3KCMPeccus peLenTopa cBA3aHa I
amnngukaumen (cBepxyaBoeHWem) reHa. Ho B 60/bLUMHCTBE Apy

TMX C/y4aeB MOJEKYISPHbIE YCI0BMS A1 MOBbILUEHHOW 3KCMpPeccum
peuenTopa Hewu3BeCTHbl. B MpPOTMBOMNOMOXKHOCTb 3TOMY, FeH cerl>
B2 (MHaye Ha3bIBaeMbIA C-neu), BTOPOI YfieH CEMENCTBA peuenTo

poB 3PP, amnangumumupyetcs B 60/bLLIOM MPOLEHTE HabNOAEHN
afleHOKapLMHOMbI MOJIOHHOI >Kenesbl, AMYHUKOB, NIETKNX, XenyaKi
W CMIOHHBIX Xene3. JluraHg ons c-erb B2 HefaBHO MAEHTUMLMPO

BaH, W TPAHCKPUNTbI (EAVHULbI TPAHCKPUNLAW, KOAMPYIOLLME CUn

Te3 pPHK) 3Toro HoBOro haktopa pocTa BbISBNIEHbI B TEX XXe TKa

HsIX, B KOTOPbIX 3KCMPeccMpoBaH peLenTop.

TpeTuid uneH cemeiictea peuentopos 3PP — c-erb B3, to*
M30MMPOBaHHbIA HeLaBHO, HaXOAMTCA B CBEPXIKCMPECCUPOBAHHOM
COCTOSHUM B KapLMHOMax MOJIOYHOW >enesbl. Bbifo BbICKa3aHO
MPeAnosoXeHNe, YTO OMYXO/INM CO CBEPX3IKCMPECCUEN pPeLenTopoM
(hakTOpOB pocTa, Hanpumep c-erb B2, MoryT umeTb ocobyto 4yBa
BUTENIbHOCTb K HEOOMbLUMM €ero Ko/M4ecTBaM, CTUMYMPYHOLLMM
POCT, W, CNefoBaTeNlbHo, MOryT OblTb 60/1ee arpeccuBHbI. Takas m
noTesa NOATBEPXKAAETCS TEM, UTO BbICOKME YPOBHU Genka c-erb B2 n
KeTKax KapLMHOMbI MOJIOYHOM >Kenesbl CBUAETENbCTBYIOT O Hebm
ronpuaTHOM NPOrHO3e.

3. benkn, TpaHcayumpytoLLme énepeHoc;lu_u/le) curHanbl (cm. Tab'
7.5). V13BECTHO HECKO/NbKO OHKOOENKOB, MMUTMPYIOWMX (QyHKUmKN'
HOPM&/IbHbIX LMUTOMNa3MaTUYeCKNX 6enkoB, MepeHOCALLMX CUMbl
Nbl. Moneky bl 60bLINHCTBA U3 HWUX TOKANIM30BaHbl BO BHYTPEHHEN
NNacTVHe M1a3MoMIEMMbl, FAe OHW MNOJSyYaloT CUTHaNbl U3 Cpedpl
OKPY>KatOLLE KeTKy, Hanpumep Npy akTMBaLMn peLenTopoB (ak
TOPOB POCTa, U nepedqam UX KnetouHomy sfgpy. C GMoxumMmnyeemH!
TOUKW 3peHUs 3TW OefIKM reTeporeHHbl, 04HaKo WX rpynnvpyto! un
[Be KaTeropuu: ryaHosuHTpudgocharcesasyrowme 6enkn (Mo
6enkn), Hanpumep c-ras, ¥ TUPO3UHKUHA3bl, HE CBA3aHHbIE C |»°
LenTopamu, Hanpumep c-abl.

Benku I'Td BKNOYaOT CEMENCTBO GENKOB ras U XOPOLLO Wiy
yeHHble 6enkn G. MpumepHo 30 % Bcex ONyXonei YenoBeka aqodF
XaT MyTaHTHble BapuaHTbl 6e/IKoB ras. Mpuyem Ang KapuuHoM ¢ *
CTO KMWLUKW, NOKeNyA04HON Xenesbl U LWUTOBULHON Xenesbl H<"
nokasatesib elle Bbile. MyTauus reHa ras — efUHCTBEHHOE U H/M
6onee YacTo BCTpeyaroLLeecs OTKIOHEHWNE LOMUHAHTHBIX OHKOLLKN'™
B Onyxonax 4yenoseka. VI3BeCcTHO, UTO ras MUrpaeT BadKHYH poib "
CTUMYNISILMM MUTO3a (MUTOreHe3e), BbI3BaHHOI (hakTopamu pot u
Hanpumep, 6nokafa QyHKUUW ras MUKPOUHBEKLMEN CreLnimnK
El/g(cbarlwmen npepbiBaeT NponngepaTmsHblil oTBeT SPP. Tudl 1

HopmanbHble 6e/Ku ras MUTPUPYIOT MEX[y aKTUBMPOBaHHMIA
(hopmMoVi, MepefaroLeid CUTHaM, M HEaKTWMBHbLIM, CTaTUYECKUM <>
CTOSIHMEM. B HEaKTMBHOM COCTOSIHUM GEfIKM ras CBA3LIBAIOT yLLy»

304



wHandocgat (FCAP). Korga KneTkn npocTUMynupoBaHbl (hakTopa-
MA poCTa WA APYrMMK PeLenTOpHO-AUraHAHbIMU B3aMMOZENCT-
WMMMY, ras akTuempyetca npu 3ameHe FAd Ha TP, AKTMBUPOBAH-
Hblli ras NooYepesHO BO3OYXXAAET AEVCTBYIOLME PEryNATOPbl NPOAn-
epauuM, Takue KaK MWUTOreHaKTMBMPOBAHHbIE MPOTEMHKNHA3I
MATIK) n npotenHknHaza C. B HOpMasnbHbIX K/IETKax akTUBHas,
nepefaroLlas curHan craaus 6efka ras CKOpoTeyHa, MOCKOJbKY ero
lyaHo3uHTpudgocatasa (F'Tdasza) rugponusyetr MM 8 AP, Bo3-
VpLILAA MOCPELCTBOM 3TOFO ras B CTAaTMUYECKOE COCTOsHME. TaKoi
HUKN NPOTeVHa ras 3aBUCUT OT ABYX peakuuii: 0bMeHa HykneoTuaa-
w1 — I AP Ha T'TP-akTMBUpPYIOLWLMIA Genok ras, u rngponusa Mo,
MpeBPaLLAOWLEr0 aKTUBHbIA [ d-CBA3aHHbIA ras B HeaKTUBHYIO
| Ad-cBA3aHHYO0 hopMmy. Obe peakunmn ynpasastoTcs (hepMeHTamu.
OcBoboxaeHve cBA3aHHOro AP 13 HeakTUBHOIO ras KaTanmsupy-
?ng)gycmpﬂemﬂ) CeMeNCTBOM TyaHWHOCBOGOXAatOLWMX (PaKTOpPOB

B NpoTMBONONOXKHOCTL TFEHY ras, CUrHa/lbHO-MepeHocALLas
®yHKkuma G-6enkoB MNpefcTaBiseTcs Ternepb 6o/ee OTYETIUBON,
(onbko oauMH npoTeMH G-6enoK, KOHTPOAUPYHOLWMUIA aKTUBHOCTb
| toHmnumknasbl (G-a-S), pacueHMBaeTCsl KakK OHKOMpPoTenH. My-
bIUTHBIA G-a-S 06HapY>XeH B KMETOUHbLIX CYyONMHNUAX OMyXOnei ru-
nogm3a, HaANOYEYHNKOB U LUUTOBUAHOW XKEnesbl.

Monekynbl TUPO3UHKMHA3, He CBA3AHHbIX C peLienTopamu, Kak u
YBHO3MHTPU(OCKHATCBA3LIBAIOLLNX  OENKOB,  pacnonaraloTcs  BO
BHYTPEHHEW NiacTMHe M1asMOoNIEMMbl U HYXHbI A1 (hocqopunmpo-
BaHUsl BHYTPUKNETOUHbIX MULLEHEA B OTBET Ha [eNCTBME HAPYXKHbIX
* LUMy/10B pocTa. MofobHO NPOTOOHKOreHaM, KOAMPYHOLWMM peLien-
topbl (PAKTOPOB pOCTa, MyTauuu TUPO3MHKUHAE3, He CBA3AHHbIX C

MoBTOpPaMW, MOBbILLAOWNMUN KMHA3HYKO aKTUBHOCTb, MpeBpaLla-
MH VX B OHKOreHbl. MyTaHTHble ()OpMbl TaKMX TUPO3UHKMHA3, KO-
Tpble NpMoGpenn TpaHChHOPMUPYIOLWMIA NOTeHUMaN, 00blYHO, 06-
Hapy>XUBAtOTCA B BUAE V-ONCS PETPOBMPYCOB >KUBOTHLIX: V-abl, v-
me, v-fyn, v-fes n gp. OgHako, Kpome c-abl, OHM pegKo aKTUBUPY-
MHCA B ONyXonsx 4enoseka. MpoTooHkoreH abl 06nagaet TMPO3WH-
> WMasHo/ aKTMBHOCTLIO, KOTOpas YrHeTaeTcsl MpPOTUBOAENCTBUMEM
>TYAATOPHbIX OMEHOB. OfjHAaKO 3Ta aKTUBHOCTb MPOSBNSETCA NpU
[M>MnyecKoin MMeNongHON NEeKEMUN 1N HEKOTOPbIX OCTPbIX SIMM-
(ho6NacTHbIX NelikeMusix, Korga reH c-abl nogeepraercs TpaHC/0Ka-
4 CO CBOEro 0ObIYHOro MecTa B XEOMOCOMG 9 Ha xpomocomy 22.
Urick oH cnuBaeTcs ¢ YacTbio reHa ber (break-point cluster region,
WLLA NOXHOIO TOYKOBOIO K/1acTepa, T.e. CKOMJIEHNS TeHOB U WX Yac-

LiL'S, a rMopuaHblii reH (xumepa) 06M1aAaeT MOLLHOM aKTUBHOCTbIO
NPO3NHKMHA3bl. M XOTA KOHKPEeTHble Cyb6CcTpaThl, KOTopble docto-
| nnpyeT XuMepa abl-bcr, HEeM3BECTHLI, NOMAratoT, YTO OHU Perynun-
pytoT nponudepaumo KeTok.

4 HApepvible perynaTopHble 6enkn (cm. Tabn. 7.5). Bce cuctemsl
M NYyTW CUTHAIbHON TPaHCAYKUUM 3aMbIKAKOTCA B SAPE KMETKU W

LeACTBYIOT Ha OTBeYalollMe TeHbl, KOTOpble OpraHu3ylT Mpo-
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ABWKEHNE KNETKN Yepes MUTOTUYECKU LMK (CM. rnasy 6). Pen
nvkauna OHK © peneHne KNeTKW Perynvmpyrotca CemericTBoM
reHOB, MPOAYKTbl KOTOPbIX /IOKA/IM3YIOTCA B A4pe, IAe OHU KOHTPO
NUPYIOT TPAHCKPUNLWIO FEHOB, CBA3aHHbIX C POCTOM. [M03TOMY He
YAVBUTE/BHO, UTO TeHbl, KOTOPble BAUAIOT Ha MyTauuu, KOAUPYMA <
Live (hakTopbl AAEPHON TPAHCKPUMLMKW, aCCOLUMPYIOTCS CO 3/10K»
YecTBEHHON TpaHctopmauueid. 3BecTHa BHYTPUSAEpHas SIOKanu
3aUna MHOXecTBa OHKOOenKoB, MNPOU3BOAHLIX OHKOTEHOB TYT,
myb, jun n fos.

['eH Tye Yallle BCEro yyacTBYeT B OMyX0/IeBOM npouecce y yen! >
BeKa 1 Mo3ToMy LienecoobpasHo pacCMOTPeTb ero hyHKLmu. MpoTo
OHKOTEH C-TYC 3KCMpeccupyeTcs (PakTUYeCKM BO BCEX 3YKapXH
HbIX (UMerLWMX Aapa) KNeTKax U OTHOCUTCA K reHam, OTBevatoLym
3a paHHuWe aTanbl pocta. OH ObICTPO NOABEPraeTcs WHAYKLWK
(BK/HOUEHMIO TPAHCKPMNLMK), KOrAa NOKOALAACA KNeTKa MoMyd.H i
CUrHan K geneHuto (cM. rnasy 6). Bcnep 3a npexogsiiym noBbInAv
Huem cogepXaHns MPHK reHa c-TyC 3KCMpeccus CHuXaetca /o
6a30BOro ypoBHs. 3HadeHue c-Tyc B nponudepauymm Knetok oftv
C/IOB/IEHO €ELLe M TeM, YTO TOPMOXKEHWE ero 3KCrpeccumn B aKCrepu
MEeHTE C MOMOLLLI0 ONIMFOHYK/IEO0TUAOB NPefoTBPaLLaeT BCTYN/ICLUM
KNETOK B S-(hasy.

MoneKkynsipHble OCHOBbI Y4aCTUsi C-TYC B PenMKauuu Kinem»
MONMHOCTbIO HE ICHbI, HO HEKOTOpPbLIE 06LLMe MPUHLLMMNLI ONpesenm
Hbl (rnaea 8). Bcned 3a TpaHcnsumeld 6enoK c-Tyc BbICTPO Mepcuu
cutes B S4p0. 4o uam nocne 3T0ro oH (hopmupyeT reTepoam mep i
OPYrMM  MPOTEMHOM, HA3BaHHbIM «Tax». 3aTeM komnnekc O
myc/max CBA3bIBAeTCA CO CneunduyecknMn nocnefoBaTe/ibHoe in
M AHK npefnonoxuTensHo Noban3ocT OT reHoB, Heo6Xo4UMbI *
ans nponudepaunn Knetok. Haxogscb B 3TOM BaXKHOM nokanu W
UMKn, Tye aKTUBMPYET TPAHCKPUMLMIO COCeAHWUX TEHOB, CBA3aHHbI'
c nponugepaumein. MoAIMHHOCTL FeHOB, CNOCOGCTBYHOLLMX Jer™
HUIO U ABASIOLLMUXCA MULLEHAMMW aKTUBaLMM C MOMOLLLIO Tye, CT»
[OMKHA 6bITb YCTAHOB/IEHA, HO HECKOJ/IbKO KaHAWMAATOB, BK/IOHM»
reH c-sis, koampyowmii [3-uenb TudP, yxke ycTaHOBMEHbI. B upon*
BOMOJIOXXHOCTb PEry/IMPYEMOI 3KCMPECCUN FeHa C-TyC B Xofe imp
Ma/IbHOM nponngepaumm KNeTOK OHKOreHHbIM BepCUsiM CBOCTBOM
Ha CTONKasa 3KCMpeccus, a B HEKOTOPbIX Cyyasx Aaxke CBepX»'
npeccust 6enka Tye. Bce 3T0 MOXET NPUBOAUTL K HEMpPepbIMHHH
TPaHCKPUMLUUM peLLaoLLUX reHOB-MULLEHEN W K OMYyX0/eBOA TP.HU
(hopmaumn. HapylueHue perynaumm aKcrnpeccum reHa c-tyc T Ly
yaetca npu numpome bepkutTa (D.Burkitt), B-KNeTOUYHbIX Oryx»
nax, Torga kak ycunenume N-myc u L-myc —B Heiipo6nactoMsm v
ME/IKOKNETOYHOM paKe JIerkoro.

AKTnBauma OHKOreHoB. MexaHM3mbl TpaHCOpM»
LM NMPOTOOHKOreHOB B OHKOTeHbl BK/THOYAOT fiBe 60/bLUME TPYMUM
MPOLIECCOB: U3MEHEHUsI CTPYKTYpbl reHa, npuBofswive K cunu |
HEHOPMa/IbHOr0 FeHHOro NpoAyKTa (OHKO6enka), UMetoLLero <
LMIO, OT/INYAIOLLYIOCA OT HOPMbI, @ TaKXKe U3MEHEHUs B perynmunt
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*KOHLIECCUN TeHa, MPUBOAALLME K YCUNEHHOW WM HEeCOOTBETCTBYHO-
LA MPOLYKLMM HOPMATbHOTO MO CTPOEHWO 6Genka, CTUMYNUPYHO-
LLEro nponungepaumto.

ToukoBble MyTauuu. Hauayywnii npvMep akTuBaluu, Bbi3BaH-
HOIN TOUKOBBIMW MyTauuUsAMK, NPeACcTaBNseT CO60M OHKOreH ras. W3-
HECTHO HECKOMIbKO MyTauui, SP(PEKTUBHO CHMKAIOLLMX aKTUBHOCTb
| 1da3bl 6enKoB ras.

MyTauum reHa ras 06Hapy>keHbl BO MHOIMX HOBOO6GPa30BaHMSX
yenoBeka. VIx yacToTa BapbMpyeT B pasHbIX TUMax OMyXO/ei, ofHa-
> Bepﬂ,qe CNyyaeB OYeHb BbICOKa. HanprimMep, TOUKOBble MyTaLuu
ms 00HapyxeHbl B 90 % cnyyaeB npu afieHOKapLUHOMAaX MOLKeny-
[IOMHOW XKenesbl, NpuMepHO B 50 % — Npu pake TOMCTON KULLIKW,
LWAOMETPUS 1 LMTOBUAHON >Xenesbl, B 30 % cny4yaeB Npu afeHo-
WIPLIMHOMAX NIErKOro Y MUeSIONAHONM nelikeMuu. puyem MyTaumm
MO0 TeHa pefiku UM faxe OTCYTCTBYIOT B ApYrux pacrnpocTpaHeH-
HbIX (DOPMax paka, TakMX KaK KapuuHOMa LIeiiku MaTKh Uam Mo-
UNYHON Xenesbl. Takum 06pa3om, OTCYTCTBUE B TKaAHW MyTauuil ras
Ur BCergja CBUAeTeNbCTBYET 06 OTCYTCTBMM KaHueporeHesa. [pu
MrPoOiA MUENOUAHON Nerkemnu 6blIM  HailfeHbl aKTUBMPYOLLNE
'0YKOBblE MyTaLMW 1 B pYrom reHe —c-fms.

TpaHcrokaym xpomocom. [MepepacnpefenieHne reHeTUYecKoro

marepuasia npyv XpOMOCOMHOMW TpaHcnokauum (cM. rnasbl 1 n 8)
"[>blMHO MPMBOAUT K CBEPX3KCMpPeccun MPOTOOHKOreHOB, HO B He-
»1lopbIX CNy4YasiX reH MOXEeT TakXKe MoABeprarbCs U CTPYKTYPHbIM
TUCHeHUAM.  CBepxaKcnpeccuss  NPOTOOHKOreHa,  BbI3BaHHas
YMHe/IOKaLMeld, fydlle BCEro WANKOCTPUPYETCA Ha Npumepe NUM-
thombl BepkutTa. lMpu BCex BapuaHTax 3TON OMyX0iu BCTpeyaeTcs
*yKasn-NMobo OfHa W3 TPeX TPaHCMOKALWiA, XapaKTepHbIX A1 3TOi
WIM(OMbI 1 BOB/IEKAIOLLMX KaK YaCTb XPOMOCOMbI 8024, B KOTOPOM
WICPXXWUTCA TeH C-TYC, TaK U XPOMOCOMbI, Hecyline reHbl UMMY-
IMHLL)6YNMHOB. B HOpPMasibHbIX NI0KyCax 3TUX XPOMOCOM 3KCMpec-
HV it*Ha Tye CTPOro KOHTPOMPYeTCA U peasm3yeTcs NnLlb B Orpe-
M NEHHbIX CTaAMAX KNeTouHoro umkna. lMpu numdomax bepkutta
‘MUl tonee YacTas popma TpaHC/oOKauumM npefcTaBneHa nepemerte-
iim'M cermMeHTa XpoMOCOMbI 8, cofiepXkaLlero c-Tyc, Ha 32-10 noso-
| nneya g Xxpomocombl 14.

MonekynspHble MexaHW3Mbl akTMBaLMK C-TYC, CBSI3aHHOW C
...... pa3INyHbl, Kak pasfiMiHbl U TOYKU pa3pbiBa BHYT-
N *0Ha. B HeKOTOpbIX Clyyasx TPaHCNOKaLMs Bbi3blBaeT CTUMYNIS-
...V TEHA C-TYC C NOMOLLbLIO MpUNEXaLlero UMMYHOTN00YINH-He-
,VIK-TO TeHa. B apyrux cnyyasx oHa npvBOAMT K MyTauuu peryns-
WAbK nocnegoBaTenbHOCTel reHa Tye. pu Bcex cUTyauusx Ko-
«HHytOLLME NOC/ef0BaTeIbHOCTN 3TOr0 FeHa OCTaltTCA WUHTaKTHbI-
II v nosToMy OH MONHOCTbLIO 3KcnpeccupyeTcs. MocTosHHOe 06-
Ha>KeHMe MepeMeLLEeHHOro reHa c-Tyc B anmdomax bepkutta

MW TCNbCTBYET O B@KHOCTW €ro CBEPX3KCMPecCcMM B MaToreHese
* Nonyxonn. 3T0 NPeANONOXeHUe HALLMNO NOATBEPXAeHVe 6naro-
... . OOHAPYXXeHNIO B B-KNETOYHbIX MMMKOMax B OMNbITax Ha TpaHc-
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FeHHbIX MbILLAX-HOCUTENSAX FeHa TYe, HaxOAMBLLErocs Nof KOHTPO
neM MMMYHOrN106yNMHOBOIO YCUNUTENS.

MexaHn3M, XapakTepHbI A1 FeHa Tye, BCTPeYaeTcs M npu
cBepxakcnpeccumn reHa bel-2. Bo Bcex onnmkynspHbix B-knetou
HbIX IMMQOMaXx reH bcl-2, Haxogsawmica B nouummn 18g21, nepemc
Laerca B nosuuuio 14932

durnagenbuiickas XpoMocoMa, XapaKTepHas A1 XPOHWUYECKON
MUENIOUAHOM NEeMKEMUMU 1 BCTPeYvaroLasca npu ocTpbiX MMAo
61aCTHbIX NENKEMUAX, TOXE CAYXWUT MNPUMEPOM FeHeTUYECKOro no
BPeXeHNs, 00yCNOBIEHHOrO TpaHcioKaumeid. Mpy Bbilwenepeunc
NeHHbIX OMyXO0/eBbIX NPOLECCaX B Xofe PEeLMNPOKHON TpaHcnoka
UMM Mexay XpomMocomamu 9 1 22 yKOpOUYeHHas 4yacTb MPOTOOHKOIC
Ha c-abl nepeHoCMTCA C XPOMOCOMbI 9 Ha 30Hbl K/1acTepPOB TOYeY
HbIX paspbiBoB (ber, breakpoint cluster region) B Xxpomocome 22
MMBpMAHbIN reH c-abl-ber KOAMPYET XUMEPHbIA (FeHETUYECKM Coue
TalHbIA) OENoK, UMEeKLWNA TUPO3UHKMHA3HYIO aKTUBHOCTb. Hr
CMOTPS Ha TO 4YTO TPaHCAOKaUUW NpU XPOHUYECKOW MUENOWAHONM
NENKEMUN 1N OCTPbIX TMMGOBIACTHBIX NEKEMMAX LIMTOrEHETUYECKM
MOEHTUYHBI, OHU OT/INYAKOTCA HA MOJMEKY/NIAPHOM YpPOBHe. B nepsom
C/lydae XMMEpHbI MPOTeUH WMMEeT MOJEKYNsipHyto maccy 210 kfa
(knnofanbToH), B TO BPemMs Kak npu 6o/ee arpeccuBHbLIX OCTPbIA
NefikemMmax nNyTeM CAUSHWSA (HOPMUPYETCS HECKO/IbKO OTInYao
wuiics 6enok abl-ber ¢ maccoir 180 k[a. Y nocnefHero 6enka ak
TUBHOCTb TUPO3MHKMHA3bI FOpa3fo Bbille, YeM Y nepsoro. locncn
Hee BpeMms MarojoroaHaToOMbl U LIUTOrEHETUKN OTKPbIBAKOT H<
60/blUe 1 6OMblUe BapUaHTOB TPaHC/OKALWA.

AMMIMGMKALMA  TEHOB  (YBENIMYEHWE  UWMCna,  CBEepPXYLBOEH Ur
reHoB). AKTUBALMSA MPOTOOHKOreHOB, CBsA3aHHAsA CO CBEPX3KCMPO
Cuelt UX MpPOAYKTOB, MOXET ObITb Pe3y/bTaToM pPeaynanKaumun un
MHOrOKpaTHOM aMmnangukaymm nx nocnegosatensHoctein 8 AHK U
pe?/anaTe Takoi aMnanguKaLmy B ONyXoNeBbIX KNETKax MOryT Bbl
pabaTbiBaTbCH HECKO/IbKO COTEH KOMWW MPOTOOHKOrEHOB. AMMIH
(hMLMPOBaHHbIE TEHbl MOXHO 0BHapY>XUTb C MOMOLLLI0 METOAVKU
rmépuamsauum ¢ COOTBETCTBYIOLLMM 06pa3Lom Monekynbl AHK (cm
rnasy 1). Kpome TOro, B HEKOTOPbIX CAy4Yasx aMnanguLUpoBaHHbI.
reHbl NPeTeprneBatoT Takue LMTOreHeTUYeckme U3MeHeH s, KOTOpbM
MOXHO 0BHapy>XWUTb MUKPOCKOMNUYECKWU. TMpy 3TOM HaxofaT 0bbM
HO [1Ba B3aVIMOMCK/HOYAIOLLMX BapvaHTa M3MEHEHWUIA: MHOXECTBE H
Hble, Me/IKe XpOMOCOMOMNOA06HbIE CTPYKTYPbI, Ha3BaHHbIE CABOEH
HbIMW ME/IKUMW YacTUMLaMW WU FOMOTeHHO OKpaLLeHHble pavioHbl
MocnegHne BO3HUKAIOT NPU COOPKE HOBbLIX XPOMOCOM W3 aMnngiu
LIMPOBaHHbIX TeHOB. MOCKOMbKY 3TW palioHbl, COAepXKallue ykasaH
Hble TeHbl, HE MMEKT HOPMa/bHOrO pacnpefeneHvs nonoc, npu
63HANHre KapuoTtmna (CM. rnaebl 1 1 8) OHWU BbIFNAAAT B BUAE OAMH
poAHbIX 30H. Hanpumep 30—40 % HabniogeHWin HelipobracTom u
KapLUMHOM MOJIOYHOW Kefiesbl COMPOBOXAATCA amningukauT B
Co0TBETCTBEHHO N-myc 1 c-erb B2, UTO CNYXUT Nokasatefiem nm
XOro NporHo3a. TOYHO Takas ke CBSA3b C MPOrHO30M Y aMiAUGU KN
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uvei L-myc n N-myc OTMeyeHa Mpu MESIKOK/IETOYHOM pake Nier-
KX,

KaHuepocynpeccopHble reHbl (aHTI/IOHKOFeHbI, OnyxoneBble TeHbl-
i ynpeccopbl). HecMOTpsi Ha TO YTO NPOTOOHKOIEHbI KOAMPYHOT GeNKK,
CrocobCTBYIOLLME NPONUMepaLny KNeToK, NPOAYKTbl reHOB-CyMnpec-
COpOB ee TOPMO3AT. OAHAaKO CnefyeT UMeTb B BULY, YTO (HM3MO0MK-
UECKOW (DYHKLWER 3TUX TeHOB ABSETCA perynaums nponudgepauum
KYeTOK, a He npeaynpexaeHne (hopMrpoBaHUs OnyXosu.

KaHuepocynpeccopHble reHbl Obii 06HapYXeHbl MpU U3yyYeHWUn
PeTMHO6MACTOMbI  (3/10KAYECTBEHHAs HepoanMTenuoma CeTyaTku
11a3a), OMnyXonnm MMafeHYecKoro Wau AeTcKoro nepuoga, BO3HU-
KaroLLei y OfIHOro pebeHKa Ha Kaxaple 20 Thic. AeTeid. [MprMepHO
53 % PeTNHO6NAacTOM HOCAT Cropagnyecknid (CnyyaiHblid), a 0Kono

% — HacneACTBEHHbI XapakTep. lonaratoT, YTO nepegaya ocy-
LLECTBMIAIETCA MO ayTOCOMHO-LOMWHAHTHOMY Tuny. [py nonbiTKe
00BACHUTL, NOYeMy (EeHOTUMUYECKU WAEHTUYHbIE OMYyXOU UMEKT
to cnopafuyeckyto, TO HAaCNeACTBEHHYIO Npupoay, 6bl1a BblABUHYTA
wmnotesa AByX yaapos. KHygcoH (A.G.Knudson) npefnonoxus, 4to
ncnyyae HacnefoBaHNUs 0T 60NbHOrO POAMTENS NepefaeTcsa Of4HO re-
HETWYECKOe W3MEHEHWe — «nepBblid yaap», KOTOPOE WUMeeTCs BO
MCCX COMaTUYeCKUX KneTkax pebeHka. B TO Xe Bpems BTOpas MyTa-
LM — «BTOPOWA yaap» — BO3HWNKAET B OAHOI U3 MHOTMX KNETOK CeT-
yaTKW, yXKe NpeTepnesBLUMX NepByl0 MyTauuio. B criyyae cnopafu-
4eCKOro BO3HMKHOBEHMS 06e MyTauum nnm 0ba «yaapa» NpoucxXoaaT
M e0UHCTBEHHOW K/IETKE CETYaTKW, MOTOMKM KOTOPOIA (hopMupyOT
nuyxonb. Funotesa KHypcoHa BnocneAcTBum obpenia 60/ee KOH-
KPETHOE BbIpaXeHMe.

MyTauyn, Bbi3blBalOLLME NOSBNEHNE PETUHOGIACTOMbI, 3aTparu-
Lt reH Rb, Haxogawwmiica B nosmuum 13qgl4. B HEKOTOpBIX Cyya-
HK TEHETUYECKOe M3MEHEHME HaCTO/bKO BE/IMKO, YTO OHO UMeeT Xa-
pakTep geneummn 13qgl4. Ons BOSHUKHOBEHWS PETUHOG1ACTOMbI 06€
HOpMasibHbIE annenu B NIokyce reHa Rb gomkHbl 6bITb MHAKTUBUPO-
aaHM_— «fiBa yfapa». B ciydae HacnefoBaHus [eTV POXAAtOTCS C
OfiHOI HOpPMasibHON 1 0aHOW AeteKTHON konmelr Rb. HopmanbHyto
PONUI0 OHW TEPSAIOT B PeTMHOGNACcTaxX Mpu OAHOW M3 hopM comaTu-
yeckoii MyTauum (TONKOBOM MyTaumW, MeXyTouHol geneumn 13qgl4
M4M MONHOW yTpaTe HOpPMaibHOW XpoMocoMbl 13). B cnyyasx cnopa-
1HCCKoro BOHMKHOBEHNSA B O4HOM M3 PeTMHOG/1aCTOB Npu coma-
'MYECKO MyTauum yTpaumsatoTcs 06e HopManbHble annenv B Rb.
KOHeuUHbIli pe3ynbTaT OAuH: Ta KeTKa CeTyaTku, KoTopas yTpatuia

i HopmanbHble Konuu reHa Rb, gaeT Havyano peTMHo6nacTome. Y
MoupHbIX C HacNeACTBEHHOW nepefayeli OMyXoiun CyLLEeCTBYeT PUCK
40 LLUIMKHOBEHMSA OCTE0CAPKOMbI, a TaKkXKe HEKOTOPbIX OMyXOonen MAr-
WX TKaHell. VHakTuBaums nokyca Rb oTmeueHa v npu Apyrux Ho-
+H+00pa30BaHMAX: afeHOKAPLMHOME MOJIOYHOM >Kenesbl, MENKOK/e-
louHOM pake Nerkoro, pake Mo4eBoro nysbips. TakuM 06pas3om, yT-
mH: reHoB Rb MMmeeT LWIMpPOKOe 3TMONOrMYecKoe 3HaYeHve B pas3Bu-
IHVionyxonei.
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PebeHOK — HOCUTENb HACneaoBaHHOW annenyu MyTaHTHOrO rciu
Rb BO Bcex coOMaTUYeCKMX KNeTkax AB/ISETCA COBePLLUEHHO HOpMa/lb
HbIM 1 He MOABEPXEH PUCKY KaHLeporeHesa. IMoCKO/bKY OH retep»
3UroTeH MO OTHOLUEHWIO K Nokycy Rb, retepo3vroTHoCTb 4ns rcrH
Rb He conpoBoOXAaeTcsi NOBPEXAEHWEM KeTKM (reTeposurorta
0C06b C pPasNUUHLIMU anfieNiiMM B KakoM-Mbo onpeseneHHoM &>
Kyce, a roMo3urota — C OfIMHaKOBbIMU a1NeNiiMU B COOTBETCTBYHO
LLieM JIOKYCe FOMOJIOrMYHbIX XpOMOCOM). ManurHusaums HaumHan
cA TOrja, Korga Knetka CTaHOBUTCA FOMO3UIOTHOM A1 MyTaHTHU»
anneneii MM Korga TepsieT reTeposvMroTHOCTb Ans HopmasibHo!"
reHa Rb. I'eH Rb BbI3blBaeT KaHLEpOreHe3 Toraa, Korga yrpadeH™
06e HOpMaJibHble KOMWUK, MO3TOMY ero HasblBatOT «PaKOBbIA reH
T.€. He NPOABASAIOLLNIACA B reTepo3nrore.

Cx0fHbIM 06pa3oM AeCTBYET NPU KaHLEeporeHese v psg ApyrH»
reHoB (CM. Takxke rnaBy 8). Tak, OAMH reH KOPOTKOro nsjedya XpoMo
combl 11 unn 6onee y4acTByeT B (hOPMUPOBAHWUM He(hpo6NacToOM M
Bunbmca (M.Wilms), pabhomMunocapkombl W renatoKapLMHOMbI
Cpeau 6onee 4acTo BCTPeYatOLLMXCS ONyXoneit yTparta reteposun”
HOCTM B OMpefe/ieHHbIX NI0Kycax Xpomocom 13, 3, 5, 17 1 18 Haum
Ha B KapLuMHOMax MOJIoHHOM xenesbl (13), nerkoro (3) v Kuwwku ('
17, 18). CToilkass n HecnyvaliHas yTpaTta reTepo3uroTHOCTU CBAT®
TeNbCTBYET 06 OMpeAeneHHOW NoKaM3auumM HEKOTOPbIX KaHLepo» \
NPeccopHbIx reHoB: p53, APC n NF-1, DCC, WT-1.

MleH p 53 kapTvposaH B nosuvumu 17pl3.1u ABnseTcA empm
CTBEHHOI, Hambosiee YacTON MULLEHbLHD ANs FeHETUYECKNX MOBPC 4
JEHWA NpW KaHueporeHese y uyenoBeka. Ero romosvrotHas yrpai>
06Hapy>eHa B 70 % cny4yaeB paka TO/ICTON KULWIKK, B 50 % Kapwii
HOM /IerKoro 1 MOSIOYHON xenesbl. MyTaumm reHa p53 He orpaHut
YMBAIOTCA TOJIBKO 3MUTENMANIbHBIMU  ONYXONsAMU 1 06HapyxeH!'
TaKKe MpW NeKeMusix, NMMEOMax, capKkomax M HeMpOreHHbIX oMy
Xonsx. HecMoTps Ha TO YTO B BO/MbLUMHCTBE CNyYaeB MyTaumm ps 1K
COMaTUYECKMNX K/ETKaxX ABNSKOTCA MNPUOOPETEHHLIMK, OMUcaHbl
HacneACTBEHHble (hopMbl ero noBpexzaeHns. Kak n ana reHa Rb, i
CnefoBaHe MyTaHTHOro annens p53 npu cuHgpome Jin-dpaymeHu
(G.Li-Fraumeni) siBnseTca npegpacnonararowym hakTopom K T
LeporeHesy. OfHako B OT/M4YME OT AuL, Hacnegyrowmx reH Xl
60NbHbIE C CUMHAPOMOM JIN-DPpayMeHU WMMEIOT BbICOKYHO CTEHbl M
pPUCKa pa3BUTUSA Pa3HOOOpa3sHbIX 3/10KaYeCTBEHHbIX HOBOOGpaouii
HWIA, BKKOYaA paK MONOYHOM XKenesbl, CAPKOMbI, OMYX0/M ronoum™
ro mosra.

FeHbl APC un NF-1 cxogHbl c reHoM Rb, Toxe ydyacTByid.,
B natoreHese HAacNefCTBEHHbIX HeOMnasuii, OfHAKO MeXaHWM3M H«
feicteua nHoin (APC — ageHOMAaTO3HbIA NOAMMO3 KULLKK, Ni
HeliponopomaTos). OBHapy>KeHO, YTO MyTaumu B nokycax Al4
NF-1 B K/ieTKax 3apofblLLIeBbIX TMHWIA CBA3aHbl C BO3HUKHOBENT »
BHauase f,06poKaYeCTBEHHbIX OMyXosei, a 3aTeM KapuuHoMm. H< B
fLyemas yTparta ofHoro anniens reHa APC npuBOAUT K Pas3HUT,
MHOXECTBEHHbIX MOIUMOB KULUKW BO BTOPOW—TPETbEN [feKan»
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*MwmM (cemelHbll nomMno3 u cuHapoMm lapgaHepa, E.J.Gardner).
"IN b NONMNOB NO34Hee MaIMTHU3NPYETCS.

MoMMMO YNOMSHYThIX C/lyYaeB Ma/IMrHU3aLumM NoaunoB (cemeit-
HblA MONNMO3 TONCTON KMULLKK), MyTaumu reHa APC HalifieHbl npu
"MnuYHbIX (HeHacNeACTBEHHbIX) afieHOMaxX M KapuMHOMax 3Toro op-
| Mbl Mpuuem TonbKo B 30 % HAOMOAEHWA OTMEUEHA FOMO3UTOTHaS
,(hata reHa APC. MMo3ToMy MHaKT1BaLMS annenei, BO3MOXHO, 1 He
HY>XHa 419 pa3BUTUA onyxonein. CnegyeT Takxe [06aBUTb, YTO yTpa-
M iciia APC BCTpeyaeTcs 1 Npu HeKOTOPbIX KapLUHOMaX Xenyaka v
*MbDKC/YJ0YHO YKenesbl.

led NF-1 oT/muaeTcs CXodHbIM MeXaHW3MOM feicTeus. Jluua,
HH/ICLYIOLLME €ro MYTaHTHbIM asifieflb, VMMEOT MHOXEeCTBEHHbIe
. 'MpoKaueCTBeHHbIE HENPOGNOPOMBI, YaCTb KOTOPbIX MOXET Npo-

[v nupoBathb A0 Heipodrbpocapkom.

e DCC (deleted in colon carcinoma, T.e. reH, noggeprato-
LMVicA ieNneLyumn npu pake KULIKU) —3T0 0603HauYeHne 0THOCUTCH
*icily, kapTupoBaHHOMY B nosuuum 18q21 Mofo6HO ApyrvM KaH-
N|toOCYNPecCcopHbIM reHam 3TOT FeH Obl1 MAEeHTU(MLMPOBaH 6naro-
bIP YaCTON yTpaTe reTepo3MroTHOCTU NPW pake KuweyHuka. He-
| MHIO ero geneuun (yTpaTbl MOCNEA0BATENbHOCTEA HYKNeOTUA0B

1K) 66111 06HapY>KEHbI TaKXe NPU KapLMHOMAaX >Kenyaka.

NeH WT-1. ®yHKUMA 3TOr0 OMNYyX0NeBOro reHa-cynpeccopa,
| |. monoxkeHHoro B nosuumm 11pl3, npegpacnonaraeT K pasBuTUIO
... |>pobnactombl Bunbmca. Kak 1 peTuHO6nacToma, 3Ta OMyXofib

mheyaeTCcs U B HacNeACTBEHHOW, M B cnopagnyeckoii opmax. Oa-

M.H0 B OT/IMYME OT PETMHO6MACTOMbI, Kpome yTpaTbl WT-1, GbiBaloT
MKCLMM 1 APYrMX KaHLEepOCYNpPecCOopPHbIX reHOB, PAaCcnofoXeHHbIX
MH yyacTKax xpomocoM 11pi5 n 169 13.

3aBepluas pasgen 06 OnyxoseBblX FeHax-Cynpeccopax, HYXHO
NEePeYNCIUTL UX BaXKHENLIME Buoxmmmnyeckue yHKuUmu. MonaratoT,
HM 3TV reHbl KOAUPYIOT pas/uyHble NPOAYKTbI, CNOCO6HbLIE TOPMO-
IHw nponucepaumto. e DCC KoampyeT TpaHCMeMOpaHHbIii
[» tOK, HaMOMMWHAOLLMIA MOMEKYNbI KNETOYHON aAre3vu, y4acTByHO-
LLye B MEXK/IETOUHbIX WM KNETOYHO-MaTPUKCHbIX B3auMOAENCTBU-
*#4 [MoaToMy, BeCbMa BEPOSTHO, YTO NPOAYKT 3TOr0 reHa y4yacTByeTt
1 nepefaye HEraTMBHbLIX CUTHAI0B A1 KOHTAaKTHOrO TOPMOXEHUS
mo R.S.Cotran, V.Kumar, T.Collins, 1998). [pyroii BO3MOXHOIA
....KO MpWOXKEHNS MPOLYKTOB F€HOB-CYNpeccopoB, B YaCTHOCTM
L\U I, aBnseTca ocnabneHne perynaumm CUrHanoB-4epmBaToB (pak-

M)B pocTa. TpeTbe NPUIOXKEHWE MPEANONOXMUTENLHO CBA3AHO C
|".||ckynamu, perynupyrowuMm TpaHcKpunuuio. B utore Bce nosu-
HVHble WM HEraTWBHbIE CUTHabl JOCTUIAKOT fApa KNEeTKW, OT KO-
YK O W 3aBUCUT [iefIeHne KeTku. [o3ToMy MMEHHO B sfipe pacro-
HOKEHbl MPOAYKTbI HEKOTOpbIX reHoB-cynpeccopos (Rb, WT-1,
*N).
| )He,anHo BbIABMHYTa TUMnoTe3a O perynauuy KneTouyHoro umkna

«oM reHa Rb (pRb). B ocHOBe 3TOro MexaHusma nexuT cnocoo-

" Il. oHKOGeNKoB, HanpuMmep, NPOAyKTa reHa Bupyca ManunioMbl
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8V4U, cBsi3bIBaTbCA C HE(MOCHOPUINPOBAHHOW opmon pRb 1 reH
Tpann30BbIBaTb ee [AENCTBME, 4YTO TOPMO3WUT MEPEXOR KIETKU U
thasbl GOnnm G, B MUTO3.

W3BecTHO, uTo p53, Kak 1 Rb, aBnsetca agepHbIM ochonpoo
ngom, perynupyowmm pennvkaymio AHK, nponudepaumto K ih
6enb KNeTku. [lonaraloT, YTO MMEHHO OH MOXEeT MPEensTCTBOLL..
pacrpocTpaHeHNIO B TKAHN FeHETUYECKM MOBPEXEHHbIX KeToK 11
HopMe 6MONOrMYecKniA NoNynepunos CyLIeCTBOBaAHWA 3TOrO rciu m
KNETOYHOM LMKSIE WUCYMCNAETCA MUHYTaMW, a [oKasaTeNbecTBa <i
yyacTus B [efleHUN KNeTKU OTCYTCTBYHOT. HO Kak TONbKO Knak
MOABEpraeTcsl BO3AENCTBMIO MyTareHHbIX areHToB (XMMUKaTbl, 06 1
qumeCE, p53 CTabUNU3MPYETCA Yepe3 CBOM MOCTTPAHCAALUOMT»
MOAMMUKALMA N HAKaNNMBaeTCs B sape. HakonneHHbId HopMa 1
HbI UnK Ankuin p53 (cMm. rnasy 8) ceasbiBaeTcs ¢ AHK 1 Bbi3bIM"
3a[ePXKKY KMNEeTOYHOro umkna B hase G,. JTa 3amepkka Heobxonm
Ma, Tak Kak criocobcTeyeT penapaumn AHK B 30Hax reHetnuccmu
noBpexaeHwin. MomuMo 3Toro, p53, MUHYS 3TOT MyTb, MO»
BK/IIOYATb B MYTaHTHbIX K/ETKAX MexaHu3Mm anonto3a. [ostom*
3TOT TeH Ha3bIBAKOT «MOJIEKYNAPHBIM MOANLEACKAM» WU «CTp.. ®
HUKOM reHoma». lpw ero yTpare, KOTopasi BCTPeYaeTcsi Npu miioi W
onyxonax, penankauum nospexgeHHon AHK n myTaumm ctaHomm.
cA B reHoMe (PMKCMPOBaHHbIMWU. HecmMoTps Ha TO UTO Kakas nul
eIMHCTBEHHAA MyTauus elle He TpaHCHOPMUPYeT KNeTKy, yum.*
p53 npefpacnonaraet KNeTKY K HeCKO/bKMM MyTauusM U B KOV»
KOHL0B K ManurHusauumun. OTKpbITa elle ogHa QyHKLMA p53 HC >
reHa-cynpeccopa, a Kak oHkoreHa. [lefo B TOM, YTO HeKOTOpble ©
MyTaHTHble (DOPMbl, MOAO6GHO APYrMM OHKOreHam, TpaHcopmur
IOT KNeTKM In vitro. OKas3anocb, 4YTO 3TU MyTaHTHble (HOpPMbl HO
TONbKO TEPSIOT CBOK HOPMa/lbHYH (DYHKLUMIO, HO U CMOCOGHbLI *
CBA3bIBAHWIO U WMHAKTMBALMW HOPMaSbHOrO npoTemMHa p53. M
3TOM KJ/1eTKa C Of4HWUM MYTaHTHbIM W OAHUM HOPMAJSIbHbIM a/uiesIMM™
BeAeT ceba TaK, CNOBHO (PyHKUMA p53 oTcyTCTBYET BOOOLlE. Mym
LMW Takoro Tuna HasblBaOTCA AOMWHAHTHO-HEraTUBHbLIMU. b
CKOJ/IbKY MYTaHTHaa anefb NoAaBnseT HOpMasibHYt. CXOAHbIM bl
pasoM MOXKET MposBAsATL cebsa u reH APC.

leHbl, perynupytoumne anonto3. COBCEM HefaBHO MOHUM W
MOJIEKY/IAPHBIX MeXaHWU3MOB KaHLleporeHesa OCHOBbIB/IOCh | M
HbIM 06pa3oM Ha (PYHKUUM OHKOTEHOB W OMYyXONeBbIX reHoM t
peccopoB. HecmoTps Ha paguKasbHble OTANYNSA UX (YHKLUIA, LUKV
CTaBMTeNn 060MX 3TUX KIACCOB Tak WM MHaye Peryivpytor iil....
(hepaumio KNeToK. M nub HefaBHO BbICHWNOCH, YTO TeHbl, HI*
OTBpalLatoLMe WM BbI3blBAOLLME NPOrPaMMUPOBaHHYIO MM
KMETOK, TOXe SBAAKTCA BaXHbIMU W3MEHUMBBLIMU CybCTaHLMWN™
[N KaHueporeHesa.

Bce 31O BbICHU/IOCHL BCKOpe Mnocne OTKpbITMA reHa bel |
M3yYeHe Ha4anocb C YCTaHOBMEHWS TOr0 (PaKTa, YTO OKOMO wy 1
(hONIMKYNAPHBLIX B-KNeTouHbIX numMgom (cMm. rnasy 13) coupon.*»
[atoTCA XapakTepHbIMK TpaHcnokaumsamu: t (14; 18) un (q!) u"
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'Kyc 14032 —MeCcTO 0OHApPY>XeHWS reHOB, OTBETCTBEHHbIX 3a CUH-
" | UMMYHOrI06YNMHOB TSHKENbIX Lieneid, — TakKe BOBMEKAETCHA B
"My4oneBbIii NpoLecc npu numdgome BepknTTa. BAnskoe coceacTBo
MOH aKTUBHOIO I0Kyca ¢ reHom bcl-2, nokann3oBaHHbIM Ha 18021,
'0.MbIBaET cBepXxakcnpeccuio 6enka bel-2. C nomoLblo Noka Hesc-
HOK MexaHu3ma reH bcl-2 npegoTepallaeT NporpamMmMMpoBaHHYHO
luronb KNeToK. MpeanonoXXuTenbHoO ceepxakcnpeccus bel-2 gonyc-
*in ¥ gpyrve MyTauum, nocse Yero NOSABAAKOTCA NPOTOOHKOIEHbI 1
' MLepocynpeccopHble reHbl. Hanpumep, y TpaHCreHHbIX MbILLel ¢
*"Hom bcl-2, nepecaxeHHbIM OT 4YefioBeka M NOABEPrLIEMCS CBEPX-
11Mpeccum, nepBoHayanbHO pa3BUBaeTCA NOMMKIOHA/IbHAs B-kne-
0'lWast nponungepaums, Kotopas nocne Joaroro NaTeHTHOro nepmo-
*| nepexoauT B arpecCcUBHYO MOHOKIOHAbHYIO 3/10Ka4eCTBEHHYHO
*HMOMY.
Y reHa bcl-2 Heo6blbHa He TOMbKO DYHKLMSA, HO U NOKan3alms:
"NYyTpeHHAs MeMbpaHa MWUTOXOHAPWIA, 000M04YKa A4pa, LUCTEPHbI
'MrHMarMaTmnyeckol cetn. Ero geiicTBune M3yuyeHO HefoCTaTOYHO.
ViMparatoT, 4To BO MHOMMX C/lyyasix arnonto3 NpoucXoauT B pesysib-
"'tic neTaNbHbIX MOBPEXAEHWN, BbI3BaHHbLIX PEAKTUBHOM Pa3HOBUA-
" w10 KMcnopofa, a bel-2 TopMo3nUT anonTo3 ¢ NOMOLLLIO peryns-
ML, aHTMOKCUAAHTHOM CcUCTeMbl (TOPMO3SiLLeid okucneHue). [lo-
*unbKy bcl-2 MOXeT npegoTBpalLaTs anonTo3, BO3HMKAET BOMPOC,
"MrHOTCS I TeHbl C NPOTUBOMOOXHbLIM [E/iCTBMEM, T.€. BbI3bIBato-
LLe MporpaMMmMpoBaHHYHO rMbenb KIeToK? XOTd C-LWyC Tpaguuu-
....> paccMaTpuBa/ICH KakK TPaHCKPUMLUUOHHBIA akTuearop, cno-
«<MTBYHOLUMIA NponudepaLn, HejaBHO CTal0 U3BECTHO, YTO eCu
" 1K/ CO CBEPXAKTUBHLIM C-LUYC HE WMEKT B CBOEM MWUKPOOKPY-
*>/MM JOCTATOYHOIO KONMYeCTBa (PaKTOPOB pPocTa, OHW MpeTepne-
"'l anonto3. Ho ecnn B Takmx KneTkax bcl-2 HaxoanTcs B COCTOSA-
"n CBer:-)KCI'IEeCCVII/I, anonTo3 He HacTynaeT. Takum 06pa3om,
®'H o6a reHa bcl-2 n c-Tyc AeiACTBYIOT COApPYXXeCTBEHHO, aKTu-
HMA MOCNefHEro, HanpumMep, NpU TpaHCNoKauuW, ABNSETCH fe-
*/IbHO.
MOJ‘IeKyI‘IﬂprIe OCHOBbI MHOIrocTtyneH4aTtoro KaHLeporeHesa.
1b<CBCTaB/IEHVE O TOM, YTO 3/10KAYECTBEHHbIE OMYXONU BO3HUKAIOT
wyynbTaTe paga cobbITUA (CTagUAHLIX M3MEHEHWIA) B TKaHW, Oc-
VSHO Ha 3MWAEMUOMONMYECKUX, SKCNEPUMEHTAbHBLIX U MOMEKY-
I1o 6roNorMYecknx MccnefoBaHnsX. BbigenstoT e OCHOBHbIE
*lHM KaHUeporeHesa: WHULUMAUMW (HaYa/lbHOM  OMyXONeBOM
VH hopMaLMn reHoMa KeTok) U npomouun (peanmsayum onyxo-
TNO (heHoTMNa). YyeHne 06 OHKOreHax M reHax-cynpeccopax 3a-
W10 MPOYHYIO OCHOBY NOA KOHUEMLMI MHOFOCTYMNeHYaToro
*1MoporeHesa.
*>MbMbl ¢ TpaHchekumen AHK nokasann, 4TO Kakoi-nm6o
'"MMNBEHHBI OHKOreH (Myc, ras 1 ap.) He cnocobeH in vitro non-
| b0 TpaHChopMMpPOBaTL KNETKY, OAHAKO, AEACTBYS COAPYIKECT-
"1/, OHW MOFYT 3TO cAenatb. Takas Koornepauusi Heobxoamma,
MbKY (DYHKLMU KaXJ0ro OHKOreHa CreuuainsnupoBaHbl, U
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«MU Y PMUPYH/ TOMIbKO YacTb HOBOrO reHo- U heHoTMNa, HeobXo-
OVMYIO ANst MOIHOW TpaHcdopMauun. Hanprmep, OHKOTeH ras CTu
MyNupYeT BblpaboTKy (haKTOPOB poCTa KNeTkamu u npucrnocabnmsa
eT NocnefHuX K pocTy 6e3 NpUKpenneHns K HopmanbHOMY cybcTpa
Ty (Npy Tak Ha3bIBAEMOI He3aBMCUMOCTU OT MpUKpenseHus). B To
Xe BpeMsi OHKOTreH Tye MPWBOAWUT K/NETKWU B COCTOSHME, YYBCTBM
TeNbHOe K (hakKTopaM pocTa, a TakKe UMMOPTA/IM3YeT KX, T e. JenaeT
6eccMepTHbIMU.

Mpn KaKAoi 3N10KaYeCTBEHHOW OMyXO/M MPOUCXOAAT MHOXeCT
BEHHble FeHETMYeCKMe U3MEHeHMWs, BK/Yalollme B cebs akTvBa
LIMIO HECKONbKMX OHKOrEHOB W YTpaTy AByX WUu 60fee KaHuepocy
MpeccopHbIX reHoB. Kaxaoe 13 aTx U3MeHeHWii SBASETCA NO CyLle
CTBY peLLaroLLeid CTYMeHbIO B NPOrPeccMM 0T HOPMasibHOM KNETKM K
3/10Ka4eCTBEHHON onyxonu. B kayecTBe npumepa Hepeako npuBo
[T MOfenb 3BOMOLUN TeHO- U PEHOTUNNYECKUX W3MEHEHWIA npu
KOMIOPEKTaNlbHOM ~ KaHueporeHese. [1epBOil  CTyMeHbI0  ABMSIETCA
MHaKTMBaLMA OMyX0seBoro reHa-cynpeccopa APC, npoucxogsias
BC/IEACTBUWE ero yTpaTbl UAn MyTauumn Ha Xpomocome 5g. Bce 3To co-
NPOBOXJAETCH runepnnasveinl HOPMasbHOr0 KULIEYHOro 3nuTenums
[Janee Bcnef 3a npekpalleHmem metunmpoBaHus AHK npoucxogn)
(hopMmpoBaHNe paHHel afeHOMbl. 3aTeM MyTauus reHa ras Ha Xpo-
mMocoMe 12p NpuBOAWT K pa3BUTOi afeHoMe, a yTpaTa reHa DCC Ha
Xpomocome 18q — K no3gHelt ageHoMe C pasHbIMU CTENEHAMU AnC-
nnaasuu anuTenns. HakoHed, ytparta reHa p53 Ha xpomocome 17p 3a
BEPLUAETCA BO3HUKHOBEHMEM KapLMHOMbI TONCTON KMLLKW.

Bo3HMKaeT BOMPOC, MOABMAAOTCA /I YKa3aHHbIE MHOXECTBEH-
Hble MyTauMu B MaJIMTHU3NPOBAHHBLIX K/ETKAX He3aBUCUMO Jpyr ot
Apyra wv B pesysfibTate TeHeTUYECKOro MOBPEXAEHUA OLHOT0 Win
HECKONbKMX KOHTPOJIbHBLIX FEHOB? XOTA UCYEPMNbIBAOLLMIA OTBET HA
3TOT BOMPOC eLle NPeACTOUT MOAYUNUTb, CreayeT YNOMSAHYTb O Han
YN TeHa, KapTMPOBAHHOTo B nosmumu 2p15—16. OH perynmpyet
VN BAIUSET Ha MyTaLUMW COTeH, a, BO3MOXHO, W TbICAY APYTUX JIOKY
coB. MOCKOMbKY 3TOT reH 6bl1 OTKPbLIT NPU U3YYEHUN HacNeCTBEH-
HOr0 paka TOJ/CTOW KMWLUKW, He CBS3aHHOIO C MOAMMO30M, OH Obll
Ha3gaH FCC (familial colon carcinoma gene). MpumepHo 13 % cny-
4aeB CroOpPaSMYeCKOro paka TOMCTON KULLKM COMPOBOXAAKTCS MyTa
umammn aToro reHda. Ero npofykT ydacTtsyeT B penapauuy OHK
Korga ocyuiectsnseTcs konuposaHve HUTY AHK, 6enok reHa FC(
[eACTBYET KaK «KOHTPO/ep COCTaBneHus». Ecnm cnyvaertca owmnbka,
HapyLualoLas cnapuBaHuMe OCHOBaHWiA (Hanmpumep, G ¢ T BMecTO
HopMasibHOro cnapueaHusi A ¢ T), To reH FCC HanpaBnsieT Mexa
HM3M penapaunn JHK Ha cooTBETCTBYlOLEe ncnpasneHune. be3 ra
KOro KOHTpO/epa COCTaB/eHUs OLLUMOKM HaKanMBatoTCA B HECKOSb
KMX reHax, B TOM 4uC/e M B TeX, KOTOpble PerynvpyroT nponudepa
LMIO K/IETOK.

M3MeHeHUA KapuoTuna B onyxoniesoit TkaHu. [€HETUMYECKMe hi
MeHeHUs, aKTUBUPYIOLLME OHKOTeHbl WM WHAKTUBUPYIOLLME TEHbI
cynpeccopbl, MOryT ObITb MOYTU HEYNO0BUMbIMU, KaK TONKOBbIE My
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[-|LnKn, N 0OCTaTOYHO OObEMHbLIMW, YTOObLI OMPEAEINTb UX B Kapn-
oTvne. B HekoTOpbIX HOBOOGPA30BaHUAX HapyLLeHWs KapuoTuna
HOCAT HeCnyyaiHblii XapaKTep WM BCTpeyatoTcs yacTo. BronHe cne-
UMUYHbIE 4115 KKAOT0 BUAa OMyXOnM HapylieHus (abeppauyni)
NOEHTU(ULMPOBaHbI B K/eTKax 60/bLUMHCTBA BapUaHTOB fIeMKeMUi
M IMMEOM, a Take BO BCE YBe/MUYMBAIOLLEMCS KOMMYECTBE OMyXo-
[ N3 HEKPOBETBOPHOI TKaHW. OBbIYHbIMW TUMaMK HEC/yYaiHbIX
| PyKTYpHBIX abeppauuii B ONyxonesblX KNeTKax Mpu3HaHbl: ypas-
HOBeLLIEHHbIE TpaHC/oKauuuW, Aeneuuun, LMUTOreHeTUYeckue nposie-
MCMUA amniMdMKaunm reHoB (O BbisiBNeHUM M 0603HaveHUn abep-
paumii cm. rnasy 1). Kpome TOro, MOXET 6bITb YBENNYEHA UK LEeNn-
KOM yTpayeHa BCS XPOMOCOMa.

MN3yueHne n3MEHeHW XPOMOCOM, NPOUCXOAALLMX B OMYXOMeBbIX
METKaX, UMEET BaXKHOe 3HaueHve. Bo-nepBbIX, MOMEKYNSAPHOE KO-
HMPOBaHWe TeHOB, PACMOJIOXEHHbIX NO COCEACTBY OT MECT pa3pblBa
uov feneumm TOW WM MHOW XPOMOCOMbI, OKa3asioch KpaiiHe BaX-
HbIM MPU UAEeHTUMKaLMN OHKoreHos (bcl-2, c-abl n gp.) v reHos-
cyHpeccopoB (APC, Rb n gp.). Bo-BTOpbIX, onpefeneHHble HapyLue-
HUS KapuMoTUMNa HACTO/bKO CMeuudUYHbI, YTO UMEKT AWArHoCTu-
YecKylo, a B pafe C/lyyaeB U NPOrHOCTUYECKYHO LieHHOCTb. [pu ana-
IMOCTVKe HOBOO6GPA30BaHMIA YacTO MOML3YHOTCA pesynbTaTaMu nc-
14e[0BaHUIA abeppaLnii XpOMOCOM.

YpaBHOBEWEeHHbIe TPaHCNOKAL WM 4acTo BCTpe-
YalTCAd B OHKOJ/IOMMYECKOW MNpaKTUKe, OCOBGEHHO B ONyXOnsx W3
POBETBOPHbLIX TKaHel. Hanbonee wu3BecTHa (mnagenbhuinckas
xpomocomMa (Phl), obpasytowiasics nNpu XpPOHWYECKO MUENOUHON
[OViKeMUN B pe3y/ibTaTe peuunpokHoi (060kaHOM) M ypaBHOBe-
LLIEHHOI TpaHCMOKaLMM MexXay Xpomocomamu 22 1, Kak npasmno, 9.
Wcneactsre aToro XpomMocoma 22 BbIMfISANT HECKOSIbKO YKOPOUEH-
HO. STV M3MEHEHMs1 0BHapYXXMBatOTCA 60siee YeM y 95 % 60MbHbIX
MWESTIONAHON NENKEMMEN U CUMTAOTCA HaAeXHbIM MapKepom 3a60-
JcvaHu.

Y 6onee yem 90 % 60MbHLIX C MMMGOMOIF BepkuTTa B OMyxose-
MbM KETKAX BCTPEYaeTcs TpaHCNOoKaluMs Mexay XpomocoMamu 8 u
M Mpn honnnkynspHoin B-KneTouyHon numgome 4acTo 06HapyXu-
WOCTCA peLmnpoKHas TpaHcoKauma mMexay Xpomocomamm 14 mn 18,

Leneuunun aBnAOTCA BTOPbIM Hanbosiee YacTbIM CTPYKTYp-
HbIM M3MEHEHWEM KapuoTuna B Onyxonsx yenoseka (rnasa 8). llo
. PaBHEHUIO C TPAHCNOKaLMSAMN OHW PacrnpoCTpaHeHbl B OMYXONsX,
| a LuMBaOrLMXCA U3 HEKPOBETBOPHLIX TKaHel. Kak yxxe nofyepku-
MIIOCb, Aeneumn XpoMocombl 13q B nosnoce 14 6biBatOT NpU pPeTu-
Hobnactome. deneunmn 17p, 59 1 189, o6HapyxmBaeMble Npu Komo-
peKTaNbHbIX KapUUHOMax, WHaKTUBMUPYIOT TPU OMYyXONeBbIX reHa-
yHpcccopa. Aeneums 3p ypesBblHaliHO pacnpocTpaHeHa B MesKo-
PHETOUHBIX KapLMHOMaX NErkoro 1 noyeyHo-KNeTo4yHOM pake. Ele
OAHUM MPUMEPOM CnyxaT geneuun 1p B nonocax 11—12, obHapy-
MHLUEMbIX TpU  3/10KAYeCTBEHHbLIX MenaHoMax, ajeHoKapuuHoMe
MOJIOYHOW Kefesbl N Me30Te/IMOMe MEBpbI.



AMNnanukKkaunm reHoB. V3BecTHbl ABa NPOSBIEHUSA
TakKoM amMnaMguKauun: CABOEHHbIE MefKue yacTuupl (dms) n romo
reHHO OKpalLieHHble paiioHbl (HSRS) Ha ofHOI Xpomocome. Havborne e
XapakKTepHbIMU NpUMepaMun TakuxX U3MeHeHWIA ABNAKOTCA Helipobnac-
TOMbl U KapLuUHOMbI MOSIOYHOM enesbl, MpU KOTOPbIX aMmiMdurka
L1 NofBepraroTcs COOTBETCTBEHHO reHbl N-myc u c-erb B2,

YKOopouyeHUe TenoMep, T.e. KOHLEBLIX OTAEMOB M/ieya
XPOMOCOMbI. HOpMasibHble KETKM CMOCOOHbI K AeNeHN0 BCEro He-
CKOMbKO [eCATKOB pa3. 3aTeM OHM norubatot. [MonaratoT, 4to npu
KaK0M [eNeHNU NPOUCXOAUT HEKOTOPOE YKOPOUEHUE BAXHBIX O T -
NOB XPOMOCOM, a 3aTeM WX BOCCTaHOB/IEHME C NMOMOLLBIO0 PEPMEHTA Te
nomepasbl. ®epMeHT BblpabaTbiBaeTCs MOL KOHTponeM reHa XECTI.
(hYHKLMM KOTOPOro OrpaHuyeHbl Npesenamm onpesesieHHoro Konmue-
CTBa MUTO30B. Y MaIMrHU3NPOBAHHbIX KMETOK aKTVBMPOBAHHBLIW reH
XECT2 cnocobeH NOCTOSHHO BblpabaTbiBaTb Tenomepasy. Toraa e
poyeHue Teflomep M rnmbenb GecrpepbIBHO Pa3MHOXAIOLLMXCS KIETOK
He npoucxogat. Tak (cornacHo runotese 06 YKOPOYEHMWU TeNloMep).
obecneunBaeTcs 6eccMepTUe MaIMITHU3MPOBAHHBIX K/ETOK in Vivo.

M3meHeHna nnompgHocTtun AHK. Peub naer o cym
MapHOI KONNYeCTBEHHOM oLeHKe cogepxaHus AHK nyTem cpasx
HUSA C TaKOBbIM NPU HOPMa/IbHOM AUMNAOUAHOM Habope 13 46 xpo
mMocoM. O6bIYHO CPaBHMBAKOT ALpPa OMyXONeBbIX KIETOK Y HOPMa/lb
HbIX MMMOLUTOB, MHUNLTPUPYIOLLMX OMYXO/b C MOMOLLLHO PO
TOYHOW unTOMETPUM (CM. rnasy 1). Bonee 70 % 3/10Ka4€CTBEHHbI»
HOBOO6pa3oBaHMIA MMET HeHopManbHoe copepkaHne OHK. 3to
03HAYaeT, YTO OHWU aH3aynnouaHbl. COCTOSAHME aH3YMI0UANKN OMyXO
NEBbIX KNETOK MOXET ObIThb CNEACTBMEM HEJOCTATOUHOW CMOCOGHO!
T XPOMOCOM WM XpomaTug (KOMWiA XPOMOCOM, 06pasyHoLLMXTH
npu penankauuun) K pasbefuMHeHMt0 B aHaase KAETOYHOro Aenr
HWs. OHO MOXET BbITb TakXKe 00YCMOBMEHO 3a[ePXXKO MePeaBydKT
HWSI XPOMOCOM B aHahasy. B no6om ciyyae AeneHvie npowsoiian
HO OAHa M3 JOYePHUX KNEeTOK BYAeT UMETb JIMLLHIOK KOMMUKO XPOMO
com (Tpucomuio), apyras — HefoCTatoWyto KOnuo (MOHOraMuio)
B Ma/MrHM3MpoBaHHbIX K/1eTKax OblBaeT W 0GOMbLUee KOMUYEeCTB
Konuii (nonmnaougus). HopmanbHblid AUNAOUAHBIA HAbop 0603H»
yaloT CMMBOMIOM 2C. [10Ka3aHO, UTO eciin OryxoneBas MonynsaHu-'
VIMEET NPU3HAKU aH3YyNIoMANK, a CPEAHNIA CTaTUCTUYECKNIA nnaen
copepxXaHua AHK B Heid CBMAETENbCTBYET O MOAUMAOMANN W TMpe-
BblLLAeT YpoBeHb 5¢C (rnasa 8), TO 3TO ABMSETCA MAIOXMM MPOrHo30»!

7.6. bnonormna onyxoneeoro pocra

MonekynsipHble OCHOBbI M3MEHEHWIA TeHo- 1 heHoTMMa Kineu»
MpU J0BPOKAYECTBEHHbIX OMyXO0NsX, PaBHO KakK W OMOMOrMS M
pOCTa, ropasfo MeHee U3yuyeHbl YeM MPK 3710KAYECTBEHHbLIX OMyuM
nsIX. IT0 U NOHATHO. CAULLIKOM BE/IMKO 3HaYeHWe 3/10Ka4eCcTBEHHbI-
HOBOOGPA30BaHMi1 B NaTONOTrMK YeNoBeKa.
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ECTECTBEHHOE Pa3BUTUE OOJIBLUMHCTBA 3/10KA4YECTBEHHbIX OMyXO0-
ic(t MpoxoauT YeTbipe rNaBHble (hasbl: MaIMrHM3aUMI0 KNEeTOK-MU-
LLIeHe, 0603HaYaeMyto Kak TpaHchopMauus, pocT TpaHCHopMUpo-
BaHHbIX KNETOK, MECTHYIO MHBA3WIO U Pa3BUTUE AUCTAHTHbIX MeTa-
1ra308. MonekynsipHble OCHOBbI TpaHC(OpMauuUM pPacCcMOTPeHbI B
npegblayliem pasgene rnasbl. [anee peub Moiget o haktopax, cno-
| 06CTBYIOLMX POCTY TPaHCOPMMPOBaHHbIX KNETOK, U BUOMONEKY-
-MMpHbIX MEXaHM3Max MHBa3nM M MeTacTasvpoBaHus.

dopmMupoBaHNE OMYyXONEBOIO Yy3Ma M3 KIOHabHLIX MOTOMKOB
|PNHCHOPMUPOBAHHON KNETKM — 3TO CMOXHbIA Npouecc, Ha KOTo-
Pbiii BIMSIET MHOXECTBO (hakTOPOB. HekoTopble MpoLecchl, Hanpu-
Mep, YABOEHME YXM3HWU MaIMrHU3MPOBAaHHbIX KNEeTOK, ABNATCA NS
HUX BHYTPEHHUMW, ApYrve >Ke, HarpyMep aHrumoreHes, OTpaatoT
peakLMio MUKPOOKPYXXEHUS, BbI3BAHHYIKO OMYXONEBLIMU K/IETKaMU
WM MX NPOLYKTaMU.

KuHeTnka pocTa onyxosesbix KiaeTok. PAaCCMOTpPEHME AUHAMUKM
YBE/IMYEHMA OMYXO0MIEBON KMETOYHOM NONynauuv cnegyeT HayaTb C
HEMNpOCTOro BOMPOCa: CKOJIbKO HYXHO BpeMeHW, 4TOoDbl pacTyluas
Macca Oryxo/ieBbIX KNeTOK NposiBuia 6bl cedbs knnHuueckn? Mano
MH YWATaTb, YTO TPAHC(HOPMUPOBAHHASA K/ETKA-UCTOUYHUK, UMEIOLLas
NpUMEPHLIA anameTp 10 MKM, 4O/KHA MOABEPrHYTLCA MO KpaviHein
Mepe TpuguaTy NonynAauMOHHbLIM YABOEHUAM AN o6paszoBaHus 109
WICTOK C Maccoil okono 1r. [Ans nepBUYHO-/TOKaNM30BaHHbIX (HO
He A1 NEePBUYHO-CUCTEMHbIX, BO3HUKAIOLLMX B KPOBETBOPHOM CUC-
MME) HOBOOOpa30BaHWII TakKue MOKasaTeNM XapaKTepu3yloT Ha-
MMEHBLLIYI0, K/IMHWUYECKM pacro3HaBaeMyt0 OMyXO/eByH Maccy.
11/16¢ HYXXHO /MWL 0K0NMO 10 UMKNOB YABOEHWS, YTOObI AOCTUYbL
KonmuectBa 102 KNeTok ¢ Maccom npuMepHO 1Kr. 3TO MakCMMaslb-
Hblli 0OBEM 3M10KAUYECTBEHHOM OMYXO0NW, €Llle COBMECTUMBIA C XMN3-
Hbto. puBefeHHbIE MOACYETHI OCHOBaHbl Ha LOMYLLEHWUMW, YTO BCE
It | UICKNKOYEHNA MOTOMKM TPaHC(OPMUPOBAHHON KNETKN COXPaHs-
t01 CNOCOGHOCTbL K fIeNIEHNI0 1 YTO B penivkaluMoHHOM nyne (poHae
'®<Mpon3BeIeHNs1) HET NOTepy KNeToK. Mogo6HbIA B3rNsg Ha pas-
"Hl nc onyxonn He coBcemM ToYeH. TeM He MeHee NpUBELEHHbIE MNOA-

| rel NOKa3bIBaOT BXKHOCTL TOr0 06CTOATENLCTBA, YTO K MOMEHTY
WMLLUNYECKOro 06Hapy>XeHUs copMUPOBAHHOIO HOBOOGPa30BaHUS
hi KNeTKM 3aBepLlaloT HaubOo/bLUYH 4YacTb CBOEr0 YXWU3HEHHOr0»
HUKNA. DTO ABMAETCA [NaBHbIM MPENATCTBMEM NPU KOHCEpBaTUB-
MMM JIEYEHUN 3/TOKAYECTBEHHbIX OMYyXOJIeid.
KNeTouHblli UMK B OMYXONEBOM TKaHM HACUWTLIBAET Te >Ke
a3, uto 1 B Hopme (GO, Gb S, G2u1 M; cm. rnasy 6). Bonpeku
" " LUNOPHOMY MpeACcTaB/eHNo 0 BOMbLLIONA CKOPOCTU AeneHus Ma-
wn LUMTUPOBAHHbLIX KNETOK COBPEMEHHbIE [aHHble rOBOPSAT O TOM,
HY 006LWWas NPOAO/MIKMTENbHOCTb UX KNETOUYHOrO LMK/a paBHa ne-
*VNay HOPMaNIbHOr0 LKA WK [2XKe ero npe.blwaeT. Takum obpa-
H'M, pOCT Onyxoseli He CBA3aH C YKOPOUYEHWEM K/ETOUYHOMO LMKIa.

MaCTb KNeToK MaMrHU3MPOBAHHOM MOMyNALMKU, HaxoAALmMXCs

nponudgepaTMBHOM Myne, 0THOCUTCA K (hpakuum pocTa. B paHHMX
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CTafMAX OMyXONeBOro pocTa MofaBnsoLlee 60/bLIMHCTBO Tpau<

(hOPMUPOBAHHbIX K/ETOK COCTOWUT B nponmcpe6paT|/|BH0M nyne. 11

Mepe pocTa HOBO0OPa30oBaHMS KNETKM BO BCE BOJbLUEM KONYECTbI
NOKWUJAKOT 3TOT Myn M3-3a CNYLWMBaHWUA, HELOCTaTOYHOIO CHabXr

HMA, nepexofa BO (hpakunio AnghepeHUNPOBKM U BO3BPALLEHNN
K (haze GO [lecTBMTENbHO, 60/BLUMHCTBO K/IETOK B 3/10Ka4YeCTBEH

HOM y3nie ocTaetcs B (hazax GOu G,. [o3ToMy KO BPeMEHU KN u
4ecKoro 0bHapyXeHus y3na GO0MbLUIMHCTBO €ro K/ETOK YXe He co
CTOWUT B Pen/IMKaLMOHHOM Myre. 3BECTHO, UTO AaXe B ObICTPOP;H

TyWMX onyxonax gpakuyms pocta He npebiwaeT 20 % oT 06ueto
4mcna MajiMrHM3MPOBaHHbIX KIETOK.

Temn pocTa 3/10Ka4eCTBEHHbIX HOBOOGPA30BaHWil Onpesense Mu
npeo6nagaHvem BOCMPOU3BEAEHUS KNETOK Haf UX NoTepei. B Heko
TOPbIX Cy4Yasx 3T0 NpeobnajaHue BENMKO U NPUBOAUT K ObICTPOMY
YBENNYEHNIO Y3Na, B APYrMX —BecbMa He3HauMTeNbHO.

Temn pocTa HoBOOOGpPa3oBaHMWSA 3aBUCUT OT Be/in
YMHbI (hpakLmmn pocta M npeobnafaHus BOCMPOU3BEAEHUS KIETOY
Haf vx notepeid. MNpu HEKOTOPLIX NENKEMUSX, NMMEPOMaX N MeKo
KMETOUHBIX KapLMHOMax N1erkoro (pakums pocta 40BOMLHO BENM
M 3TO 06YCNOBMBAET ObICTPOE K/IMHWYECKOE TEYEHUE TaKUX HOBO
06pasoBaHuii. MHOrne pacrnpocTpaHeHHbIE OMyXonu, Hanpumep pa*
KULIKA 1N MOMOYHON >Kenesbl, UMET Hebonblune (pakuum poem
1 BOCNPOW3BEAEHNE K/IETOK MPEBbLILIAET WX MOTEp0 MPUMEPHO Ha
10 %. Takue KapuMHOMbI UMEIOT TEHAEHUMIO K ropa3fo 6onee men
NEHHOMY pOCTy.

OT (bpakumMy pocta OnyxoneBbIX KIETOK 3aBUCUT YYBCTBa
TENbHOCTb K/NIETOK HOBOOOGPAa30BaHMUA K XK
MuUoTepanuun. [MocKonbKy 60MbLNMHCTBO NPOTUBOPAKOBbLI'
npenapaTos %eVICTByeT Ha K/IETKW, aKTUBHO CUMHTe3npytolie JHK
HETPYAHO cebe NpefcTaBUTb, YTO MeSJ/IEHHO PacTyLLMe OnyXosu O
HOCUTE/IbHO YCTOMYMBBLI K NIEYEHUI0 TeMU MNpenaparaMu, KOTOpbH
YHUUTOXAIOT TOJSIbKO Aenslmnecs Knetku. W, HanpoTue, arpeccum
Hble OMyXoNnn (HeKOTOpble BuAbl NMUMAOM U Ap.), UMetowme 60/b
LU0 Nyn Aenawmxca KNeToK, XOpoLLo NoAfatoTes XuMuoTepanmu

Moponormueckum BbIpaXXeHWEM Temma pocTa HOBOOOpa3oBaHu e
ABNAETCA YacTOTa MMUTO30B. Ee MOXHO OLUEHUTb NO KO/W-H
WCTBY (OMryp MWTO3a B €AMHMLE N/IOW@AN FUCTOMOMMYECKOro epc bl
OMNyXO/eBOA TKaHW, a TakKe C MOMOLLLI MPOTOYHON LUTOMETPUM
(cm. rnasy 1) unun gpyrux MeToauk. Ecnm npogomkuteNnsHOCTb KK
TOYHOrO LMK/ YBe/MUYeHa, TO B /1060 MOMEHT MUCC/ef0BaHNS 06u
PY>KUBAETCA MOBbLILLEHHOE KOMMYECTBO MUTO30B, OAHAKO AN OLET U
CKOPOCTW pOCTa OMyX0/M HY>XXHO WCNO/b30BaTh TakKue MokKasaTenu
Kak Be/IM4nHa (hpakLmm pocTa 1 Temn KIEeTOUHOW noTepu.

Ko BpemeHM 0GHapyXeHUsi 3N10KaYeCTBEHHbIE OMYXOAN YeSHbI
Ka MpOX0AAT HambOMblUYK 4acTb CBOE GMOMOTMYECKOW XU3HW W
opraHusMe. C MOMEHTa K/IMHWYECKOro OBHapy>KeHUs cpeaHuii <
puof YLABOEHWS 06bemMa OMyxonin fNf TakuX pacnpocTpaHeHHbI-
(hopM, KaK KapLMHOMbI IEFKOr0 ¥ TOMCTOW KWLLIKKW, AAUTCS OT 2 10
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<McC. b TO e Bpemsa Ana Apyrux opM paka 3TOT Nepuos MOXKET
"l'ogomKkaTbCa Kak MeHee OfHOro mecsua (HeKOTOpble OMyxonu y
M 1ei), TaK U 6onee 0AHOrO rofga (HEKOTOPbIE OMYXOAN CMHOHHbIX
emeeT).

Onyxonesblii aHrnoreHes. Kpome MeXaHW3MOB LIMTOKUHETUKMU,
i FeMn pocTa HOBOOOPA30BaHUA BAUSET W psfj APYTUX (PaKTOPOB.
WHavane 70-x rogos ®onkmeH (J.Folkman) nokasasn, 4to B Ky/bTy-
I" rkaHu (in vitro), T.e. 6e3 BaCKynspusaumu, OnyxoseBble KIeTKM
MLLYT pacTy TOMbKO A0 Y3e/KOB AuameTpoMm 1—2 mMm. Ho korga
BeK/IC Y3€/IKW UMMNAHTMPYIOT B XXMBble TKaHK (in vivo), To nNpu Ha-
*VUMN KPOBOCHAGXEHUA M3 OKPYXAtOLLMX TKaHel no kanwunnispam,
"IMeTaloLLMM B OMyX0/b, HOBOOOPa3oBaHWE MPOAO/KAET PACTU.

B onyxonax conuaHoro CTPOeHmMs YacTo BO3HMKaeT HEKpo3. o-
*ainHO, YTO YYacTOK HEKPO3a BHYTPU OMyXONu Hepenko obpasyercs
'MpanfieNlbHO KPOBEHOCHOMY COCYfly U OTAENSeTCA OT HEro nosiocoin
« 1-2 MM >XKWU3HECMOCOGHbIX MA/IUIHU3NPOBAHHBIX K/IETOK. 3Ta
"eHW B 1—2 MM BOKPYr COCyfa MpesnofoXUTeNlbHO MpeacTaBnser

"0l MakCUManbHY AWCTAHLMIO, Ha BEIMYMHY KOTOPOW MOryT
" eKO pacnpoCTpaHATLCA BHE COCyfa KUCMOPOL 1 apyrue nutaTesb-
Hble MaTepuanbl U3 KPOBOTOKA. AHIMOreHe3 Takke KpaiiHe HeobXo-
/M 111 AUCCEMMUHALMUN OMYXONEBbLIX KNETOK, TaK Kak NPOHWKHOBE-

||| >WmX KneTokK B HOBOOGPa30BaHHbIE COCYAbl MPOMCXOAMT ropasao
Yyluc, yem B MpeAcyLLecTBYIOLME CcOCyfbl. V3yueHne MenaHomM,
v MOJIOYHON dKenesbl M TONCTOM KULLKX MOKa3ano MOJHYH 3aBU-

MMOCTb MeTacTasvpoBaHWs OT BbIPaXXEHHOCTU aHrMoreHesa.

Onyxonu cogepXat (hakTopbl, BO3LENCTBYIOLLME Ha (POPMUPOBaA-
H/ie HOBbIX Kanunnsapos. PakTopbl aHrMoreHesa BblpabaTbIBAOTCA
"'eeyXOMIEBLIMA K/IETKAMWU WM KNETKaMW BOCMNa/IUTENbHOIO OTBETA,
"erpumMep, Makpoaramu, WHHUNLTPUPYIOWUMK HOBOOOPAa30Ba-
Hve BblfeneHo 60/bLLOe KOMMYECTBO (PAKTOPOB aHr1oreHesa, CBS-
TUMbIX C POCTOM OMyXoneid. XOopoLo WM3BECTHO CEMECTBO remna-
NHCBS3bIBAIOLLMX (haKTOPOB pocTa hmbpobnacToB (PPP). 3T mo-
" rynbl 06/1afal0T TpUagoh (YHKUMWIA: 06ecrneynmBardT XeMoTaKcmc
nepesBuKeHNE) N1 MUTOTEHHbIE CTUMY/IbI A1 KNETOK 3HAO0Tenus, a
" 1DKC BbI3bIBAOT NPOAYKLMIO NPOTEOMTUYECKUX PEepPMeHTOB. [eli-
M/C npoTeonuTUYecKnx (epmMeHTOB 006/1ervyaeT NPOHWKHOBEHWE
LWAOTCNMANBHBIX KNETOK B CTPOMY ONyXonu 1 opraHa. [pyrue gak-
Vpbl aHIMOFeHe3a, MPOM3BOAHbIE OMyX0MeBOM MapeHXMMbI, BKHO-
.HOT T®Pa u -p, 3PP 1 Tu®P. He BCe M3 yKasaHHbIX (PaKTOPOB
Mik TBYIOT HenocpeACTBEHHO Ha 3HAoTenuii. Hanpumep, T®Pp
HPMO3UT POCT 3HAOTENUANBHbLIX KETOK in Vitro, HO ABNSETCS aHI -
i iiHoiM (hakTOpOM in Vvivo. OH ABNSETCS XemoaTTpaKTaHTOM Ans
*bIKPO(ParoB, KOTOpble MPOAYLMPYIOT AOMNOSHUTENbHbIE (haKTOopbI,
«Kve Kak PPP n ®HOa.

OnyxoneBas Mporpeccus u reteporeHHocTb. B Xofe cBoero pas-
HWXM MHOrMe HOBOOOpa3oBaHUSi CTaHOBATCS BCe BOnee arpeccus-
HbIMV 1 YBE/IMYMBAIOT MOTEHLMAN 3/10Ka4eCTBEHHOCTU. B page cny-
BH Y, HarpvMmep MNpyU pasBUTMM paka TONACTOW KULIKWU, UCMOSb3yS
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CepunHble bmonTaTbl, MOXXHO MPOCNEAUTb X0 NMPOrpeccun OoT npen
OnNyX0neBbIX COCTOSHWNIA 0 JOOPOKAYECTBEHHbIX W, HAKOHEL,, 371010
YEeCTBEHHbIX HOBOOOpPa30BaHUiA. [03TOMY nog nporpeccueii MOHUMI
HOT M3MeHEHWE COBOKYMHOCTMUW MPU3HAKOB OMyX0/n (FeHOTVII'Ia, Kapno
TMNa 1 ()eHOTUMNA OMYXO/EBbIX KMETOK, BK/OYAKLLEr0 pa3nyHbI!
YepTbl UX MOP(ONOrMYecKoi, BUOXMMNYECKO 1N UHOIR andithepen
Lll/lpOBKVI) B HarnpaB/ieHUN BCe 60nbLIero yCnneHnAa '3/10KQ4YeCTBEHHOCTM
YBeNnyeHre 3/10Ka4eCTBEHHOCTM CBA3aHO C MOC/eA0BaTEIbHbIM M0
AB/IEHNEM K/IETOYHbIX CY6nonynsuuii, UMerLWmMX reHo- 1 qeHoLy,
NMYecKne OT/IMYMS OT CBOWX MPELLIECTBEHHWKOB, KOTOpble Mpes
CTaB/fIeHbl TAKMMW CBOMCTBAMU W MPU3HAKaMU, KaK WHBA3UBHOCM.
M3MEHeHNe TeMna pocTa, CMOCOOHOCTb K METACcTa3MpOoBaHNIO, Nosin
NeHMe HOBOro KapmoTuna, ApYroin YyBCTBUTENILHOCTM K FOPMOHaM U
MPOTMBOONYXO0/MEBbIM MpenapaTtam. [103TOMy, HECMOTPS Ha TO, YH
NepBOHaYalbHO 6O/BLLIMHCTBO 3/10Ka4YeCTBEHHbIX HOBOOOPA30BaHMM
MMEET MOHOK/IOHANbHOE MPOMCXOXEHUE, KO BPEMEHW WX KIUHW
UECKOr0 OOHApPYXXeHWSI KMETKW, COCTaBASAOWME VX MapeHXMMy, LU
NINYAKOTCA BbIPAXKEHHOI FeTeporeHHOCTbH, T.e. HEOAHOPOAHOCTLH U
reHo- v (heHOTUMUYECKOM OTHOLLEHUN.

Ha monekynsipHOM ypoBHE OMyXo/ieBasi MPOrpeccus 1 CBA3aHHM
C Heli reTeporeHHOCTb SBMIIFOTCA Pe3yNbTaTOM MHOXECTBEHHbLIX My
TauuWi, HakananBaloLMXCA B pasHbIX KNeTkax. locnefHune gatoT Hi
4a/10 HOBbIM CYOK/I0HAM C HOBbIMU MpPU3HaKaMu. 3TU NPU3HaKK BA
PLMPYIOT B Npefenax OAHOro 3NuAepManbHOro, SHTEPOAEepMasIbHOH'
Wan Apyroro ructuotuna. CumTaloT, YTO TPaHC(HOPMMPOBAHHLU
KNETKW CTaHOBATCA reHeTUYeCKU HecTabW/bHbIMMW, T.e. B BbICOKOM
CTEMEeHN MOABEPXEHHBIMU C/lyYaiiHbIM, CMOHTAHHbIM MyTauusm u
X0fle pacrnpocTpaHeHusi CyOKnoHoB (cxema 7.2). Kpome TOro, mybl
LMK onpefeneHHbIX KOHTPOMbHbLIX reHoB, Hanpumep FCC, reHa HA
CNeACTBEHHOrO paka TOJCTON KULUKW, MOryT npegpacnonaratb *
BbIP&XKEHHOW FeHETUYECKON HeCTabUNbHOCTU. HeKoTopble U3 Takny»
MyTauuil MOFyT ObITb NIETa/IbHBEIMA U MPUBOAAT K BbIMafeHMIO Cyo
KMIOHa, Apyrve CTUMY/NMPYIOT POCT, OEACTBYS HAa MPOTOOHKOrEHbI
WM KaHL,EepoCynpeccopHble reHbl. Hanpumep, myTauum reHa-cym
peccopa p53 BbI3bIBAKOT [efieHNEe KNeTOK C noBpexaeHHoin AHK
YTO [1eN1aeT BO3MOXHbIM HAKOM/IEHNE B HUX [OMONHATENbHBIX My
Tayui.

I-"Bce 3TN MexaHW3Mbl NPUBOAAT K (POPMMPOBAHUIO CYOKNOHOU
NOABEPraloWmMXcs UMMYHHOMY U HEMMMYHHOMY 0TOopy. Hampu
Mep, KNeTKM C OCOGEHHO BbICOKOW KOHLIEHTpauueld onyxosneBble
aHTUrEeHOB MOAABNAKTCA U pa3pyLlaloTcs 3aliMTHLIMU CUMaMu op
raHvwsma, B TO BPEMS KaK ApYrue, MMEIOLME CHIDKEHHYH MOTped
HOCTb B (paKTOpax pocTa, YCMELIHO NPOXoAAT oT6op. Takum obpn
30M, pacTyLlas onyxo/fib CTPEMUTCH K 0OOraLleHUi0 Takumu CyoK/o
Hamu, KOTOpble MOMOralT el NobefuTb B KOHKYPEHTHbIX MEXK b
TOYHBbIX OTHOLLEHMAX. B 3TOM CMbIC/Ie BHYTPUOMYXO0/eBas CEfICKUH
MMeEeT aflanTalMOHHbIA XapakTep, Tak KakK MposiBAseTcs B OTO0p
K/IEeTOK, Hanbosiee NPUCNOCOBEHHBbIX K BbDKMBAHWI, POCTY, Wbl
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M M a 7.2. KnoHanbHas 3BONMKOLUMA 310KAYEeCTBEHHOW ONYyX0NeBOW nonynauun u popmupoBaHune
ee reTeporeHHoCTH

HopmanbHasa kneTka

#yKoneposHas TpaHchopmaLus
(ManurHmsaymns

HeaHTUreHHbI BapuaHT

KneTouHast nonynsuus B NepBUYHOM OMyX0/1eBOM (hOKYyCe

MM N MeTacTasupoBaHWio. KOHeYHO, reHeTMyeckass Hectabusb-
HOCTb, reTEPOreHHOCTb 1 0T60P UMEKT MECTO eLle 3a40/ro [0 Ku-
HWUYECKOro 0BHAPY>KEHNSA ONyXOosu.

Temn, C KOTOPbIM POPMUPYIOTCA MYTaHTHbIe CyOK/IOHbI, BeCbMa
|[MHAMYeH. Tak, y 60/bHbIX C 0CTEOCapKOMOI BO BpPEMS WX MEPBOro
opaLleHunst K Bpady y>ke 06Hapy>KMBatoTCs CyOKIOHbI, CNOCOOHbIE K
" InctasupoBaHuto. Mpu Apyrvx 3n10KavyecTBeHHbIX HOBOOOpa3oBa-
HUSX, HANPUMeEP CIKOHHbIX XKeNe3, arpPecCuBHble CY6KI0HbI POpPMM-
IHO resa Mea/IeHHO U peaKo.

MexaHn3Mbl MHBa3MK N MeTacTasupoBaHus. [lpopacTaHune oKpy-
*TOLMX TKaHel U AMCTaHTHOe pacnpocTpaHeHue no aumMdaTnyec-
>/M U KPOBEHOCHbIM COCYZlaM — r/1aBHble OT/IMYUTE/bHbIE MPU3HA-
*1 3/10KA4YeCTBEHHOr0 pocTa. Yalle BCEro OHU U ABAAKOTCA MPUYU-
HOIA CMepTK 60MbHBIX. [115 TOro YTOObI OMYX0/eBble KNETKM 0CBOGOO-
0| LWCb M3 MEepPBUYHOrO Y3na, 3aTeM MPOHWKAW B NUMMaTUYECKOE
" in KPOBEHOCHOE PYCNO M Hayann BTOPWUYHBIA POCT B KaKOM-/M60
ipvioM MecTe, MM HY>KHO MPONTW psf CTyneHeW Tak Ha3blBAEMOro
" lacTaTMyeckoro Kackafa. Ha Kaxpgon CTyneHW 3TU KNeTKU nof-
'"WpratoTcs MHOXECTBY pasNYHbIX BO3AEWCTBUIA 1 MOTYT NMOTMGHYTb

Hema 7.3).

Ma/IMrHM3MpoBaHHbIE KNEeTKM BHYTPU NepBUYHOrO y3na obnaja-
'l reTeporeHHOCTHI0 He TOMbKO CaMu Mo cebe, HO W B OTHOLUEHUN

YMWMKN K MeTacTasnpoBaHuio. JIMb HeKOTopble CYOK/IOHbI 06-
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Cxema [7.3. MeTtactatnyecknm Kackag

KnoHanbHoe pasMHOXeHne
KNeTKun

MepBuyHas MeTacTaTuyecknit- KnoH

basanbHas
mMembpaHa

AHrvorexes
B 0OMyXxonun

Onyxonesblit aM6on £
¢ TpomGoumTamu

Poct
MeTacTa3npoaaHH™.. «

Aaresua KNeToK

KNeToK K 6a3anbHoi
MeM6PaHe 1 BbIXOf,
3a npefensl cocyga

NafiatoT TO KOMOWHALMEN TeHHbIX NPOAYKTOB, KOTOpas Heo6Xoau
Ma [/ MPOXOXIAEHMS BCEX CTYMEeHeW MeTacTaTMYecKoro Kackaja
Pa3nmuatoT fBe (ha3bl METacTaTMYecKoro Kackaja: UHBAa3UKO BO BHe
KNETOYHbIA MATPUKC W COCYAMUCTYIO AMUCCEMMHALMIO C MOCNeAyHo
MM paccefileHMEM OMyXOMeBbIX KNETOK B TKaHSIX.

MHBa3na BO BHeKNEeTOUYHbLIA maTpukc. CocraB
Hble YacTV TKaHeil opraHvw3ma 4YenoBeka pasgefieHbl ABYMs Tumamu
BHEK/IETOYHOrO MaTpuKca: 6a3asbHbIMW MembpaHamn U CTPOMab
HOM COEMHUTE/NbHOI TKaHbi. HECMOTPSA Ha PasNnyHYH OpraHu3a
LMI0 3TWMX TWUMOB BHEK/IETOYHOIO MATPUKCA, KaXAbll M3 HUX MO
CTPOEH W3 KO/MareHoB, FAIMKOMPOTEMHOB W MPOTEOrIMKaHOB (CM
rnasy 2). B xofe npogBvKeHUs OMnyxosieBble KMETKM B3aMMOAENCM
BYIOT C BHEK/IETOUHbIM MATPMKCOM Ha PasIMuHbIX CTYMEHAX MeTa
CTaTMYeCKOro Kackaga. Tak, pakoBas K/eTKa BHauasle yTpauvBaem
MPVIKpensieHWe K COCEAHUM PaKOBLIM WM HEMA/IMTHU3UPOBAHHBIM
anuTenuountam (puc. 7.29, 7.30, 7.31), a 3aTeM NPOHUKaET CKBO3b
6asaibHy0 Mem6paHy anutenus (puc. 7.32), NOTOM MPeOSO/IeBaEM
CTPOMa/IbHYIO TKaHb W Janee NPOHMKAeT B COCY[ Yepe3 ero 6asab
HYH0 MemMbpaHy. XapakTepHasi o4epesHOCTb MeTacTasupoBaHWs Kap
LUMHOM — BHayase MM(OreHHOro, 3aTeM reMaToreHHOro — 06bue
HeTCs, BUAOMMO, elle ABYMSI 06CTOATeNsCTBaMu: Gonee GAU3KMM
pacnonoXeHeM K aNUTENINKD UMEHHO MM(ATUUECKNX, a HE KPOBe
HOCHbIX KanwunnisipoB, a TakKe OTCYTCTBMEM B IMMGATUYECKMX Ka
nunnspax 6asanbHoi MemMopaHbl.

[lBe nocnegHwe CTyneHn MeTacTaTyecKoro Kackafa (a nHorga u
BCE TpW, NMpU MeTacTasMpOBaHUU B 3NUTENNA/IbHbIE KOMIMIEKChI)
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I'm. 7.29. HopmanbHble anUTeNNOLNTLI. DNeKTPOHOrpaMma.

"< 7.30. Hauano 060co6neHUsA paKoBbIX 3NUTENNOLNTOB. DIEKTPOHOrpaMma.



Puc. 7.31. PasbefjMHeHNE MaNUTHU3NPOBAHHbIX K/ETOK. 3NeKTpoHorpamma

KMETKM ONyXonn B 06paTHOM Nopsifke NPOXOAAT B MecTax, YOaleH
HbIX OT MEPBUYHOIO OMYX0MEBOrO y3/1a. VIHBa3ni0 BO BHEKNETOUHOM
MaTpMKCe MOXHO B CBOK Ouepedb pa3fenuTb Ha 4 CTyneHu: pasb
eVUHEHVE WM OCBOBOXKAEHME Ma/IMIHM3UPOBAHHbLIX K/IETOK, MNpu
KpenneHne K KOMNOHEHTaM MaTpuKCa, pacLuensieHue BHEK/IETOUHO
ro MaTpmKca, Murpaums onyxonesbiX KNeTok (cM. cxema 7.3).

HopmasibHble KNeTKM NPUKPeneHbl Apyr K Apyry WanM K KOMMO
HEHTaM MUKPOOKPYXEHUS C NOMOLLLIO MOMEKYN afare3un (CM. rriasy
2). Cpefin aTUX MOJEKY/ BaXKHOE 3HaYeHVe MMeeT CeMENCTBO Kaarc
PUHOB, OTHOCALLEECH K TpaHCMeMBpaHHbIM FIMKOMpoTenaam. 3nm
TeNnanbHble KafrepuHbl 06ecneynBatoT afre3vio SMUTeNNoLUTON
CrnocobcTBYS (POPMUPOBAHMIO NiacTa WM TKAHEBOr0 KOMMjeKca
B T0 >Xe Bpems B KapLuHOMax (MO/IOYHOM Xenesbl, TOCTON KWLIKU
M 4p.) perynauus aKCrnpeccun anuTennanbHbIX KaarepuHoB 3aMeTHO
ocnabneHa, YTo NPUBOAUT K CHUXKEHUIO CMOCOBHOCTM K/ETOK K B3a
VMMHOMY NPUKPeNIeHUIo 1 061eryaeT nx 0cBOGOXKAeHNEe 13 Nepsuy
HOrO OMyX0/eBOrO Y3/a.

[ns NPOHMKHOBEHUS uepe3 OKPYXXAlOLWWA BHEKIETOUHbIA MaT
PUKC Ma/IMTHU3MPOBAHHbIE KETKU BHaYase A0/MKHbI NPUKPENUTLCS K
ero KOMMOHeHTaM. JloKa3aHO, 4TO OnocpefioBaHHOE peLenTopamm
NPUKpPeneHre OnyXoneBblX KNETOK K NaMUHWUHY W (DMOPOHEKTUNY
onpefensieT fafbHENLNA X0 MHBA3UKM U MeTacTasuposaHus. Hop
Ma/ibHbI ANUTENNIA 3KCnpeccupyeT Ans NaMUHKHA 6asanbHOW MeM
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vmc. 7.32. PakoBbliA 3NUTENNOLUT HAYMHAET UHBA3MBHbIM MPOLLECC C oYaro-
MO nusnca 6asanbHoii MeM6paHbl B MecTax «afaB/ieHWs» LMTOMNMa3Mbl.
»|FKTpOHOrpam ma.

OpaHbl POAICTBEHHbIE MHTErPUHOBbLIE PELIENTOPbI, CO6paHHbIe Ha 6a-
M/IbHOM MOBEPXHOCTU 3NUIeN1OLMTOB. B oTanyme OT nocnegHux, pa-
KOBble K/IETKM UMEIOT ropasfo 60/bLue peLenTopoB, pacrnpeaeneHHbIX
HO uX umTonemme. OGHaPY>KEHO COOTBETCTBME MEX[Y BbICOKOW MoT-
HOCTbIO pacnpeaeneH s peuenTopoB NpUKpenneHns (B KapLmMHomax
MOJI0HHOW Xenesbl U KALLKKU) U CMOCOBHOCTHIO UX HOCUTENE — pako-
MbX KNETOK —K UHBa3nW. Kpome TOro, Ma/IMrHM3npoBaHHbIe KNeTKU
SMMPECCUPYIOT TakXKe MHTErPUHBI, KOTOPbIE ABNAKOTCA peLenTopamu
I[H1 MHOTMX KOMMOHEHTOB BHEK/IETOYHOrO MaTpuKca, BKHOYas (unb-
MOHEKTWH, NaMWHWH, KonnareHsl v BUTPOHeKTMH (Mo R.S.Cotran,
K Kumar, T.Collins, 1998). N3BecTHa CBA3b MEXLY 3KCNpeccueid UH-
K-rpyHa a4—p, (VLA-4) Ha KneTKax MeflaHOMbl 1 X CNOCOBHOCTLIO K
MeTacTasupoBaHuio. OflHaKO Takas CBfi3b He YHUBEepcasbHa, U, Bepo-
1/IHO, ONyXO/eBble KNETKU UCMOMb3YIOT pas3Hble MeXaHW3Mbl 415 Mpu-
KOM/IEHUS K BHEKNIETOUHOMY MaTpUKCy.

Mocne NpuKpenneHns K KOMMOHeHTaM 6a3a/ibHOM MeMbpaHbl
WM MHTEPCTULMANBHOTO BHEKNETOYHOro MaTpukca MaaurHusnpo-
MaHHble KNeTKN NPOKNaAblBatoT cebe nyTu ansa murpauun. VHBasms
N MaTpUKC He 06ecrneynBaeTCca UCKNIOYUTENBHO 33 CYET NacCMBHOIO
pocTa, OHa TpebyeT akTUBHOIO (DEPMEHTHOIO pacLuenieHns KoMmMo-
HEHTOB BHEK/IETOYHOIO Matpukca. Onyxonesble KNETKM MOTyT camut
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BblpabaTbiBaTb NPOTEO/IUTUYECKME (DEPMEHTBI M60 MHAYLMPOBATb
NPOAYKLMIO MpOoTeas MEeCTHbIMW K/eTKamu, Hanpumep, CTpoMalb

HbiMW (hnbpobnacTamMmm UM MakpodaraMm MMMYHHOTO MHUNLTPA

Ta. ieHTMuumpoBaHsbl 3 Knacca npoTeas: CEPUHOBLIE, LIUCTEUMHO

Bble M MeTainonpoTenHasbl. 3BeCTHO, 4TO KonnareHasa IV Tuna
ABNSETCA METaNoNPOTENHA30M, pacLiennsiowein konnared 1V tvna
6a3aibHbIX Mem6paH aNUTenus W COCYAMCTON CTeHKW. [onyyeHbl
[0Ka3aTeIbCTBa BaXKHOW PONM, KOTOPYHO BLIMOJHSET 3Ta KojnareHa

3a Ha paHHWX 3Tanax onyxoseBoi MHBa3uM. bosbluoe 3HauYeHue npu
pacLiensieH! BHEKNETOUHOIO MAaTPUKCa UMET Takxke KaterncuH )
(uncTenHoBas NpOTeMHa3a) M akTMBATOP MNa3MUHOreHa — YPOKM

Hasza (CepvMHoBas NpPoOTeMHasa). ITW (DEPMEHTbI BO3AEMCTBYHOT Ha
LUMPOKMIM Habop cyOCTpaToB, BKOYASA (PUOPOHEKTUH, NaMUHUH U
6efKoBble CTEPXHW MPOTEOrNMKaHOB. X YpOBHU cofepxaHus Mm
nnasMe MOBbILLEHbI MPWU MHOIMX 3/10Ka4eCTBEHHbLIX HOBOOGPa30Ba

HVAX. A YPOBHM KaTencurHa D MMetoT Aaxke NPOrHOCTUYeCKoe 3Ha

YyeHve A1 BOMbHbLIX PakoM MOJSIOYHOM >enesbl. [oKa3aHo, 4To y
NUL, C NOBbLILWEHHbIMU YPOBHAMU YKa3aHHbIX PEPMEHTOB B /1a3me
06HapyXuBatoTcA 60Nee pasBUTbIE CTAAMN MHBA3UM MO CPaBHEHUIO
C HOCUTENAMU TaKMX XKe Onyxoneld, HO MMEKLUMU HU3KME YPOBHU
(hepMeHTOB. .

Ha cnepytollein CTyneHW WHBA3MKM MPOUCXOAUT MPOABUXKEHME
Ma/IUrHU3MPOBAHHbIX KNEeTOK Yepe3 pacluensieHHble CTPYKTypbl 6a
3a/lbHbIX MeMbpaH U 30Hbl MpOTeosM3a B MaTpukce. Murpauus
onocpefoBaHa LUMTOKUMHaMK, NPOAYLMPYEMbIMU  OMyXOSEBbIMU
KMeTKaMu, OfMH W3 KOTOPbIX Ha3blBaeTcs (DaKTOPOM Camonpous-
BOMbHOM MOABMXKHOCTU. ITO 6GENOK C MONEKYNspHOWA Mmaccoil u
55 KNN0AabTOH, Bbi3bIBAIOLLMIA MOABUKHOCTL K/IETOK MyTEM CBSA3bl
BaHWA CO cneuudmyeckmm peuentopoM. Kpome Toro, akrtmsauus
XeMoTakcuca [ANd MaJMrHU3MPOBaHHbIX K/IETOK 06ecneynBaeTcs
elle ¥ NpogyKTamy pacLienneHns KOMMOHEHTOB MaTpukca (konna
reHa, naMMHUHa ¥ Ap.), a TakKe HeKoTopbIMK (hakTopamu pocta
NHCYNMHonofobHbIMK hakTopammn pocta (UNM®P)-1 n 2. Mocneg,
HMe NPUHMMAKOT y4yacTve B MpoLeccax CeNeKTUBHOIO pacce/eHus
ONyXO0/eBbIX KNETOK BO BHYTPEHHUX OpraHax U TKaHaX.

KoHeuHo, HauGonee oueBUAHbIM CNEACTBMEM AECTPYKLUMM MaT
pUKCa ABNSETCH CO3faHue nyTel WU KaHanoB A1S MHBA3UKN KNETOK
3N10Ka4eCTBEHHbIX HOBOOOpPa3oBaHWUiAi. Kpome TOro, MpoayKTbl pac-
LLenaeHns pasfinyHbIX KOMMOHEHTOB MAaTPUKCa, B YaCTHOCTU KON
nareHa v NpPoOTeornMKaHoB, 06/1a4al0T aKTUBHOCTbIO, CTUMYINPYIO
LLel pocT KNETOK, a TakXKe aHMMOreHe3 1 XeMOTaKCuc.

Cocypauncrtasd guMcceMMHaUmMsa U pacceneHue
ONyXoneBblX KNetok. [pu uMpKynaumMm B KPOBOTOKe Oy
XO0/IeBble K/ETKWN 6GblBAtOT BECbMA YYBCTBMTE/IbHbI K paspyLUatoLemy
BO3EVCTBMIO ECTECTBEHHbLIX W afanTauMOHHbIX WMMYHHbIX CW
B KOHTpONe Haf remMaToreHHbIM pacrpocTpaHeHWeM 3/10Ka4ecTBeH
HbIX HOBOOGPA30BaHMn GOMbLUYI0 PO/b UIPaOT MMMQOLNUTBI, OTHO
cawumecs K knaccy NK-kneTok (cMm. rnasy 5).
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15X0fe LMPKYNALUK ONyx0/eBble KNETKM CK/TOHHbI K arperaumn s
(pynnbl. TOT npouecc obnervyeH 6narofaps MexaHU3My romoTonu-
UECKUX aaresunin (MpUKpenneHns apyr K Apyry POACTBEHHbLIX 31EMEH-
Ta) MeXay 3TUMMU KIETKAMU 1 MeXaHW3My reTepoTUnnNYecKuX aare-
M MEXY MaIUTHU3NPOBAHHBLIMU KIETKAMW U 3/1eMEHTaMU KPOBU, B
4yacTHOCTW Tpomb6ouuTaMun. PopMMpoBaHUE TPOMOOLLMTAPHO-0MYX0-
MCHbIX arperaTtoB yBe/MUMBAEeT LUAHChl Ma/IMTHU3MPOBAHHbIX K/IETOK
Ha BbDKMBaHWE W MOCNEAYIOWYI0 WMMIaHTaUuo (BXMB/EHWE) B
HOBYIO i1l HAX TKaHb. 3aTeM MPOMCXOAMUT 3aepXKKa OMyX0/1eBoro am-
(rora B MecTe ero MpUKpenneHns K 3HAOTENNIO U NPOHUKHOBEHMWE
KNeTOK 3TOro ambona 3a npeaenbl 6a3anbHON MembpaHbl B 3KCTpaBa-
LWibHble TKaHW. B 3Tux npoueccax y4yacTBYHOT MOJEKY/bl afresui
(HHTErpwHbI, CENEKTUHBI) ¥ MPOTEOIMTMUYECKINE (DEPMEHTBI.

Oco6blii MHTEpPEeC MpeAcTaBNsAeT Monekyna aareaun CD44, akc-
npeccrpoBaHHass Ha HOPMaslbHbIX T-AMMGOoLMTax U UCNO/b3yemas
VMU 01 MUTPaLMn B HEKOTOPbIE YYaCTKN NUMMOULHON TKaHW. 3Ta
MUrpaums BbIMOJIHAETCA C MOMOLLbIO CBA3bIBaHMA CD44 ¢ BbICOKMM
LUAOTENMEM MOCTKANUNNAPHBIX BEHY/. B HEKOTOPbLIX 3/10Ka4eCTBEH-
HbIX HOBOOOPA30BaHMSAX 3KCMPECCUPYIOTCA pa3/nyHble  (POpMbI
(1)44, koTopble MOryT BbITb UCMO/L30BaHbI A5 UMNAAHTaLUK ony-
XONEBbIX K/METOK B NUM@aTUyYeckme y3nbl. [lokazaHa Takke CBf3b
Mexay 06bLeMOM NMMKOreHHOro MeTacTasvpoBaHMA U BbICOKMMU
YPOBHAMM 3akcnpeccun CD44 Ha Ma/IMrHU3MPOBaHHBIX KNeTKax.

MecTa, B KOTOPbIX OMyXO/eBble KNETKM MOKMAAOT Kanuinspbl
npy MeTacTasnpoBaHWW, CBsA3aHbl C aHATOMUYECKOW NoKanu3aluel
MepBUYHO onyxonn. OAHAKO PacrofioXKeHWe eCTECTBEHHbIX Ape-
HaXXHbIX MyTell He MOXXET MOSIHOCTbIO 06BACHUTL BapuaHTbl pacrpe-
JleneHUs MeTacTa3oB. Hanpumep, pak npoctaTbl MeTacTasupyert
MPevMyLLECTBEHHO B KOCTU, BPOHXOreHHas KapuuHoma — B Hafno-
UEYHMKW U TOMI0BHOW MO3TF, Helipo6/iacToMa —B NeYeHb U KOCTY.

MepBas CTyneHb B 3KCTPaBa3albHOM PacrpocTpaHeHUW Onyxose-
BbIX K/IETOK COCTOUT B UX NPUKPENIeHUN K 3HAOTeNn0. OnyXoneBble
KNIETKM MOTYT 3KCMPeccupoBaTb MOJEKY/Ibl afresuun, nnraHibl KoTo-
PbIX MPeLCTaBfieHbl Ha 3HAOTE/NAIbHLIX KNEeTKax OpraHa-MuLLIEHW.
Kpome TOro, #3BecTHO, YTo B IMMMaTUYECKMX cocyaax Hamboree yac-
IMM MeCcTOM MpUKpPenaeHns ABASITCA CTBOPKM KnanaHoB MMMGaHrn-
OHOB (CMeLM(UYECKMX KnanaHHO-COKPaTUTE/IbHbIX CErMEHTOB). 1o
Mepe BHYTPUCOCYJMCTOr0 poCTa PakoBbIX K/IETOK pa3BMBAETCS aTpo-
(v MMOLMTOB M K/anaHHOro annapara AnMdgadrioHa. Bee ato npu-
BOAMWT K 0CNabneHunto, a 3aTeM 1 K MECTHO 610Kafe numdoToka. bno-
Kafla, a TakKe aHrmoreHes, 06ecrnevnmBaeMblil PaKOBbIMU KNeTKamu,
N UMyINPYIOT Pa3BUTUE KONNaTepasibHbIX MyTel MIMMJOTOKa —pa3Bu-
BAeTCA METacTaTUYeCcKOe MOPaKeHWE NUMMaTUYECKMX Y3/10B, B TOM
yuncne He PernoHa/IbHLIX 41 opraHa-HocuTens onyxonu. Kpome nmm-
(haTMUecKUX Kanuiispos ¥ COCyL0B, B PACNPOCTPAHEHUW MaSIUTHU3K-
|FOHaHHbIX KNEeTOK aKTUBHO Y4aCTBYeT BeHO3Has CeTb. HekoTopble op-
MMbI-MULLIEHWN BbILENAIOT XEMOATTPaKTaHTbl, NPUBNEKAIOLLMNE K STUM
opraHam Ma/IMrHM3MpoBaHHble KNETKN. K HUM OTHOCATCSH HEKOTOpbIe
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UMTOKMHbI — VIM®P-1 n -2, BblpabaTbiBaeMble B PasHbIX TKaHAX
B psge cnyyaeB 06pa3oBaHWIO KOMIOHWU OMyXO/EBbLIX KETOK MOry)
NPenAaTCTBOBAaTb MHIMOUTOPbI NPOTeas.

TakuM 06pa3oM, HECMOTPS Ha TO, YTO PacnpOCTPaHeHWe 3/10Ka
YeCTBEHHbIX HOBOOOPA30BaHWA MMEET OnpefefieHHble 3aKOoHOMep
HOCTW, NpefBuieTb TOUHYIO NI0KaM3aumnio OyayLimx MeTacTasos U
KaK0M OTZEeNbHOM CNy4Yae HeBO3MOXHO.

MonekynspHble OCHOBbl MeTacTa3uMpoBaHUA
[o cux nop Kakon-nnbo efmHbLIA reH MeTacTasupoBaHuUs He o6un
PY>KeH. B TO e Bpemsi TpaHC(eKUUs KNeTOK C MyTaHTHbIM FeHOM
ras 06ecrneyrBaeT He TO/IbKO aBTOHOMHbI/ POCT, HO W Apyrne Usmc
HeHUA, falolime KMeTkaM MOTeHUUM K MeTacTasupoBaHuto. Kpomr
TOro, OTMeYeHbl OHOBPEMEHHO WHAYKLMA (DEPMEHTOB pacluensie
HMS (METaN/IoNPOTENHA3) U CHKEHME 3KCMPECCUU WX TKaHeBbIX
WHIMOUTOPOB. MONEKYNAPHbLIE OCHOBLI TAKOrO M/EA0TPONHOro ACi
CTBUSA €LLe He M3BECTHbI (NNeii0TPoNuS — BANSHWE OAHOrO reHa Ha
HECKONbKO (PEHOTMNUYECKNX MPU3HAKOB).

Korga HopmasnbHble KNETKW CAMBAKOT in Vitro C OnyXoneBbIMy
KNETKaMN METacTasvpyIoLieid IMHUN, HeKOTOpble Takue rmopuipl
COXPaHSAKT OMNyX0NeBble, HO TEPSKOT MeTacTa3oreHHble CBOMCTBA
Bce 370 3acTaBnsieT NPeANONOXKUTb HASIMUME Y HEKOTOPbIX HOPMaslb
HbIX FEHOB CMOCOGHOCTM K MOAAB/IEHWIO OfHOTO W/IM HECKO/bKIX
MeTacTa3oreHHbIX CBOWCTB. HefaBHO 6blNM BbISBEHbI HECKOLKO
KaHAWOATOB Ha po/b FEHOB, MOAABAANLMX MeTacTasnpoBaHue, <
MOMOLLIbIO MeToja BbIYMTAEMOV rmépuansauum 6UbMoTeKN reHoma
(6bunbnmoteka — Habop KNOHMpOBaHHbIX PparmeHToB AHK, cogep
Xawnii Becb reHom). OfIMH U3 TaKMX FeHOB, Ha3BaHHbIN WN23 (ron
metastatic), npuBnek HauboMbllee BHUMaHWe. B akcnepumeHT
6bII0 MOKA3aHO, YTO ero 3KCMPEccust BbICOKa Y TeX IMHWIA_Habopa
TOPHbIX MbILLENA, KOTOPbIE MMEIOT HU3KMNIA METacTa3oreHHbI NoTeH
uman wu, Hao6op0T OHa B JECATKMN pa3 HWKe Y JIMHWIA C BbICOKON
CMOCOBHOCTbIO K MEeTacTasnpoBaHMI0. Y XeHLUH-HOCUTeNen Kap
LIMHOMbI MOSIOYHOW >Kenesbl C MeTacTa3aMu B 1—3 PervoHa/IbHbIX
NUMATUYECKMX Y3Max YPOBHU 3KCNpeccuu Mw23 o4veHb BbICOKME
HO Npun 06LIMPHOM NMMKOreHHOM MEeTacTa3uMpoBaHWM OHWU CTabusb
HO HM3KUWe. BO3MOXHOCTb 3KCTPanonauum TMX AaHHbIX Ha Jpyrve
HOBOOGpa3oBaHMs M3yuyaeTcs. BO3MOXHO, MW23 noAaB/iseT MeT»
CTATUYECKMIA NPOLLECC TO/IbKO B KaKMX-TO CMELU(pUYECKNX TKaHAX
Hanpumep, B 3MUTENNN MOJSIOUHOI XKeNesbl, HO He TONCTOW KULLIKU

7.7. KaHugeporeHHble areHTbl U UX B3aUMOLeNCcTBMe
C KneTKamu

B HacTosiLiee Bpemsi M3BECTHO 6OMbLLOE KOSMYECTBO areHToB
BbI3bIBAOLLIMX TEHETUYECKME MOBPEXAEHUS KNETOK W MX HeonnacTt
YECKYH0 TpaHC(opMaLuto. VIX feNsT Ha CreAyroLe KaTeropum: xu
MUYECKMNE KaHLepOreHbl; NyuYncTas sHeprus WM pagmaums; OHKO
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icilHbie Bupycbl. Ecnn psag XMMUYECKUX KaHLLeporeHoB U ornpeae-
NNIeHHbIE B Abl pagnaunn ABNd4AKTCA AaBHO OOKa3aHHbIMU 3TUOJIOIN-
YECKMMWN areHtamum, 10 pOJib HEKOTOPbLIX BMPYCOB B KaHUeEporeHese
4yesioBeKa eule He yCTaHOB/1eHa.

Xumuyecknii KaHueporeHes. VI3BECTHbI COTHU XUMWUYECKUX npe-
napaToB, TPAHCHOPMUPYIOLLMX KNETKM in Vitro 1 ABNSIOLNUXCA KaH-
LIePOreHHbIMUN A1 N1a00PaTOPHbIX XMBOTHbLIX. HekoTopble M3 Hau-
6onee MOLLHbIX MpenapaToB, Hanpumep, NOAULUKINYECKME apoMa-
Inyeckue yrnesofopoabl, 66111 NOMyYeHb! U3 TOMANBA MU KaK Npo-
NYKTbl HEMOJIHOTO CropaHus. [ipyrue e Oblin CUHTE3NPOBaHbI /1
LIKMX-7IM60 NMPOMBILLEHHBIX LIENIeN UK CreLyuanbHO Jj1f XUMUYeC-
KOro KaHLieporeHesa B 9KCMepuMeHTe. Psf CoevHEHMIA moyqaroT
V3 IMKUX PAaCTEHUIA UM MUKPOOPraHU3MOB. 3HAUUTE/ILHOE KOMnYe-
*IHO TakUX BELLeCTB, BK/KOYas pAL 3anpelleHHbIX HbIHE NeKapeT-
MeHHbIX CPefACTB, OTHOCATCHA K Mpenaparam, KaHLUeporeHHbIM Ans
YesioBeka.

JTanbl XUMMYECKOTO  KaHLeporeHesa. KaHueporeHes sBAseTcs
MHOrOCTYMNeHYaTbIM NPoLeccoM. Jlydlle BCEro 3TO NOKa3aHO Ha 3KC-
NepUMEHTa/bHBIX MOENsX, KOrAa B Xofe XMMUYECKOro KaHLeporeHe-
bl MOXXHO BbIZE/INTb f1BE CTAAMMN: UHULMALMIO 1 NPOMOLMIO. Pasnnuuns
MEXY HUMM ObIIN NPOCNEXEHBI B KACCUYECKMX OMbITax C BO3AENCT-
W/EM Ha KOXY MbILLIEN MHMLmaTopa (MoANLMKINYEeCKOro yrieBoLopo-
L) u npomoTopa (KPOTOHOBOrO Macna).

VHnupaumst  (NepBoHayalbHOE  OMyXONepPoJHOe  BO3AENCTBUE)
BO3HMKAET MpK 3KCMO3ULMM KNETOK C COOTBETCTBYHOLLEH [030i
WIVLIEPOreMHOr0 areHTa — WHULMATopa, B3aMMOAEUCTBYIOLLErO C
ITHOMOM 3TUX K/ETOK W MOATAKMBAIOWIErO WX K (HOPMMPOBaHMIO
onyxonn. MIHMumnaunsa Bbi3blBaeT CTOWKoe m3aMeHeHne AHK (myTa-
1K), KOTOpOe pa3BUBaETCA ObICTPO (MHOrAa B TEUEHWE HECKOMbKUX
4acoB), VMMEET HeobpPaTUMbI/i XapakTep U reHeTUYECKyto NamsThb.
[axe OHOKpAaTHOe BO3AENCTBME MHWLMATOPA, AAKE C 3a[ePKKOI
NpoMoLMK, MPUBOAWUT K KaHueporeHedy. OAHaKO OfHOM MHUUMA-
W Ans pa3BMTMS HOBOOOPa30BaHWA HefoCTaToO4HO. [poaBMKeHME
M nojfepXxaHue npouecca obecneunsaeTcs B CTaguto npomoumy. B
My CTafui0 UHWULMMPOBAHHbLIE KMETKU MponugepupytoT, 3aseplLua-
0T npouecc TpaHcopMaunu, B JaHHOM Cyyae MaMrHu3auuu, u
00peTaloT COOTBETCTBYHOWMIA heHOTUN. Camn Mo cebe MPOMOTOPbI
NeKaHLEeporeHHbl 1 B Cyyae MpYMeHeHNs 40 WHULMALMA HUKAKO-
lo onyxonepoaHoro agdekTa He gatoT. X BO3AENCTBME He 3aTparu-
nict AHK, a nocneactsna ero obpatumel. Kpome TOro, ecnm MHo-
XKECTBEHHble pa3fefibHble [03bl MHWULMATOPOB MOMYT NPUBOAWUTL K
ieM ke HeobPaTUMbIM WM3MEHEHUSAM, YTO M OfHOKPATHas MHWLWa-
Ums, TO 4N MPOMOTOPOB CYLLECTBYET NMOPOroBblil ypoBeHb. 103T0-
My CyOnoporoBble WM pa3fefibHble [03bl C O0MbLUIMMY  Nay3amu
MEXay HAMW He AatoT 3aBEPLLAOLLErO KaHLIEPOreHHOro adiheKTa.

KoHuenuua 06 uHMUMaLMM WM NPOMOLMM MOATBEPXAeHa Ha
MHOTVX MOZENISX KaHUeporeHesa B neueHn, MO4YeBOM Mysbipe, Mo-
HEeTOM >xenese, Tonctoii KULIKE W OpraHax [blXaTe/lbHON CUCTEMbI.
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HeKoTopble BellecTBa 00M1afjat0T ABOSKOWM CMOCOOHOCTbO K WHU-
uMaumm 1 NPoOMOLMKM, 4TO He TpebyeT NPUMEHEHMUS LOMONHUTENb-
HbIX areHToB. K unc/ly TakuX MO/HbIX KaHLEPOreHoB OTHOCUTCS, Ha-
npumep, 6yTna-6ytaHosn (4)-HATPO3aMMUH, OKasblBalOLWNiA Y3Koe
YPOTPOMNHOe feicTBME M JalOLMA 0YeHb BbICOKMIA MPOLEHT 06paso-
BaHUA KapLMHOM MOYEBOrO My3bIps B aKCnepumeHTe. Ho BCTpeya-
OTCS W HEMOMHble KaHLEeporeHbl, CNOCO6HbIE TONbKO K MHULMALNN.

MHnymauma KaHueporeHesa. Beuwectsa, faouume
ONyXo/iereHHbI 3 GeKT, CUAbHO pasnnyaloTcs Mno CTPYKType U
BK/IHOYAIOT B ce651 KakK eCTECTBEHHbIe, TaK U CUHTEeTUYeCKUe NPOoAyK-
Tbl. OHW NOAPa3densAtoTCcs Ha ABE rPynnbl: COeAMHEHUS NPAMOro
AeACTBMA, He TpebytoLLe XMMUYECKOro npeoGpasoBaHns Ans obpe-
TEHNs! KaHLLEPOreHHbIX CBOICTB, 1 BELLECTBA HEMPAMOro AeCTBUA,
WX NPOKAHLLEPOreHbl, Tpe6yrou4|/|e MeTab0/MyecKoin KoHBepcUn B
opraHvsMe Ans BblpabOTKU KOHEYHbIX KaHLIEPOreHOB, CMOCOOHbIX K
TpaHcopmMaumm KneTok. Bce onyxonepofHble BellecTBa MNPSAMOro
[EACTBNS N KOHEYHble KaHLepOoreHbl MMeHT OfHO 06Lee CBOWCT-
BO — BbICOKOPEAKTUBHYHO 3/1IEKTPOPUILHOCTb &MGIOT aToMbl C He-
JocTalowmmn anekTpoHamm). OHM MOTYT pearmpoBaTb C HyK/1eo-
(OUNbHBIMK, T.e. 6OraTbiMU 31EKTPOHAMW, 30HAMWU B KeTKe. ITu
peakuunM HOCAT HepepMeHTHbIV XapakTep M NpUBOAAT K 06pa3oBa
HUIO KOBaNEHTHbIX afAyKTOB (806aBOYHbIX NPOAYKTOB). ONEKTPO-
(huNbHble peakLumMmM MOryT MopaXaTb B KNeTKaX-MULLEHAX HECKOSTbKO
30H, 6oraTbIx anekTpoHamu, Bktodas AHK, PHK v 6enku. NHorga
3TO 3aKaHUYMBAETCA NeTaNbHbIM MOBpeXAeHWeM. [Mpu nHULMALNN
B3aMMOLEIICTBUE He ABNSETCA fIeTa/lbHbIM, & B KauyecTBe OCHOBHOIA
MuLleHn BbicTynaeT AHK.

1 MeTabonnyeckas akTmeaums kaHueporeHos. Kpome ankunupy
tOLWX U aUMIMPYIOLLMX, T.e. 06pa3ytolmnX rIMKo3nabl Npu B3anuMo-
AEACTBAM CO CMIMPTOM WNN YKCYCHO/ KWC/IOTOW, areHToB MpsMOro
[elicTBUS, KOTOPbIM CBOWCTBEHHA sneKTpocpmanOCTb 60MbLUNHCT-
BO XMMUUYECKUX OMyX0NePOAHbIX COEAUHEHWIA AN NPEBpaLieHus U
KOHEYHbIE KaHLLepPOreHbl HYX/aeTcs B MeTabo/IMYecKol akTMBaLlum
EcTb 1 fpyrve nyT MeTabo/nM3ma, KOTopble MPUBOAAT K MHAKTMBA
UMW WM OeTOKCUKaLMK MNPOKaHLEPOreHOB WM WX [JepuBaToB
Takvm 06pa3oM, KaHLeporeHHble NOTEHLUMU KaKOro-nM6o BeLlecTsa
onpefenstoTcs He TOMIbKO PeaKTUBHOCTbLIO, MPUCYLLER ero 31eKTpo
(1nbHOMY AepuBaTy, HO TaKKe PaBHOBECMEM MEX[y MeTabosnyec-
KO aKTuBaLMeid, C OfIHON CTOPOHbI, 1 peakLUAMY NHAKTUBaLWN
C Apyroi.

BONbLIWHCTBO M3BECTHLIX KaHLEpOreHoB MeTabonu3npyeTcs C
MOMOLLBIO LINTOXPOM-P-450-3aBUCMMbIX MOHOOKCUreHas. Vi3BecTeH
pAn (haKTOPOB OKPYXKAIOLE cpedbl, WK (aKTOPOB, WMEHLLNX e
HETMYECKY0 MpUPOAY, KOTOpble BO3AENCTBYIOT Ha aKTUBHOCTb 3TUX
OKUC/IUTENbHbIX (PePMEHTOB W, CMefoBaTe/lbHO, Ha NOTEHLUU Npo
KaHueporeHa. MoKa3aHo, YTO HeKOTOpble IeKapCTBEHHbIE Mpenapa
Tbl, TaKMe Kak theHobapbuTan, CTUMYIUPYOLWMe MUKPOCOMabHbK
(hepMeHTbl, MOTYT YCWU/IMBATb KaHLIEPOreHe3 B 3KCMepPUMEHTE, CTU
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MyuMpys cuctemy LMTOXpoMm-P-450-okcureHasbl. Kpome TOro,
MHOTOYMC/EHHbIE (DAKTOPbI, TaKKe KakK BO3PacT, Mo, BUA OpraHu3-
ma (4enoBek nnu nabopaTopHoe XMBOTHOE), FOPMOHa/IbHBIN CTaTyC
1 XapakTep NUTaHusi, —BCe 3TO Yepe3 BapuMaHTbl MeTabonm3ma Bu-
SeT Ha KaHLepOoreHHbIN a(h(heKT Kakoro-nmbo XMMmMYecKoro coeau-
HeHus.

2. Moreky/nisipHble MULLIEHW [ XMMUYECKUX KaHLeporeHos. [1o-
CKOJ/bKY 3/10Ka4YeCcTBEHHasA TpaHc(opMaLuusa ABNAETCA pe3ynbTaTom
MyTaLWiA, 3aTparnBaroLnX OHKOTEeHbI, KaHLEpOCYNpPecCcOpHbIe TeHbl
W TeHbl, perynvpytoLive anonTo3, nogasnstollee 60/bLINHCTBO XU-
MWYECKNX COEAMHEHWA — WHULMATOPOB 006/1aaeT MyTareHHbIMY
CBOCTBaMM, MOC/IE[HME U3yUatoT C MOMOLLbIO LUMPOKO pacnpocTpa-
HEHHOro TeCTa MYyTaLUMOHHOro BO3AeWCTBMSI Ha GakTepuio Salmo-
nella typhimurium (Ames test). OT 70 80 90 % M3BECTHbLIX XUMUYEC-
KX KaHLIepPOreHOB MO3UTUBHbI MO yKa3aHHOMY TecTy. Kpowme Toro,
00/bLIMHCTBO TeX BELLECTB, KOTOPbIE MyTareHHbl in Vitro, AatoT KaH-
LIepOreHHbIA 3ththekT U in vivo. M13-3a BbICOKOTO COOTBETCTBUA MYy-
TareHHOCTW M KaHLUeporeHHoCcTn Ames test 4acto MCMosb3yroT AN
MPOBEPKM XUMUYECKUX COEAMHEHWIA Ha KaHLepOreHHbIe CBOMCTBA.

VHnLmaums npn XMMmMYecKOM KaHLIepOreHese He nogpasymesa-
€T Kakoe-nmbo egnHcTBeHHOe M3meHeHne AHK. Bonee Toro, m3me-
HeHua QHK, Bbl3BaHHble KaHLIEPOreHOM, He 0653aTeNbHO BeayT K
MHULUMaL MK, TaK Kak HecKonbKO BuaoB nospexaeHunii AHK moryt
ObITb penapupoBaHbl (BOCCTAHOB/EHbI) C MOMOLLLIO  KNETOUHbIX
thepmeHTOB. BeposTHO, nopaxeHusa OHK kakumu-nnbo areHTamu
OKpPY)KaloLLein cpefbl BCTPEYAtOTCA FOpa3fo ualle, Yem 3/10KauvecT-
BeHHble HOBOOOpa3oBaHusA. Hanpumep, pefkoe HacneACcTBEHHOE 3a-
boneBaHne — NUTMEHTHas KCepoAepMa CBfA3aHa C AeeKTOM pena-
paumm AHK 1 cny>KUT OCHOBOM NS pasBUTUA paka KOXW Npu yNbT-
pagnoneToBOM 061yUEHUN.

HecmoTps Ha TO YTO NPaKTWUYeCKW JIOBOI TeH MOXET CTaTb MU-
LLUEHbIO AN XMMUYECKOr0 KaHLeporeHa, B 3KCnepumMeHTax Ha abo-
PaTOPHbIX IPbI3yHaX-HOCUTENSX ONYXOJIei 4acTo BCTpeyatoTcs MyTa-
UMy reHa ras. MoneKynsipHbliA aHasM3 3TOr0 MyTaHTHOIO reHa, Bbl-
AENEHHOTO 13 OMyXO0/EBbIX KNETOK, MOKasasl, YTo M3MEHEHWE HYKIe-
OTWAHON MOC/Ie[0BATEIbHOCTU TOYHO COOTBETCTBYET MPE/ACKasaHHO-
My U3MEHEHIO B TOM CaiiTe, rfie MPOMCXOAUT B3aMO/ENCTBME KaH-
LieporeHa ¢ OCHOBaHUAMM ,LI,HK Takvm 06pa3om, Kaxablidi KaHLe-
poreH BblpabaTbiBaeT MOJIEKY/APHBIA OTMEYaTOK, KOTOPbIA MOXeT
cnocobcTBoBaTh MyTaUMOHHOMY 3(h(eKTY BellecTBa. Hanpumep, B
OMpeAeneHHbIX reorpa@uyecknx 30Hax pasBuUTUe renaTtouensonap-
MOro paka CBA3bIBAKOT C MOr/IOLEHNEM FPMOKOBOro MeTabonuTta ag-
MaToKcuHa Bl. B fpyrux pervoHax mmpa sToT pak ABnseTca CnefcTt-
B/MEM WHMEKLMM BUPYCOM XPOHWYECKOro renatuta B. Bo Bcex cny-
Yasx NPONCXOAUT MyTaums reHa p53. OAHAKO B 30HaX, MOPaXKEHHbIX
ajnatokcuHoM B1, caiiT, B KOTOPOM MPOMCXOAUT MyTaLs, a Takke
N3MEHEHNE OCHOBaHWiA B PAaKOBbIX K/IETKaX BMOJHE OMpeaeneHHbl 1
OT/INYAKOTCA OT MyTauuid reHa p53 B TeX 30HaX, KOTOpble 3HAEMUY-
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Hbl (XapakTepu3ytTCA MOCTOSAHHLIM HANMUYMEM) MO OTHOLUEHUIO K
renatuty B.

3. VHnummpoBaHHble KNeTKW. [ns Toro 4tobbl usmeHeHne AHK
CTafI0 (PUKCMPOBAHHBIM, T.€. BOCMPOU3BOAMIOCH B K/ETKaX-NOTOM
Kax, ero LWab/oH AO/MKEeH MPOWTY penankauuio, T.e. KOMMPOBAThLCA
MoaToMy AN1A 3aKpenyieHns UHULMAaLMKN KNeTKa, U3MEHEeHHas Kan
LIeporeHoM, [O/MKHa COBEPLUMTL XOTA 6bl OAMH LMK nponudepa-
umMn. Hanpumep, B NeYeHW MHOrMe XUMWYECKME COeAMHEHUS aKTu
BUPYIOTCA [0 PEaKTUBHbLIX 3/1EKTPODU/bHBIX MPOLYKTOB, HO 60/b
LUMHCTBO M3 HUX BCe XKe HE BbI3bIBAET paK [0 Tex rnop, noka renaro
UMTbl NPONUMEPUPYIOT B TeYeHWe Nepuoda (hopMUpoBaHUA afnyk
ToB AHK (72—96 4). B TKaHAX, KOTOpble B HOpPME CTabuibHbl U
nponugepaTMBHOM OTHOLLIEHUW, MUTOTEHHbIE CTUMYAbl MOTYT ObITb
obecreyeHbl CaMUM  KaHLEPOTeHHbIM BO3AENCTBMEM, MOCKO/bKY
MHOIMe KNeTKM nornbatoT OT TOKCUYECKOro aditheKTa OnyXonepos
HbIX XMMWKaTOB W BCNEACTBME 3TOrO B MNEPeXMBAaIOLLMX KIETKaxX
CTUMYNupyeTca pereHepauus. Kpome Toro, nponudepayus MOXC i
ObITb CNeACTBMEM Pa3INYHBLIX COMYTCTBYHOLMX BUONOTMYECKUX B
SAHWIA BUPYCOB, MapasvMTOB, TFOPMOHANbHbLIX WAN  aMMMEHTapHbIX
(haKTOpOB.

Mpomouyunma KaHueporeHesa. KaHUEpPOreHHOCTb HC
KOTOPbIX COEAMHEHWA NOBbLILLAETCA MO Mepe MOCAeLyHLLEro npumMe-
HeHMs NpoMoTopoB ((hop60M0BLIX 3PUPOB, FOPMOHOB, (EHO/O0B,
HEKOTOPbIX IEKAPCTBEHHbIX MPENnapaToB), KOTOPbIE CamMu MO CE6e hi-
asnsorca OMYXONEreHHbIMU. V13BECTHASA CTaAUWHOCTb XMMMUYECKOro
KaHueporeHesa (MHMLMALMA — NPOMOLLMSA) BbI3bIBAET BONPOC: €C/N
MPOMOTOPbI He Jat0T MyTareHHbIN 3hheKT, TO KaK OHWU CMOCO6CTBY
HOT (hOPMMPOBaHMIO OMyX0Mein? XoTs AelicTBME NPOMOTOPOB N/Eio
TPOMHO, UHAYKLNA KNETOUHON nponungepawmmn SBnseTcs HenpemeH
HbIM YC/I0BMEM MpPOMOLMW. Jlyulue BCEro usy4yeH npomotop 12-0
TeTpagekaHounop6on-13-auetatr (TPA) — dopbonosbIn 3dup,
MOLLHbIA aKTUBATOpP MpOTeMHKMHa3bl C, (octhopuampytoLLein pag
CyOCTPaTOB CUTHAMLHOW TpaHcAyKUumKn. TP A Bbi3blBAET TakKXKe Mpo
OYKUMIO (haKTopa pocTa HEKOTOPbIMU K/eTKamMu. Ero cnoco6HocTb
aKTMBMPOBAThL MPOTeMHKMHAa3y C OnuMpaeTcs Ha CTPYKTYPHOE CXof,
CTBO 3TOro agupa ¢ 1,2-aMaunnrimueprHoM — rU3noNornyeckum
aKTVBaTOPOM NpoTenHKMHa3bl C. [lpyrue npomMOTOpPbl BO3AEACTBY
IOT Ha CUTHAIbHYK TPaHCAYKLMIO C MOMOLLbH POACTBEHHOMO, HO
0co6oro MexaHumama. OHW ABAAKOTCA WUHIMOMTOPaMKM MNPOTEMHGOC
(hatas u, cnepoBaTenbHO, NpeAynpeXxaarT AedochopraMpoBaHIC
cybCcTpaToB, KOTOpble B hoChopMNnpoBaHHOW (POPMeE COAECTBYHO!
CUTHANbHOW TpaHCAYKLUNN.

WTak, ecnn BO3LeiCTBME MHMLMATOPA MOXET BbI3BaTb MyTaLy
OHHYI0 aKTMBALMIO OHKOreHa, HanpuMep reHa ras, To Noc/eLyoLWui
3h(heKT MPOMOTOPOB MPUBOAUT K MpOAUQepaunn M KNOHa/bHOM
3KCNAHCUN MHULMUPOBAHHbLIX KNETOK-MYTAHTOB. Y TakWX K/ETOK
0COGEHHO Mocfe akTMBaLMK reHa ras, 3arnpocbl B OTHOLIEHUW (haK
TOPOB POCTa YMEHbLUEHbI, U OHW MeHee YyBCTBUTE/IbHbI K CUrHaam
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M3 MUKPOOKPYXXEHWUS, TOPMO3ALWNM POCT. BbIHY>XAaeMbIv nponnge-
pvpoBaThb, WMHULMUPOBAHHBIA KNETOUHbIA KMOH NpeTeprneBaeT eLle
pa4 MyTauuii, Npexae YeM HauuMHaeTcs MaJurHm3aums. XoTsd npo-
MOTOpbl He MyTareHHbl, OHU BCe Xe Bo3felcTBYtOT Ha JHK. MoaTo-
My T®A ¢ NOMOLLbI CBOGOAHLIX PanKanoB-AepuBaTOB KMUCIOPOLa
BbI3bIBaeT paspbiBbl cnupann AHK. lMonaratoT, YTo Takoe BO3AENCT-
Bre POp6ONOBLIX 3(IMPOB MOXKET OKOHUMTLCA TMOEMbH KNETOK.

Mpyn nponudepauun KNEToK BO3PacTaeT PUCK MyTauuid 1 OmyXo-
NeBON TpaHcopmaumu. Takum 06pa3oM, [/laBHOE 3BEHO MPOMO-
LM —pPa3MHOXEHWNE UHNLMUPOBAaHHbIX KNETOK —CYLLECTBEHHO 00-
NeryaeT 3aBepLUEHUE NpoLLecca 3/10Ka4eCTBEHHOM TpaHCc(opmaLmm.

XMMUUYeCKUEe KaHLeporeHb . OrpaHuunmcs nuilb
KPaTKOM XapaKTePUCTUKOI BaXKHEWLIMX TPynn UHWLMATOPOB U Mpo-
MOTOPOB KaHLeporeHesa, yfenss, B OCHOBHOM, BH/WMaHWe TeM Be-
LLlecTBaM, KOTOpPbIE BbI3bIBAOT MaIMTHN3ALMIO Y Ye/IOBEKA.

ANKUIMpYlOLLNe areHThbl NPSMOro AeicTBus — BeLLecTBa, Crnocob-
Hble BBOAMTb OJHOBA/IEHTHbIE pafuKabl YrNeBoLOPOAOB (aNKUIOB)
B MOJIEKY/Ibl OpPraHNYecKnX coefnHeHnin. OHM He NoJBepraroTes ak-
TMBaLMN W ABNAKOTCA CNabbiMU KaHLeporeHamu. Tem He MeHee 0
HUX B&XHO MOMHWTb, TaK KakK psf SIEKAPCTBEHHbLIX MPOTUBOOMYXO-
NeBbIX npenapaToB (UuknodgocdaH, XNopbyTuH, muenocaH u ap.)
nonagatoT B 3Ty Kateroputo. K coxxaneHuto, NoOMUMO NPOTUBOOMY-
XONeBOr0 AeNCTBUS, OHW MOrYT BbI3BaTb UMMOMbI, NeAKEMUN ©
psg Apyrux Heonnaswii. WHbIMW CnoBamu, ykasaHHble npenapatbl
MOTyT MPUBECTM K Pa3BUTUIO STPOFeHHOW matosorun (CM. rnasy 9).
HekoTopble aikuimpytoLuye areHTbl, Hanpumep UMknodocdaH, AB-
NAKOTCA TaKXKe CU/IbHbIMW MMMYHOMOAABNAOWMMUN CpeacTBaMu 1
MCNONb3YIOTCA MPU UMMYHHbIX PaCCTPOMCTBAX, HanpvMep npu pes-
MaTOMAHOM apTpuTe 1 rpaHynemarose BereHepa (F.Wegener). Tepa-
MEBTUYECKUIA U KaHLEPOTeHHbIN 3P (eKTbl Y alIKWINPYIOLWMX areH-
TOB 06ecrneynBatoTcs B pesynbrate nospexgeHus AHK.

Monuuuknanueckue apomaTuyeckue yrnesogopofsl. K HUM OTHO-
CATCA BellecTBa C Hambonee BbIPAXKEHHBIMU  KaHLEPOreHHbIMU
cBoiicTBaMn. OHU HYXJAlTCA B MeTabo/Myeckol akTueauuu wu
MOrYT BbI3bIBaTb OMYXO/IM B CaMbIX Pa3/IMUHbIX TKAHAX: B KOXe, MAr-
KX TKaHsX, anuTenuun. MHTepec K HUM 0BYC/OB/EH eLle 1 TeM 06-
CTOATENLCTBOM, YTO 3TW BelLecTBa 06pasytoTcs npu cropaHum taba-
Ka 1N curapeTHoOn (ManupocHoi) Gymaru U UrpatoT BaXHYHKO pofb B
BO3HMKHOBEHWW paKa ferkux. M3BecTHO Takxke, UYTO YaCTbIM UCTOY-
HWKOM 3TWUX BELLECTB [/15 YeNOBEKa ABMAKTCA XXMUBOTHblE XWpPbI B
)KapeHol MSACHOW MuLle, a TaKXe KOMYeHble MSCHble N PblOHbIE
MPOLYKTBL.

ApomMaTuyeckue aMmuHbl 1 azokpacuTenu (COeAUHEHNS C a3orpyn-
namMu v ammHorpynnamu). OnyxonepogHoe LeicTre 60/bLLIMHCTBA
HWUX areHTOB MPOSBASETCS B MEYEHWN, B KOTOPOA POPMMPYIOTCS KO-
HEYHble KaHLEPOreHbl MpW B3aUMOAENCTBUN LUTOXPOM-P-450 ok-
CUreHasHbIX cucTeM. lMo3aToMy Npu cKapmMBaHWW NabopaTopHbIM
KpbICaM aLeTUNaMMHOQIyOpeHa U a30KpacuTenein BO3HMKAKOT rena-
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TOLENMONAPHbIE, & He FaCTPOMHTECTUHANbHbIE KapLMHOMbI. Wc-
K/IOYeHVe NPeSCTaBfseT MexaHU3M AeACTBUSA p-HaTUNaMuHa, Bbl-
[eNeHHoro M3 KapuuHOM MOYEBOro Ny3blps Yenoseka. PaHblue pa
OOTHUKN PE3NHOBOI0 W /1aKOKPAcOYHOro MpoU3BOACTB, COMpPUKa-
CaBLUMECS C aHU/IMHOBbLIMU KpacuTensmu, Obiin nojBepXKeHbl PUCKY
pa3BUTUA paka MO4YeBOro nysbipa B 50 pa3 uvalle, 4yem MU,
He MMeBLUWe TaKol NpoeccnoHabHOW BpeAHOCTU. OKas3anoch, YTO
p-HathTUNaMUH NOCNe BCAaCbIBAHUA TMAPOKCUNNPYETCS B aKTUBHYHO
thopMy, a 3aTem AeTOKCULIMPYETCA NyTeM COeAMHEHUS C FHOKYPOHO-
BOW KMCMOTON. OpraHnW3M 4enoBeka MPOM3BOAUT MOYEBYHO [JIHOKY-
poHugasy. Mpy BblAeNeHWM B MOYY HETOKCUUHBIA KOHBLIOraT pac
LennseTcs ykasaHHbIM (epmeHTOM. py 3TOM CHOBa OCBOOOXAA
€TCA 3NEKTPOUNLHbIN peareHT, KOTOPLIA 1 BbI3bIBAET PaK MOYEBO-
ro nysbips. HeKOTOpbIe a30KPaCUTENV NPOM3BOAAT AN OKPACKM N
LUeBbIX MPOLYKTOB: MaprapuHa B MAac/IiHO-XKENTbIN LBET, HEKOTO
pbIX BUAOB Kapamesin B pas/iMuHble LBeTa.

KaHLeporeHbl oKpy>KatoLLeli cpeabl. Cpean npumMepHo 30 M3BeCT
HbIX XWMWUYECKUX KaHLepPOreHOB, MPOWU3BOAUMBIX PacTeHUsSIMU U
MUKpOOpraHn3mMamu, Havbosee BaXHbIM [/ YenoBeKa fABNSETCA
ajnatokcuH Bl. OH BblpabaTblBaeTCs HEKOTOPbIMK  LUTaMMaMu
rpmba Aspergillus flavus, KOTOPbI MOXET aKTMBHO pacTX Ha Herpa
BUIbHO XPaHMUMbIX 3epHE U ropoxe. B HEKOTOPbLIX pernoHax Apuku
1 JansHero BocToka 06Hapy>XeHO CTPOroe COOTBETCTBUE MEXY CO
JepXXaHMem 3TOro renatokKaHLeporeHa B NuLLe ¥ 4acTOTOW renaro-
LennonapHoro paka. Cneflyet OTMETUTb TAKXKE CBA3b MeX/y UH(M
LMpOBaHMeM BMpPYCOM renatuTa B u 3a601eBaeMOCTbIO pakom Ic
YeHu.

HUTpo3aMuHbI M avmnfbl. 3T KaHLEeporeHbl MHTEPECHbI NOTOMY,
YTO OHU MOryT 06pa30BbIBATLCA B XKENYA0UHO-KULLEYHOM Tpakw
yenioBeka. [03TOMy He UCK/OYEHA WX POSib B 6pa38|/|ww| HEKOTOPbIX
onyxoneld, B YaCTHOCTW paka >xenyfka. MogobHO ApyrM KaHLEepo
reHaM HUTPO30COEAMHEHWNS HYXJAKOTCA B aKTMBAaUMW B cpefe op
Eazglgma, 4TO OMATb-TakU CBS3aHO C MWKPOCOMa/IbHOW CUCTEMOI

AreHTbl CMeLlaHHOro Tuna. KaHueporeHbl OGHapyeHbl cpeau
MHOXECTBA APYTrMX XMMUYECKNX COeAUHEHWI. Y NIOMSHEM Te U3 HKX,
KOTOpble 00YC/NOBNMBAlOT MNPOGECCUOHA/IbHLIE BPEAHOCTM  (CM
rnasy 9). Tak, Npofo/MmKMTenbHad paboTa ¢ ac6eCcTOM COMPOBOXA/
€TCA MOBbILLIEHWEM YacTOTbl BO3HUKHOBEHUSI BPOHXOrEHHOr0 paku
Me30TeNIMOM W KapuMHOM >KeflyJO4HO-KULLIEYHOro TpakTa. Ecim
TaKol paboTe CONyTCTBYET KypeHue, To 3a60/1eBat0T 6POHXOreHHbIM
pakom noytn 100 % nuy. Ha HekoTopbIX NPOM3BOACTBAaX PabOTHMKU
KOHTaKTUPYHOT C MOHOMEPOM BWHWA/XIOPUAOM, U3 KOTOPOro nosy
YaroT NOAMMEP NONMBUHUAXIOPUA. VI3BECTHO, YTO C MEPBLIM U3 HUAX
CBAi3aHa BbICOKAA 4acTOTa BO3HWKHOBEHWS TeMaHrMocapkoM reuyc
HW. XpOM, HUKE/b 1 HEKOTOpPbIE Apyrve MeTansbl, nofasepratowye! n
ncnapeHuio (M BAbIXaHWIO) B psfie TEXHOMOrMYECKMX MPOLECCOM
BbI3bIBAOT PaK NIErkoro, a MbllbAK —paK KOXKW. P4 MHOCTPaHHbI»
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nucektTnumpos (aldrin, dieldrin, chlordane, nonnxnopupoBaHHbIe
OU(heHNbI) KaHLLEePOreHHb! ANS XUBOTHbIX.

[MpOMOTOpPbI XMMUYECKOTO KaHLeporeHesa. HekoTopble nMpomoTo-
pbl MOTYT CNOco6CTBOBaTL PasBUTMIO paka y 4enoseka. 3T0 Mof-
TBEPXAAETCA TEM, UTO K/ETKWU, UHULUUPOBAHHbLIE NPU 3KCNO3ULUN
K KaHLieporeHam OKpY>KaloLLei cpefibl, 6e3BpefHbl 40 Tex Mop, Moka
HC MOABEPrHyTCA MNOBTOPHbLIM MPEMOTOPHbLIM BO3LeiCTBUAM. Ha-
npvmep, nocne BBeAeHWs NabopaTopPHbIM XMBOTHLIM YPOTPOMHOrO
KaHLUeporeHa MpYMEHEHWe caxapuHa WU LMKNaMaTOB OKasblBasio
NPOMOTOPHOE AeNCTBME Ha Pa3BUTUE paka MOYEBOro Mnysblps. ABNs-
tOTCA NN 3TW BeLLecTBa NPOMOTOPaMW WM MHULMATOpaMu NS Ye-
NOBEK3, OCTAETCA HeACHbIM, W HafeXHbIX [0Ka3aTeNbCTB UX KaHLie-
POTEHHOTO [eiCTBMA MOKa HeT. B KauecTBe MPOMOTOPOB ANs 3KCMe-
PUMEHTA/TbHBIX OMYXOJei NeYeHN MOTYT CAYXXUTb FOPMOHbI, B 4acT-
HOCTM 3CcTporeHbl. MpoAoMKUTENbHBIA NPUEM AUSTUNCTUALO3CTPO-
na cnocobcTeyeT BO3HWKHOBEHMIO MOCTMEHOMay3anbHOM KapLUHO-
Mbl 3HOOMETPUS, a TaKKe paka Bnaranuwa. HakoHew, AnMTenbHOe
noTpebsneHne B HGOMbLLIOM KOMMYECTBE XXMBOTHOMO >XMpa MOBbILLIAET
PUCK Pa3BUTUA paka TOCTOW KMLLKW, YTO MOXET ObITb CBS3aHO C
YBE/IMYEHNEM CUHTE3a XKEeNUHbIX KUC/OT, AE/CTBYIOLLMX B KayecTBe
NMPOMOTOPOB B 3KCMEPUMEHTA/IbHbIX MOJENAX.

PaguaunoHHbIii KaHUeporeHes. Jlyumuctas aHeprus, 6yab TO ynbT-
pauoneToBble Nlyud WA CONMHEYHBIA CBET, WOHU3MpYIOLLee
bleKTpOMarHUTHOe 06/lyYeHne WK pasmaums aneMeHTapHbIMKU Yac-
TULAMKN, MOXET TPaHCHOPMUPOBATL in Vitro GakTUYeckn Bce TWMbl
K/IETOK U BbI3bIBaTh in ViVO ONyX0/u B SKCNEPUMEHTE U Y YeNoBeKa.
YnbTPaghmosneToBble /ly4n CAyXaT OAHON U3 MPUUMH 3/10KA4ECTBEH-
HbIX HOBOOGPA30BaHMI KOXMW, a pa3Hble BUAbl MOHU3MPYHOLLENA pa-
Avaummn MeuKo-TepaneBTUYeCKoro, npoteccUoHasIbHOMO U BOEH-
HOro NPOUCXOXAEHNSA ABNAIOTCH 3TUONOTMYECKMMU (PaKTopamu npu
PasBUTUM MHOTUX OMyXO0sieil. XOTA pofib lyYMCTOR 3HEPrumn B BO3-
HWKHOBEHMW OHKOJIOTMYECKNX 3a00/ieBaHNIA Y 4enoBeKa OTHOCU-
1€/IbHO Mana, BCe XXe ee 06LIEN3BECTHOE CKPbITOe JeiACTBUE U 3(h-
(heKT HaKoMnneHUsa TPebyoT 0YeHb A0Mroro nepuoga HabnaeHns u
LIJprﬂHFI}OT OLleHKY 3HauyeHus Ans NaToforvm 4enioBeka. ToMbKo
icnepb, cnycTs nouTy nosjBeka Mocie aToMHbIX GOM6GapAMPOBOK,
<rafia ACHOW NPUYMHA MOBbILLIEHHON YaCTOTbl KapPLMHOM MOJIOYHOM
Xenesbl Yy AMNOHCKUX XXEHLUMH, MOAYyYMBLUMX B [eTCTBe 60/bLUMe
[03bl paguaummn. bonee Toro, BO3IMOXHOE ycuuBatoLLee Uiy 4onon-
HUTENbHOE [eiCTBME 3TUX A03 Ha ApYrve KaHLeporeHHble BAUSHUS
PacLUMPAET 30HY KaHLEPOreHHOro pucka s aTux n. YTo Kacaet-
<V BO3AeNCTBUA YNbTpathnoneToBbIX yden Ha AHK, To OHO oTMua-
iCA OT TaKOBOIO NPU MOHU3MPYIOLLEN paguaLnm.

YnbTpapuonetoBble nNydyun. COBpeMeHHbIe anuaemu-
MMornyeckune faHHble CBUAETENLCTBYIOT O TOM, YTO YNbTpatmoneTo-
Basi YacTb CO/IHEYHOrO CBETA AB/ISETCA NPUUYUHOW BbICOKOM YacTOTbl
MMNOCKOKNETOYHOro paka, 6a3afibHOKNETOYHOW KapLMHOMbI 1 310Ka-
UeCTBEHHOW MenaHOMbl KOXW. CTereHb pucKa 3aBUCUT OT Tuna
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YNbTPathnoNeToBbIX y4yeid, BPEMEHN 3KCMO3ULUUU U YPOBHSA MuUr-
MeHTaLM MenaH1HOM, 06pasytolm B SNUAEPMIUCE CBETOMOI/I0-
Wwarowmin cnoii. Cpeay NnL, eBPOMNECKOro NPOUCXOXKAEHNS CO CBET-
NOI KOXEW, XMBYLLMX B 30HaX, FAe MHOrO CONHLUa (Hanpumep, B AB-
CTpanuu, 6/IM3KO K 3KBaTOpy), M MHOTFOKpPaTHO NojBeprasLuMecs 3a-
rapy 6e3 oXora, OT/IM4AeTCA Camasi BbICOKAasA 4YacToTa BO3HUKHOBE-
HUA MeNaHoM KOXW. YNbTpaMoneToByH) YacTb COTHEYHOrO CMeKT-
pa MOXHO pasfennTb Mo A/MHE BOMHbI Sly4Yeil Ha TPU AvanasoHa:
UVA (320-400 HMm), UVB (280-320 HM) n UVC (200-280 Hm).
MonaratoT, yto ToNIbKO UVB MMeloT 3HayeHne ana KaHueporeHesa v
Koxe. B 10 e Bpems AnanasoH UVC, HeCMOTpsi Ha CBOM CU/bHbIe
MyTareHHble CBOMCTBA, HE VMEET CepPbe3HOro 3HayeHusl, NMOCKOMbKY
OT(UNLTPOBLIBAETCS 030HOBbLIM C/I0EM 3eMnn. UTO kacaeTcs guana-
30Ha UVA, KOTOpbIN eLle HeflJaBHO pacLeHMBAIC KakK 6e3BpefHbIi,
TO BbISICHWAOCh, YTO €ro Ny4ynm KaHLEpPOreHHbl 4715 NabopaTOpHbIX
YKUBOTHBIX, W MOTOMY WHTEPEC K HEMY KaK BO3MOXHOMY OMyXoje-
POLHOMY areHTy /19 YeNnoBeKa 3Ha4MTeIbHO BO3pPOC.

Y nbTpatnoneToBble Ny4n TOPMO3AT AeNeHne KNeTKU, UHAKTUBU-
pytoT (hepMEHTHI, BbI3bIBAOT MyTauuy U B GONLLUON [03e YOMBAOT
KneTkn. KaHueporeHHbI adheKT 3TUX Nlyyeit cBsi3aH C 0bpa3oBa-
Hnem B AHK nupummnanHoBbIX aumepos. Ecan He npoucxoguT pe-
napauuu, To 3TW AUMepPbl NPUBOAAT K 60/ee KpYMnHbIM OLIMOKam
TPAHCKPUNUUN U B HEKOTOPbIX CyYasaX K ManurHusauum. SKcnepu-
MEHTbl MOKas3bIBAlOT, UYTO B MEXaHU3M Ma/IMTHU3ALUM BOB/IEYEHO
60o/bLUe MPOLECCOB, YeM TOSIbKO OAHM MyTauuW, Bbi3BaHHbIE Y/bT-
pagmoneToBbIM CBETOM, TakK Kak OHOBPEMEHHO ocfabnsercs Kne-
TOYHBIA UMMYHUTET. MyTauun OTpaXaloT MeXaHU3M MHMLMauuu, a
MMMYHHbIE U3MEHEHWS — AeCTBME MOTEHLMPYIOLMX CYOCTaHLWIA
WM >Ke MPOMOTOPOB.

Kak 1 gpyrve KaHueporeHol, UVB Bbi3biBaeT MyTauum OHKore
HOB M OMyXO0/ieBbIX FEHOB-CYMPEeCCOpPOoB. B 4acTHOCTU, MyTaHTHbIE
(hopMbl TeHOB ras U p53 onpeaensoTca 1 NpU pake KOXW YesoBeka,
N Npu pake, MHAYUMPOBaHHOM fydyamn UVB B akcnepuMeHTe. 31K
MyTauuy BCTpevartoTcs [1aBHbIM 06pasoM B AUMUPUMUAUHOBBIX
nocnegosartenibHocTAX AHK 1 oTpaxaroT reHeTuyecKue noBpexze-
HUS, BbI3BaHHbIE Y/bTPa(MONETOBLIMU /Iy4aMn U UMEIOLLME 3TUO
NIOTMYECKOE 3HaYeHVe ANF MaSIUTHU3ALNN.

MoHu3mpylouee n3nyvyeHune. ONeKTpOMarHATHOE
n3nyyeHve (PEHTTEHOBCKME U Y-NIyun), a TakKe BO3AENCTBME YacTul,
(a-, p-yacTuubl, MPOTOHbI, HEWTPOHBI) ABMAAIOTCH KaHLEpPOreHHbI
MU. DTOMY eCTb MHOIOYMC/IEHHbIe [0Ka3aTe/bCTBa, MO3TOMY Orpa
HUYMMCS HECKONIbKUMMK MpuMepaMu. Y MHOMMX UccnefoBaTenei,
NepBbIMU PaboTaBLUMX C PEHTIEHOBCKUMM flydaMu, pasBUIUChL 3710
KayeCTBeHHbIe OMyxonu KOXu. LLlaxtepsbl, TPyAMBLUMECA HA YpaHO
BbIX pyAHMKax B EBporne u B pailoHe CkanucTbix rop B CLUA, 3a60
NIeBa/IN PAKOM JIETKOTO B AECATKM pa3 vallle, YeM UX KON/ern us ka
MEHHOYTO/bHbIX LWaxT. Y Xutenen Xupocumbl U Haracaku, nepe
KUBLUMX B 1945 r. aTOMHYI0 60M6apaMpoBKY, BHavane 6bina BbICO
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Kas 3a601eBaemMocTb fnelikemuein (OCTPbIA M XPOHUYECKUIA MUEno-
LUMTapHbIA BapuaHT) — OTMeYeHHas nocne CpPefHero NaTeHTHOro
nepuoga B 7 neT. B fa/nbHeliemM BO3pOC/ia HacToTa KapLuHOM MO-
NOYHON Xenesbl, TONCTON KULLKKM, LWWUTOBUAHOM >Kenesbl U Nerkmx.

[Jaxe MeauKko-TepaneBTUYeCKOe 00/yYeHWe [aeT KaHLeporeH-
HbIX 3hhekT. Jlnua, NonyyMBLLME B MIaLeHYeCTBE WM AeTCTBe fe-
4ebHble J03bl paguaLnmy Ha 30HY FO/IoBbl U Lew, 3aTeM B 9 % cnyva-
€B CTpajaloT pakoM LUWTOBUAHOW >kenesbl. BbiTOBaBLIAsA paHee
NpaKkTUKa JiedeHUs apTpuTa MO3BOHOUYHMKA (AHKWIO3MPYHOLLEro
CMOHAWNNTA) C NOMOLLLIO 06/1y4eHNs NpuBena BNocneacTsum K 10—
12-KpaTHOMY MOBbILLIEHNIO 3a60/1€BAEMOCTY TaKMX MaLMEeHTOB feii-
KeMuen.

O6cnepoBaHve >xuTteneil MapLuanioBbiX OCTPOBOB, 00/1yHYEHHbIX
npu Ccny4vaiHO aBapvMn BOJOPOAHON OOMObLI, MOKa3asio HanMuume
B UX LUMTOBMAHON XXefie3e pagnoakTUBHOIO ioga. He meHee uem y
90 % peTein B Bo3pacTe A0 10 NeT, XKMBLUUX HA OJHOM W3 3TUX OCTPO-
BOB, yepe3 15 fieT 6b1IM 06HAPYXKeHbI ajeHOMATO3HbIe Y3/ibl B LLWTO-
BUAHOM XXenese, KoTopble y 5 % aeTeil ManMrHM3nMpoBanmch.

BepoATHOCTb MaIUrHU3aLMU MPU MOHWU3UPYIOLLEM  W3/TyYeHUN
HeoAMHaKoBa A4N15 pasHbIX OpraHoB. Yalle BCero BO3HMKAIOT felike-
MUK (KpOMe XPOHWUYECKON NUMGOLMTapHON (hOpPMbI, NO HEWU3BECT-
HbIM MpPUYMHAM 3Ta (hopma NOYTU HUKOTLA He BbI3bIBAETCS 06/1yYe-
Huem). CrefytoWwmyMn No YacToTe ABAAKOTCS ONyXOAW LUMTOBUAHONM
Xenesbl. PeXxe BCTPeYaeTcsl pak MOIOYHON XKefesbl, NErKNX U CHOH-
HbIX enes. Koxa, KOCTW, >Xeny[O4HO-KULLIEYHbIA TPakT OTHOCU-
Te/IbHO YCTOWYMBbLI K JEMCTBUIO pagmaumn. Tem He MeHee criegyeT
MOMHWTb, YTO KNETKM /10601 TKaHU MOryT TpaHC(OPMUPOBATLCS B
3/10Ka4eCTBEHHbIE MOJ BO3AENCTBUEM paguaLum.

OedhekTol penapauunn AHK. Tlpu nsyyeHumn pegrmx
HacnieiICTBEHHbIX 3a60M1eBaHWiA ¢ AethekTamm penapauum AHK obiu
paclumgpoBaHbl HEKOTOPbIE  MOMEKYNSAPHbIE MeXaHU3Mbl O0TBeTa
KNETOK Ha BO3fdelicTBue pagvauun. K HAM OTHOCATCA Takue ayTo-
COMHO-peLiecCMBHbIE 3a00/1eBaHNS, KaK MUrMEHTHas Kceponepma,
cuHgpoM bnyma (D.Bloom; coyeTaHne HeaopasBUTUA CKeNeTa, M-
nogu3apHoiA KapIMKOBOCTK, FMNOroHagM3Ma u ap.), atakcus-tene-
aHrnMaKTasus (MO3XKEeUYKOBble HapyLLeHWUs KoopauHauuu 1 paBHOBe-
CWsA, 04aroBble PacLUMPEHNs KanunnspoB KOHBLIOHKTUBbLI U KOXW,
MHEBMOHUM 1 Ap.) U aHemus daHKOHW. Bce BMeCTe OHW XapakTepu-
3YHOTCS FMNEPYYBCTBUTENBHOCTHIO K O4HOMY WM HECKONbKUM areH-
Tam, nospexgawowmm OHK, a Takke npeLpacnofioXeHHOCTb K
Ma/IMrHU3aLUN.

BofbHblE C NMTMEHTHON KcepodepMoi 06n1afjatoT BbICOKOW (o-
rOYYBCTBUTENLHOCTLIO, Y HUX YacTO Pa3BMBAETCA pak KOXMW B Mec-
TaX, 3KCMOHMPOBaHHbIX HA cOMHLE. MonekynspHble MexaHU3Mmbl fie-
reHepaTMBHbIX U3MEHEHUIA KOXW, O0BJYYEHHOW COSHLEM, a Takxke
OMyX0/N 3TOr0 OpraHa CBs3aHbl C BPOXAEHHOW HECMOCOOHOCTLIO K
>cnapaumn AHK B 30Hax noBpexaeHus ynbTpanoneToBbIMI fyya-
MW. Y 60/bHbIX C MUTMEHTHOW KCepPOAepMOl UMeeTCs 3aMeTHbIN de-
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(OMLUT 3KCUM3NOHHONW penapaumm NUPUMULMHOBLIX AUMEPOB (3KC
LUM3NOHHAA penapauns — 3ameHa O4HOLEMOYEYHOro yyacTka AByX
uenoyeyHot AHK ¢ noBpexaeHHbLIMWU OCHOBaHWUSAMU NMyTeM CUHTE3a
nocnefoBaTe/lbHOCTU, KOMMJEMEHTApHON TOM, KOTOpas MMeeTcs U
coxpaHuBLLeicsa uenu). TUrMeHTHas Kcepodepma reHeTUYecKu re
TepOreHHa 1 HaCUNTLIBAET MUHUMYM 7 pasHOBMAHOCTER. Kaxgas u3
HUX 00YCM0BNEHa MyTauueli B OQHOM WM HECKOMbKUX FeHax, BO
B/IEYEHHBIX B HYK/EOTUAHYHIO SKCLIM3UOHHYIO pernapaumio.

ATakcua-TeneaHrnakTasms cessaHa ¢ fed)eKTOM OTBeTa Ha Mo
BpeXAeHVWe OT MOHU3NPYIOLLEA paguaumMm u ¢ 60/bLIMM PUCKOM
Pa3BUTMA 3/10KAYECTBEHHbLIX NIUM(pOM. OHa TOXe reTeporeHHa u
MMEET 6 reHeTUYEeCKNX BapuaHTOB.

BonbHble ¢ aHemMueil PaHKOHW NPEAPacno/oXeHbl K eikemMu
M, MPOrpeccupytoLleit annacTUYecKom aHeMuUn W MHOTAa UMELOT
BPOX/EHHbIE MOPOKN Pa3BUTUSA. X KNETKN KPOBU OCOBEHHO YyBCT
BUTE/IbHLI K MEpeKpecTHO-cBA3yowWmMm areHtam AHK, npegnono
XWUTENbHO B pesynbTaTe HefoCTaTOYHOCTM (DEPMEHTOB, YAANAOLLMX
MeXCnupanbHble NepekpecTHble CBSA3M, BO3HMKatoLMe Moj, BO3AEN-
CTBMEM TOKCUYECKUX MPOLYKTOB.

OT BCex Ha3BaHHbIX 3ab0fieBaHUIA OTIMYAETCS cUHAPOM Bryma
BofbHbIE C 3TUM CMHAPOMOM OCOOEHHO YYBCTBUTESIbHLI K pasiny
HbIM areHTam, nospexgarowmum AHK (ynbTpauronetosble nyun, pa-
Anauns). JedekTbl penapauumn %HK NMEKT Y HUX 6onee pacnpo
CTPaHEHHBIN XapakTep. Y Taknx 00/bHbIX KIETKN XapaKTepuaykoTcs
Heo6blYaliHO BbICOKOW YaCcTOTON CMOHTaHHOTO 06MeHa CeCTPUHCKM
MK Xpomatugamm (KonusMu XpoMocoM, o6pasyroumMmcs npy pen
NMKauyu). 3TOT 00MeH NPOUCXOAMT B pe3y/ibTaTe HeKOTOPbIX Hapy-
WweHnn B nuruposaHun OHK (obpaszoBaHun hocthoanatupHon
CBA3N MeXy ABYMS OCHOBaHMSAMU ofHOM uenu OHK, pasgeneHHb
MU pa3pbiBoM). Jlnua ¢ cuHgpomomM biyma CTpafaroT TAXenbiM UM
MYHOZe(ULMTOM, OTCTaBaHWEM B POCTE W MPespacnonoXXeHHOCTbIO
K pasHbIM (hopmMam 3/10Ka4yecTBEHHbIX HOBOOBpPa30BaHWiA. MocKonb
Ky 3Ta nartosnorus ABiseTcs HacneiCcTBEHHOM MO ayTOCOMHO-peLec-
CMBHOMY TUMY, MOXHO CfenaTb BblBOL, YTO Y TakuX 60/bHbLIX 06e
KOMUM COOTBETCTBYHOLWUX TeHoB penapauun AHK nogsepratotcs
MyTauyMn WaM UHaKTUBaLuW. B 3TON CBA3W TeHbl, BOB/IEYEHHbIE U
penapaunio AHK, Moryt paccmaTpmBaTbCAl KakK TyMOpP-Cynpeccop
Hble TeHbl.

BupycHbiin kaHueporeHes. MHoxectso AHK- n PHK-cogepxa
LUMX BUPYCOB ABNAKOTCA OMYyXONereHHbIMU 419 60/1bLLIOr0 KONMYECT
Ba MOJOMbITHBLIX XXMBOTHbIX (OT amdmbuii go npumatoB). Onpeae
NEHHbIe ()OPMbI 3/10KAYECTBEHHbLIX HOBOOOPA30BaHWIA y NOfe TOXe
MNMEIOT BUPYCHOE NMPOUCXOXIEHME.

OnyxonereHHble OH K-cogepxauwue Bupychl
Heckonbko npeactaBuTeneid 3TOW rpynnbl Bbi3biBAOT OMNYXONU Y
YKUBOTHBIX. YacTb M3 HWUX, HanpuMep, afeHOBMPYCbI, TYMOPOreHHbI
TO/bKO ANs NaboPaTOPHbIX XMBOTHbIX, APYr1E Xe, Hanpumep BUpyC
nanunioMbl GbIKOB, SBNSETCA MPUYMHOW J06PO- M 3/10Ka4YeCTBEH
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KbIX HOBOOOpAa30BaHWA Yy CBOMX eCTECTBEHHbIX HocuTeneid. 3
MHOFOYWCNIEHHbIX BUPYCOB, MaTOreHHbIX ANA Noei, HaubonbLni
WHTEPEC NPeACTaB/IAT TPU BUAA BELLECTB — NanuiioMbl YenoBeka,
nm HPV, Bupyc 3nctanHa — Bapp (M.A.Epstein, J.M.Barr), nm
EBV, u Bupyc renatuta B, unm HBV, Bbi3biBaloLLMe pasBuTue 3/0-
Ka4yeCTBEHHbIX OMyXosiei.

TpaHchopmupytowme OHK-cogepxaline BMpycbl (HOpMUPYHOT
CTabW/bHbIA KOMMEKC C K/IETOYHbIM FEHOMOM XO03siMHa. VHTerpu-
POBaHHbI BUPYC HE CMOCOOEH K 3aBEPLUEHMIO CBOEr0 pennkauu-
OHHOrO LMK/a, MOCKO/bKY MOC/ef0BaTe/IbHOCTU BUPYCHbLIX FEeHOB,
Heo6XxouMble NS TAaKOro 3aBepLUeHus, NpepBaHbl B XOfe MHTerpa-
umn BupycHoii AHK B reHom xo3svHa. B TpaHctopmauun KneTku
UrPatoT BaXKHYHO POJIb TONIbKO Te BMPYCHbIE TeHbl, KOTOPbIE MoABep-
IMIUCb PaHHe TPAHCKPUMUUWU B TEUYEHUE XXU3HEHHOr0 LWKa BUpY-
ca. OHM 3KCNpeccupoBaHbl B TPAHCHOPMUPOBAHHBIX KNETKax.

Bupyc nanwinombl yenoseka. K HacTOALLEMY BPEMEHU W3BECTHbI
NPUMEPHO 65 reHeTMYecKn OTYeTMBbLIX TMNOB HPV. HekoTopble ©3
HUX, Hanpumep 1, 2, 4 1 7, Bbi3blBAtOT 06pa30BaHMe NJIOCKOKIETOY-
HbIX manunnom (6opogasku). HPVS moryT MHAYUMpOBaTb OTAEfb-
Hble BWAbl paka, B YacCTHOCTM TJIOCKOK/IETOYHbIE KapLUHOMBI
LLUEiKN MaTKW, aHOPEKTaNbHON WM FeHWTanbHOW 30H. dNUAEMMUOsO-
rMYeckne WCCNefoBaHWA MOKa3bIBAKOT, YTO areHT paka LIeliku
MaTKu nepejaeTcs nofioBbiM nytem. [pumepHo y 85 % 60/bHbIX
MHBA3MBHbLIM M/IOCKOK/IETOYHbLIM PaKOM, a Takke KapuuMHOMOW in
Situ MM C CMNbHO BbIPaXXEHHOI Aucnnasveil HaliaeHbl NocnefoBa-
TenbHoct AHK ot HPV Ttnnos 16, 18, pexxe 31, 33, 35 n 51. B 10
Xe BpemMsi ANA reHnTaslbHbIX NanwuaioM Habop areHToB 6onee y30K U
BKNtoYaeT Tunbl: HPV-6u HPV-11.

MonekynsipHbIA aHa/IM3 TKaHel 3TUX BUAOB paka W ManuiioM,
MO3BOMIN/T YCTAHOBUTbL PA3/INYNA, KOTOPbIE MOTYT UMETbL OTHOLLEHME
K TpaHC(OopMUPYIOLLEA aKTUBHOCTU BMpYycoB. [Mpu nanunnomax u
ancnnasum reHom HPV noagep)XuBaeTcsi B 3NUCOManbHOM (HEUH-
rCrpuMpoBaHHoOI) (hopme, Torga Kak npu pake BupycHasa AHK o6biu-
HO MHTErpupoBaHa B reHOM K/IETOK nauueHTa. lMonaraloT, 4yTo Takas
WHTerpauus urpaeT BaXHYK pofib B Ma/mMrHusaumu. Hecmotpsa Ha
ro 4yTo MecTa (CainTbl) MHTErpaLumn BblGMpatoTCs CayYaitHo (Npu pas-
HbIX BUAax paka supycHaa JHK onpegensetcd B pasnnyHbIX YacTax
1CHOMa X035I1Ha), BUA Y)Xe MPOM30LLIeALLIe NHTErpaLmMm HOCUT Kio-
Ha/lbHbIA XapakTep. VIHbIMK CloBamu, B K/IETKax Kakoro-1mbo KOoH-
KPETHOro BMJa paka BCe CalTbl MHTerpaunu UaeHTUYHBI.

Mpy n3yyeHUn pakoBbIX ONyxonei, Bbi3BaHHbIX HPV, 6b110 06-
HapyXeHO TO MeCTO, B KOTOPOM npoucxogut npepbisaHne JHK B
Xofie ee uHTerpauyun. OHO 00BO/bHO MOCTOSHHO U MOYTK BCErja Ha-
XOAUTCA BHYTPU OTKPLITOW paMKu cumuTbiBaHus EL1/E2 BupycHOro
reHoma. MockonbKy fokyc E2 supycHoit IHK B HOpme OTBETCTBEH
ia nofaBneHne TPaHCKPUMNLUW paHHUX BUPYCHbIX reHoB E6 u E7,
ero npepbiBaHNE COMPOBOXAAETCA CBEpX3Kcnpeccueil 6enkos E6 n
17 B Bupycax HPV-16 n HPV-18. OnyxosiereHHble NOTEHUUN 3TUX
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BMPYCOB KaK pa3 U COOTHOCAT C YKa3aHHbIMU MPOALYKTaMu ABYX paH
HWX BUPYCHbIX reHoB. Benok E7 cBA3biBaeTCs C Heo(hochopuampo
BaHHOM hopmMoli Geflka reHa-cynpeccopa pRb 1, BO3MOXHO, 1301
pyeT ee, Torga Kak 6enok E6 cBA3biBaeTcs ¢ NPOAYKTOM reHa p53 v
obneryaet ero paciuenneHve. CTeneHb CPOACTBA WM CXOACTBA 3TUX
BUPYCHbIX G€NIKOB C NPOoAyKTamy OMyXofeBbIX reHOB-CYNpeccopos
BapbMPYET B 3aBMCUMOCTM OT OMYX0NEPOAHbIX cnocobHocTen HPVX
benku reHos E6 v E7, gepuBatbl BupycoB Tunos 16, 18, 31 cBA3bl
BalOTCA € 6M3KOPOACTBEHHLIMM Rb 1 p53, B TO BpeMsi Kak Npoayk
Tbl TAKUX >Ke TeHOB Y BUPYCOB TUMOB 6 MU 11 CBA3LIBAOTCA NPU He
60/bLLIOM CXOACTBE.

HecMOTpsA Ha TO YTO M3 NPUBEAEHHbIX JaHHbIX CNefyeT, YTo OH
peaeneHHble TUNbl HPVS UrpatoT BaxkHYH POk B MaTOreHese paka y
YesioBeKa, Creflyer OTMETUTb, YTO €C/IN B KEPaTUHOLUWTbI, B3ATbIE Ol
nofeit, nepeHectu in vitro AHK ot HPV 16, 18 wm 31 Tvnos, TO
KNETKU CTAHOBATCA 6ecCMepTHLIMU, OfHAKO Npu BBEAEHWUMW XUBOT
HbIM He opmupytoT onyxoneid. KoTpaHcgekumns (coyeTaHHbIi
nepeHoc) AHK ¢ MyTaHTHbIM FeHOM ras MPMBOAUT K MOJTHOM TpaHC-
$opmau,mm (ManurHmsaymm) Knetok. Takum obpasoMm, HPV, kak

aKTOp KaHLeporeHesa, AeCTBYeT B TKaHAX Ye/IOBEKA He OAUH, Npu
3TOM BEPOATHbI U [pyrve COYeTaHHble TEHETUYeCKUEe W3MEHEHUS
NN BO3AENCTBMS.

Bupyc OncTaiiHa—bapp (EBV) BX0AUT B CEMECTBO BMPYCOB
repreca u y4yacTByeT B NaTOreHese YeTbIpex BUAOB OMyXO0/eBbIX Npo
LIeCCOB Yy YesfioBeKa: apuKaHCKON (opMbl umgombl BepkutTa; 1k
KNETOYHBIX NIMM(OM Npy NOAABNEHUN WMMYHWUTETa, B YaCTHOCTU
npyv MHOULMPOBAHMM BUPYCOM UMMYyHoZeduumTa yYenoseka (HIV,
nnn BWUY), a Takke nepecajike opraHoB; HEKOTOPbIX BapuaHTOB 60
ne3Hn XoMKKWMHa (0 numdorpaHynemMarose cM. rnasy 13); Kapuu
HOM Ha3ochapuHreasbLHOW 061acTu.

W3BecTHO, uTo EBV nopakaeT snuTennanbHble KNEeTKWU Monoc
Teli HOCa, TOPTaHW U yxa, a Takke B-nmmdouutbl. OH NpPOHMKaeT B
K/IETKY C MOMOLLbI0 MOneky bl CD21, KoTopas 3KCNpeccuMpoBaHa Ha
NepeyncneHHbIX KneTkax. BHyTpy B-MM(OLUTOB IMHERHBIA reHOM
EBV npespalaetcs B (pOpMy 3NMUCOMbI (NasMmuAbl, T.6. CaMoCTOM
TeNbHOW KOMbLIEBO/ BHEXPOMOCOMHOI Monekynbl AHK) B Knetou
Hom agpe. MopaxeHne B-KNeTOK HOCUT CKPbITbIV XapakTep: penu
Kauus BMpyca He MPOUCXOAWT, a KNETKM He nornbatoT. JIaTeHTHO
nopaxaemble B-KNeTKu Npu BbipawMBaHum in vitro ctaHoBATCA Ger
CMEpPTHLIMW 1 06PETaloT CNOCOBHOCTL K Be3yAemKHOMY pPasMHOXe-
HWI0. MonekynapHble MexaH13mbl, obecrneumBatoLLme Takue Kauect
Ba, CMOXHbI. B 3TOT mpouecc BOB/IeYEHbl IATEHTHbIA MeMOpPaHHBbII
6enok LMP-1, npegoTBpallatoLLMiA anonTo3 MyTeM B3auMOAEcCr
BUA ¢ reHoM bcl-2; reH EBNA-1, noaaepXXuBaroLimii BUPYC B CKbl
TOM COCTOSHMU; reH EBNA-2, akTUBMPYIOLMIA HECKONBbKO BUpPYC
HbIX 1 K/ETOYHbIX FEHOB, BaXKHbIX A5 pocTa B-KeTok.

Numgoma BepkunTTa, Bo3HMKarOWas 13 B-nmmdouyTos, sense!
Ca camoll 4acToi onyxonbto Yy feTeit LieHTpanbHOM AQpuKU ©
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HoBoii MBuHen. Cnopagnyecky BO3HMKAMOLLME TakMe HOBOOOPa3o-
BaHWA BCTPEYatoTCcA MoBceMecTHO. OBHapy»eHa HernocpeACTBeHHast
CBA3b MeXay apUKaHCKUM BapuaHTOM nnMAGOMbl Bepkutta 1”
| BV. Bonee yem B 90 % HabMIOAEHWIA TKaHb YKa3aHHOW OMyXoiu
cofepxnt EBV. Y Bcex 60/bHbIX C 3TUM HOBOOGpa3oBaHMEM WMe-
tOTCS MOBbILLIEHHbIE TUTPbI aHTUTEN MPOTUB_ BUPYCHbIX KarnCWaHbIX
aHTUreHoB (Kancupg — BHelHAs 6ekoBas 060/104Ka BUPYCHOM Yac-
TWUbI). YPOBEHb 3TUX CbIBOPOTOUHbLIX TUTPOB COOTBETCTBYET CTere-
HU prCKa pa3BUTUS TUMHOMBI.

Kpome Toro, nopaxeHusa Knetok smpycom EBV BcTpeuaroTcs 3a
npefenamMn paoHOB, rde pacnpocTpaHeHa num@oma bepkuTTa.
3T0T BUPYC YOMKBUTApPEH (Be3ZecyLl) U MOXET 6eCCMMMTOMHO Mo-
paxkaTb N060ro B3pOC/Oro 4enoBeka. 3BecTHO Takxe, 4To EBV
BbI3bIBAET MHHEKLMOHHBIA MOHOHYKNE03 (CM. rnasy 22), Npu KOTO-
poM nopaxatotcs B-knetku. MeHom EBV 06Hapy»XmBaeTcst TONbKO B
1520 % HabnofeHuin num@omsl BepkuTTa BHe ApPUKaHCKOro
KOHTUHEHTa, OAHAKO W NpU 3HAEMWUYECKOM (athpuKaHCKOM), 1 npu
CropajuyeckoM BapuaHTax 3Toro 3aboneBaHUs OTMeYatoT TpaHC/Io-
Kaumto t (8; 14), pexxe BCcTpevatoTca apyrve (BapmaHTHbIe) TpaHCno-
Kauuu, nNpuBOAALLME K HeperyMpyemoil 3KCNpeccun OHKOreHa c-
Tyc. HecmoTps Ha TO 4TO BUpyC JncTaiiHa-bappa pgenaet Gec-
CMEPTHbIMU B-nuMgoLmTbl in VItro, 3TW KNETKU HE (QOPMUPYIOT
onyxonn npu nepecagke NOAroTOB/EHHLIM 1abopaTopHbIM XKMUBOT-
HbiM. KOHEYHO, MMeeTc 3HauMTeNlbHas pasHuULa B TMNax sKcnpec-
CWU BMPYCHbIX FeHOB B B-KneTkax, TpaHC(OPMUPOBAHHbLIX, HO He
Ma/IMrHU3NPOBaHHbLIX C nomolblo EBV, 1 B Knetkax nvMoMmsl
BepkutTa. Hanpmmep, B OMyxoneBbIX K/ETKAX HE SKCMPECcCUMpyoTes
HECKO/IbKO MeMGpaHHbIX 6e/IKoB, 3aKOAMPOBaHHbIX B BUPYCE, KOTO-
pble M3BECTHbI KaK MULUEHWU AN LUTOTOKCUYECKOro AeucTemsa T-
K/IETOK X03AUHa.

Takum o6pasomMm, EBV sBnsetcs nub OAHUM M3 (DAKTOPOB B
MHOrOCTYMEeHYaToOM pa3BUTUM NUMAOMbI BepkuTTa. Y 340p0oBOro
yenioBeka WH(UUMpoBaHMe Bupycom EBV nerko KoHTponupyetcs
3PPEKTUBHBIM MMMYHHbLIM OTBETOM, HAanNpas/ieHHbIM MPOTUB BU-
PYCHbIX aHTUTEHOB, 3KCMPECCUPOBAHHBLIX Ha K/IETOYHbIX MeMbpa-
Hax, T.e. nofasnstoLLee 60MbLUIMHCTBO UHPULMPOBAHHBIX HE UMEKOT
CUMNTOMATUKN UK 3a601eBAOT MHAEKLUMNOHHBIM MOHOHYK/E030M.
D) sHAeMunyecknx (apmkaHCKMX) palioHax UMeeTcs psf Moka eLle
HeoOBbACHUMBIX KO(PAKTOPOB, Hanpumep, XPOHWYeCKas Mansapus,
CTUMYNUPYET HenpepbIBHYO nponudepaumtio B-KNeTok, KoTopble
nof Bo3aencTemeM EBV cTanm «6eccMepTHbIMU». AKTUBHO pa3MHO-
XKarowaaca Nonynsaunsa sTUX KNeTOK MMEET MOBbILIEHHBIA PUCK My-
Tauum npw TpaHcnokauuu t (8; 14), B pesynbTaTe KOTOPOW C-LUyC
KOHTaKTUpyeT C OAHUM M3 JIOKYCOB reHa WMMYHOrnobynuHa. 3To
[laeT NOPaXEeHHbIM KNeTKaM NperMyLLecTBa B pocTe Gnarofaps ak-
TrBaumu c-wyc. OfHOI TONMbKO CBEPXIKCMPECCMU OHKOTeHa C-LUyC
elle HefoCTaTOuHO /NS Ma/MrHmsauuy. o BCeid BEPOSATHOCTU OHa
npeacTaBnseT coboi oHY U3 MHOTMX CTYMEHEN B pasBUTUN NTUMEO-
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Mbl. B 6eccmepTHbIX B-KneTkax BCTPeYatoTcs 06aBOYHbIE MyTaLmMK,
BO3MOXHO, 3aTparusatolme oHkoreH N-ras. Bce BmecTe 3T nU3Me

HEHUA NPUBOJAT K MOSBAEHUIO MOHOKNOHA/IbHOW B-KNeTOYHOM
onyxonu. CornacHoO TakoMy npefcTasneHuto EBV cam no cebe He
[laeT NPsSMOIA ONyXOoNereHHbIn 3MEKT, HO, AENCTBYS KaK MONKIIO-
Ha/lbHbI B-KETOYHbIA MUTOTEH, OH OMpeaensieT CTaguio nprobpe

TeHusa t (8; 14) v gpyrux MyTauWii, KOTOpbIE, B KOHLE KOHLOB, Ha-
PYLUAOT HOPMa/IbHYIO Perynaumio pocta Kietok. OLHOBPEMEHHO
MEeHSIETCA 3KCNPECCUSA BUPYCHbLIX TEHOB, MO3STOMY 3KCMPECCUs aHTu

reHoB, KOTOpble MOrN Bbl 6bITb pacrno3HaHbl T-kneTkamu ¢ LUuTo-
TOKCUYECKUM [eliCTBMEM, OCNab/eHo.

Pofib, KOTOPYHO BBIMOHAT WUMMYHHbIE MEXaHU3Mbl MpU KOH
Tpone 3a B-kneTkamu, TpaHcoOpMUpoBaHHbIMK BUpycom EBV, un
NIOCTPUPYeTCa NnosiBNeHneM B-KNeTOYHbIX IMMAOM Y 60/1bHbIX C M0
[aBMEHHbIM MMMYHUTETOM. HekoTopble 60nbHble CMAom 1 Te,
KTO MOMyYaeT MPOAOIKUTENbHYIO MMMYHOCYNPECCOPHYHO Tepanuio
LN NpefoTBpaLleHns OTTOPXKEHUA KakKOoro-avMbo afnoTpaHcrniaHTa-
Ta, CTPAJatoT OT PasBUTUS MHOXECTBEHHbIX B-KNeTOUHbIX OMnyxosel
B IMMCHOMAHOMA CUCTEME MU LIEHTPaNbHON HEPBHON cucTeme. BHa-
yasie 3T ONYXO/M MNOSIMKNOHASbHBI, HO 3aTEM OHW MOryT OPMUPO
BaTb MOHOK/IOH&/IbHbIE NponugdepaTsl. Ha onyxonesbIX KneTkax oc
TAeTCA BbICOKON 3KCMpeccuss BUPYCHOr0 aHTUreHa, Takoro Kak
LMP-1, n, cnegosaTtenbHO, OMyXONW NPeAcTaBstOT coboil B ycno-
BMSIX OpraHu3ma TOYHOe MoJo0ue Tex B-KNeTOUHbIX AUHWIA, KOTO
pble CTa/M 6eCCMepPTHbIMU iNn Vitro nog BiusHWEM Bupyca EBV.

Jpyrum HoBOOGpa3oBaHMEM, CBA3aHHbLIM C BO3AECTBUEM BUPY-
ca EBV, saBnsetca kapuuHoma HasodapuHreanbHoin obnactu. Cy-
LLECTBYHOT 3HAEMUYECKME 30HbI B KOXKHOM KunTae, HEKOTOPbIX paiio
Hax AprKM 1 APKTUKK (Y aPKTUUYECKMX 3CKUMOCOB). B oTanume oi
NMMAOMbl BepknTTa, TKaHb Ha3o(hapuHreasbHbIX KapuuHOM, WUC-
CefioBaHHaa B CaMblX Pas/IMYHbIX yacTax mupa, B 100 % cnyyaes
cogepxnt OHK Bupyca EBV. Kpome Toro, y 60/bHbIX MOBbILLIEHbI
TUTPbl aHTUTESI K aHTUreHaM BMPYCHOrO Kancuia, a B sHAemMuyec-
KUX o4arax y 60/bHbIX 06Hapy>XmBatoTCca aHTUTENa IgA elle A0 pas-
BUTUA onyxonu. eorpagmyeckn orpaHNUYeHHoe nNpeobnagaHue yka
3aHHOI OMYXONN He WCKIHYAET TaKKe BUSHNUA Ha ee MPoMCXOoXae-
HWe HacneACTBEHHOCTU W (haKTOPOB OKPYXXatoLLUei cpeabl.

Bupyc renaTuTa B (HBV) BbI3bIBaeT renatoLeonapHbIn pax,
KOTOpPbIW 3HAEMUYEH B CTpaHax [anbHero BocToka n Adpukun. Ha
npumMep, Ha TaiBaHe, y NnLl, UHOUUMPOBaHHbIX HBV, puck 3a60
NeTb pakoM neyeHun B 200 pa3 Bbille, YeM Y UX HEMH(ULMPOBAHHbIX
3eMNAKOB. Pofib 3TOro BUpYCa B renatokaHLeporeHese noaTBepxae
Ha 1 B 3KCNEPVMEHTE, HO ero 3HayeHue B NnaTtoreHese paka fneyeHu
yesioBeKa Noka He BbIACHEHO. [MpakTUYecKn BO BCEX C/y4asx yka
3aHHOro paka 06Hapy>eHa mHTerpauma AHK supyca HBV B reHom
renaTouuToB W, TaKUM 06pa3oM, MO OTHOLLEHWIO K 3TUM WHCEPLM
AM (BCTaBKam HyK/1€0TMZOB) OMNyX0nM WMEKT K/OHa/bHOE CTPO
eHne. OfgHako reHom HBV He KogupyeT OHKOGenkum u He o6Hapy
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XXMBaeT 3aKOHOMEPHOM WHTerpauuy no6smM30CTU OT Kakoro-nn6o
M3BECTHOIO MPOTOOHKOreHa. [103TOMy BecbMa BEPOSATHO, YTO OH
OKa3sblBaeT HEMpsMoe W, BO3MOXHO, MHOrO(haKTOpPHOEe [elCTBUeE.
Hbi3bIBas XPOHMYECKOE MOBPEXAEHNe rernaToumnToB M UX pereHepa-
TUBHYIO runepniasunto, HBV paclunpseT nyn KneTok, KoTopble Nog-
BEPratoTCs PUCKY MOCNeAyHOWMX TEHETUYECKUX U3MEHEHUW. B mu-
TOTUYECKM aKTUBHbIX FenatouuTax MyTauuu MOFyT MMETb Cyuaii-
Hblli XapakTep WM BbI3bIBAOTCS areHTaMum U3 MUKPOOKPYXEHUS,
HanpumMep NULLEBLIMU agaTOKCMHaMK. B pervmoHax, aHAeMUYHbIX
Mo OTHOLLEHWUIO K pacrnpocTpaHeHHOCTM U HBV, 1 athnaTtoKcMHOB,
06Hapy>keHa MyTalMOHHas nMHakTuauus ps3. HBV kogupyet pery-
NATOPHLIA 6enoK HBX, KOTOpLIA NpepbiBaeT HOPMaslbHbIA KOHTPO/Ib
3a POCTOM MOPaXKeHHbIX renaToLMTOB C NMOMOLLbIO TPAHCKPUMLMOH-
HOW aKTMBALMUM HECKONbKUX K/IETOYHbLIX MPOTOOHKOreHOB. benok
HBx akTBMpYeT NpoTenHKMHa3y C — peLuatoLwnii KOMMOHEHT A5
HECKONbKMX MNyTeli CUTHa/IbHOW TPaHCAYKUMM K, TaKUM 06pasoM,
UMUTUPYET AENCTBME OMyX0neBoro npomotopa TOA. BakHas posb
HBXx B matoreHese paka neyeHu MOLKPEN/IAETCA elle U TeM, YTo y
NabopaToOpHbLIX MbILEl, TPAHCTEHHbIX MO OTHOLUEHWIO K reHy HBX,
pa3BuBalOTCA renaTokapLyHOMbI.

Bupychl, cogepxawune PHK. WV3BecTeH TONbLKO OAUH
PETPOBMPYC, NAaTOreHHbIA A4/ YenoBeKa, a UMEHHO BUpyc T-Kie-
ToyHoI neikemun 1-ro tuna (HTLV-1).

HTLV-1 cBsi3aH B OCHOBHOM C (hopMamun T-KNETOUHON neike-
MUM 1 AUMEOM, SHAEMUYHBIX 415 ONpeAeneHHbIX palioHOB ANOH-
ckoro u Kapnbckoro 6acceitHoB. lMogo6Ho Bupycy Crda oH
nveet Tponuam K CD4+ T-kneTkam, T.e. T-KNeTKN ABNSAKOTCA Nas-
HOV MULLEHbIO AN OMyX0/eBov TpaHc(opmaumn. 3apaXkeHne Yeno-
BEKa NPOUCXOAMT MYTEM Mepefayn NopaxeHHbIX T-KNeTOK BO BPeMS
MOMOBbIX CHOLUEHWIA, MepenvBaHWii KPOBM W KPOBe3aMeHUTeNeN,
BCKapMnvBaHWUsA rpyaHbIM MOSIOKOM. [locne nateHTHOro nepuoga B
20—30 net okono 1 % 3apaxeHHbIX NULL 3a60/1eBaOT NENKEMUEN.
Kpome neitkemun, HTLV-1 cBs3aH TakXke C TsKeNbiM HEBPOOru-
YECKUM [eMUENVHU3NPYIOWMUM NPOLLECCOM, Ha3BaHHbLIM TPOMMUYec-
KM CMacTUYECKUM Maparnapesom.

MonekynsipHble MexXaHuW3Mbl TpaHchopmauum T-nuMQoLnUTOoB
eLle He MONHOCTBIO ACHbI. B NPOTUBONOM0XKHOCTL HECKONBKUM Mbl-
LWUMHbIM peTpoBupycam, HTLV-1He coaepXmnT V-0nc 1 He cnocobeH
K UHTEerpaumm ¢ npotooHkoreHom (no R.S.Cotran, K.Kumar, T.Col-
lins, 1998). B onyxoneBbIX KNeTKax Npu NeikemMmnm 06HapyXeH Kno-
Ha/lbHbI  BUA BUPYCHOW WHTerpauumn. [lpy un3yyeHUU reHoma
HTLV-1 BbisBfieHbl gag, pol, env, a Takxke painoHbl A/IMHHBIX NOBTO-
PAIOLMXCA TepMUHA/IBHBIX NocnegosatenibHocTeld (LTR), xapakTep-
Hble AN ApYrvX peTpoBMpycoB. B oTnnuue oT ApyrMx BUPYCOB, Bbl-
3bIBAIOLYMX Nelikemunto, reHom HTLV-1 cogep>XuT elle oauH paiioH,
Ha3BaHHbIA «tax». [MpegnonaraeTcs, YTo TpaHCHOPMMPYHOLLAS aK-
TMBHOCTL HTLV-1 cBfA3aHa VMMeHHO C reHom tax. poAyKT 3Toro
*eHa HY>)KeH N8 penMkauuy Bupyca, NMOCKONbKY OH CTUMYUpYyeT
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TpaHcKpunuuio BupycHoi MPHK nyTem Bo3geiicTBus Ha 5’ LTR
Befok tax MOXeT TaKKe aKTUBUPOBATb TPAHCKPUMLMIO HECKONbKUX
KMETOYHbIX FeHoB, BKOYas: c-fos, c-sis, reHbl, KOAUPYIOLMe LUTO-
KUH WJ1-2 1 ero peuentop, a Takke reH MUenongHoro akropa
pocTa. Takum obpasom, nHduymposaHme smpycom HTLV-1 ctumy
nvpyeT nponugepaumnto T-KNeTok, CBA3aHHYI C FeHOM tax, KoTo-
PbI BK/OYAET AENCTBME TEHOB, KOLMPYIOWMX T-KNETOUHbIA (hak-
TOp pocTa, WJ1-2 v ero peuenTop. MwuenonaHblii hakTop pocTa, BO3-
%eI/ICTByFI Ha cocefHVe Makpodaru, Bbl3bIBAET MOBbILLEHHYHO BbIpa
OTKY MUTOreHoB, Hanpumep WJ1-1, ana apyrux BuMaoB T-KNeTok
MepBoHavasibHO nponundepaums T-KNeTOK MNOAUKMNOHabHA, Mo
CKOJbKY BMPYC MOpaXKaeT MHOIO KNeToK. CyLLeCTBYeT NOBbILIEHHbI
PVCK BTOPWYHBIX TPaHCHOPMUPYIOLMX MyTauuidi nponndepupyto-
WX T-KNeToK, KOTOpble NPUBOAAT K POCTY MOHOK/IOHa/IbHON Ony-
XO0NeBoW Nonynauun T-KNeTOK.

7.8. MpoTNBOONYX0NEBbLIA UMMYHUTET

AHTUreHbl  onyxoneii. AHTUTEHbI, BbI3blBAKOLWWE UMMYHHbI
OTBET, OblM O6Hapy>XeHbl MpPW MHOTMX BapuaHTax 3Kcrepumen
TaNbHOMO KaHLeporeHesa M npyv HEKOTOPbIX 3/10KAYECTBEHHbIX HO
BOO6PA30BaHMAX Y YeNoBeKa. VX MOXHO pa3fenunTb Ha fBe KaTeT
pumn: onyxonecneunpuyHbie aHTUreHbl, KOTOPble UMEKTCA TOMbKO
Ha OnyXofieBbIX K/eTKax, W OMyX0necBA3aHHble aHTUreHbl, UMEHD
LMecs Ha OMyX0MeBbIX U HEKOTOPbIX HOPMasIbHbIX K/IETKaX.

Onyxonecneun®@uuHble aHTUTEeHbl ydlle BeeT
BbISIB/IAOTCA B OMYXONsX, BbI3BAHHLIX XUMWUYECKUMMW KaHLeporeHa
MU Yy 1abopaToOpHbIX TPbI3YHOB. Ha 3KCMepuMeHTabHbIX MOAENAX
OnyxoseBasi aHTUreHHOCTb OLEHMBaeTCA 06bIYHO: &) MO CNOCO6HOe
TN XWBOTHBIX K CONPOTUB/IEHUIO NPOTYUB XMBOI ONYX0/NEBON TKaHMU,
MMMNAaHTUPOBAHHOM MOCMe MMMYHM3AUUW XUBLIMA WU YOUTLIMU
KNeTKamy onyxonu; 6) no CrnocOB6HOCTM XXMBOTHbLIX, HE WMEHOLLMX
onyxoneii, K CONPOTMBEHNIO B OTBET Ha BBEJEHNE CEHCMOMINZNPO
BaHHbIX T-KNETOK, B3ATbIX OT CUHTEHHOro (reHeTUYecKu WAeHTUY
HOro) foHOpa, UMMYHU3MPOBAHHOIO TKaHbIO OMyXO/u; B) MO CMo
COBHOCTW T-KNETOK C UMTOTOKCUUECKMM [EACTBUEM, B3ATBIX OT XA
BOTHbIX, UMMYHU3UPOBaHHbLIX OMYyX0/eBOM TKaHblO, K paspyLUeHMIO
in vitro ManMrHU3MPOBaHHbIX KNETOK TOW XXe TKaHM, KOTOPOI Npo
BOAWIMN MMMYHM3auuto. pu Takoii KOMMIEKCHON OLeHKe 6blno 06
Hapy>XeHOo, YTO MHOTMM HOBOOOpPa30BaHWSAM, BOCMPOU3BEAEHHLIM V
YXMBOTHBIX C MOMOLLbI XUMUYECKUX KAHLLEPOreHoB, MpucyLla M
npeccus N0KanbHO-CNeUnMUUECKNX WU YHUKaNbHbIX aHTUIEHOB
He ABNSIOLLMXCS O6LLMMUN C aHTUreHaMK TOUHO TaKuX XKe OryXosei,
BbI3BaHHbIX TEM XK€ BELeCTBOM W AaXe B APYroi YacTu opraHa v
TOrO K& YKMBOTHOTO.

Mpupoga onyxonecrneun@uyecknx aHTUreHoB, O6HapyXmBaB
MbIX B OMyX0/sX 1abopaTOPHbIX XXMBOTHBIX W Ye/IOBEKA, OCTaBasiaB i
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HEAICHOM [0 Tex Nop, Noka He 6bln pasrafaH MOMEKYNAPHLIA Mexa-
HM3M pacno3HaBaHus T-kneTok. Korga BbISICHUNOCH, YTO peuenTo-
pbl T-KNETOK pacno3HaloT NenTufpbl, CBA3aHHbIE C aHTUIeHCBA3bIBA-
IOLLIMM Pa3fBOEHMEM MOJIEKY/ TNTAaBHOIO KOMIJeKca rmcTocoBMeCTH-
MoCTK (CM. rnaBy 5), CTasio O4eBUAHbIM, YTO onyxonecneundpuyec-
KVe aHTWUTeHbl, BbI3blBalOLLME OTBET T-K/METOK C LIUTOTOKCUYECKUM
[elicTBMEM, [O/MKHbI MPOUCXOAUTL W3 eAMHCTBEHHbLIX MNenTUAOB,
VMEIOLLMXCA BHYTPM OMyXOMeBbIX KIETOK U MPeACTaBleHHbIX Ha KX
MOBEPXHOCTM C MOMOLLLIO MOJieKyn | knacca rnaBHOro Komrjekca
InctocoBmecTMmMoCTW. KakoBa »e npupoga 6enkos, Aatolmx Hava-
no onyxonecneyuupuyHbIM aHTureHam? OTBET Gbl MONYYEH B IKC-
nepumeHTax byHa (T.Boomn) ¢ konneramu, npoBefeHHbIX B 1993 T.
Bbl110 yCTaHOB/IEHO TPU MyTW 06pa3oBaHuUs onyxosecneunpuyeckmnx
aHTUreHOB.

* B nepBom BapuaHTe 3TV aHTUreHbl NPOUCXOAAT U3 MYTaHTHbIX
(hopM HOpMaSbHbIX KNETOYHbIX 6e/KOB. MHOXeCTBO 6e/KOB B
HOpPMa/ibHbIX  KMETKaxX [aeT Hayano nentujam, KoTopble
TPAHCMOPTMPYIOTCA K MOBEPXHOCTM K/IETOK MOC/e CBA3bIBaHMSA
C MosieKynaMm 1 Knacca rnaBHoro KOMsekca rmcTocoBMecTu-
MOCTU, MPOUCXOAALLEr0 BHYTPU 3HAOMNNA3MAaTUYECKOW CeTW.
OHM He BbI3bIBAKOT MMMYHHOIO OTBETA, MOCKO/bKY T-K/ETKU,
pacnosHarLLMe KOMMIEKCbl HOPManbHOro CO6CTBEHHOMO Mmen-
Tga | knacca, B X0fe pa3BMTWS MPeTeprenn KnoHajbHoe CTu-
paHue WM CTaM aH3IPruYHbIMKU  (HEUYYBCTBUTE/bHLIMU) K
Takum nentugam (cMm. rnasy 5). MyTtaumu, npoucxopsiuve B
X0fge 3M10Ka4eCTBEHHOM TpaHC(opMaLMn KNeToK, 3aTparmearot
OHKOreHbl W TeHbI-CYMNPeccopbl, a Takke Te reHbl, KOTopble
KOLMPYIOT Apyrve HOpMasibHble KeTo4Hble G6enku. CnepoBa-
Te/IbHO, BbIPabaTbIBAOTCA U3MEHEHHbIE (DOPMbl 3TUX OENKOB.
Cob6paHHbIN 13 TaKUX MYTaHTHbIX 6€/1KOB MEnTUAHbIA KOM-
nnekc | knacca paccMaTpyuBaeTCs Kak Yy>XEPOLHbIN, a UMEHHO
KaK KOMMJeKC, NMPOou30LLEeALLNA U3 HEKNETOYHOTO bGenka, Ha-
MpVYMep BMPYCHOFO. STUM U 0OBACHAETCA aHTUTEHHOCTb OMy-
XONEBbIX KMIETOK. YHUKabHOCTb  OMyX0/ecrneLngpuyeckmnx
aHTWUFEeHOB CBfi3aHa C TeM, YTO B KaXK4OW OMyxonu myTtauuu
CNyyaliHbIM 06pa3oM BO3E/CTBYIOT Ha Pa3IMuHOE MHOXECTBO
HOPMa/TbHbIX KNETOYHbIX reHOB. M03TOMY B pasHbIX HOBOOO-
Pa30BaHMAX MOSABAAIOTCA U3MEHEHHbIe (HOPMbI OMpeLeNeHHbIX
HOpPMa/bHbIX GENKOB, KaXAas M3 KOTOPbIX NPW CBA3bIBAHWUM C
MOMOLLbKO aHTUTEHOB HOPMaJ/TbHOMO FTaBHOrO KOMIJ/IeKca ruc-
TOCOBMECTMMOCTM AAeT Ha4ano OnpeseseHHOMY KOMIIEKCY.

e Odpyroii nyTb 06pa3oBaHMsl OMyXONecneLntUYecKnx aHTure-
HOB CTa/l OYEBUAHbIM, KOTfa BbICHWIOCh, YTO HOPMasbHbIE
KMETKN COfEepXKaT HECKO/IbKO NenTuaoB, He 06nagatoLmx cy6-
CTPaToOM, HEOOXOAUMBIM ANs CBA3bIBAaHMA C Monekynamu |
K/lacca rn1aBHOrO KOMMeKCa FMCTOCOBMECTUMOCTM. YKasaH-
Hble NenTuAbl HWKOrga He OGHAPYXMBAKOTCH Ha K/IETOUHOW
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MOBEPXHOCTU. B pe3ynbTaTe MyTauumn reHa, KOGUPYIOLLEro 3tu
6enKKn, OHWM MOTyT npeBpawaTbcs B (hOpMy, CMOCOBHYHO CBM
3bIBATbCA C MOJIEKYNIaMW T11aBHOTO KOMI/IEKCa FMCTOCOBMEC
TUMOCTM W NOC/Ie 3TOr0 MPOABAATLCA HA NOBEPXHOCTM KIETOK

» Onyxonecneynguyeckne aHTUreHbl MOryT 6bITb TakXke 06pa
30BaHbl MPU aKTUBaLMW reHoB. Bo Bpems 3/10KavyeCTBEHHON
TpaHcgopmauun MyTaums crnocobHa BbI3bIBaTb TPAHCKPUM
LMIO reHa, ABNAIOLLEroca B HOpMe Monyawmm. MenTtugsl, 06
pasoBaHHbIE 13 B6ENKOBOr0 MPOAYKTa aKTUBUPOBAHHbLIX FEHOB,
MOrYyT BCTaBMATbCA B XKENOOOK WM Ma3 MOJIEKY/bl FNaBHOK
KOMM/IeKCa rmcToCOBMECTMMOCTHU U 3aTeM pacro3HaBatbcs T
KNieTKaMu.

Bcnep 3a Haxogkamu T.byHa 6b110 YCTaHOBMEHO, UYTO MPUMEPHO
40 % menaHom uenoseka, 20 % KapLMHOM MOJIOYHOWN Xenesbl U
30 % MEeNnKOKNEeTOYHbIX KapLuMHOM JIerKOro 3KCMpeccupytoT ony
Xonecneynguyecknin aHTUreH, 0603HaYeHHbIN KaK aHTUIeH-1 me
naHombl (MAGE-1). MonekynspHblii aHanM3 Mnokasan, u4To Fem,
KOAMPYIOLLMIA 3TOT aHTUIEH, UMEETCA U B HOPMa/bHbIX, U B OMyXO0
NeBbIX KNIETKaX, NpuyeM B MOCMELHUX OH HAaXOAWUTCA He B MyTaHT
HoW (hopMe. Takum 06pa3oM, B HOPMaSbHbIX 3PefblX KMETKax 3To
«Monyawmit» reH. KynbTusmpys in vitro numdgouuntbl 60/1bHOH,
MOXHO nonyunts CD8+ T-KneTku ¢ LMTOTOKCUYECKUM AWACTBUEM
Be3ycnoBHO, eLle He BCe onyxosnecrneunmuyeckme aHTUTeHbl Yeno
BeKa OTKPbIThI.

[pyrasa kateropus onyxoneBblX aHTUIeHOB BK/HOYAET NPOAYKTbI
OHKOrEHOB U reHOB-CYMNPECCOPOB. VI3MeHeHHble BEPCUM 3TUX FEHOM
CMOCO6HbI NPUBOAUTL HE TOMBKO K MPEUMyLLecTBEHHOMY pOCTY, HO
1 K 06pa3oBaHWIO HOBbIX aHTUreHOB. locnefHne MOryT UMETb YHU
Ka/lbHbIA onyxonecneyuduyecknii xapakrep. MpeasaputensHble X
CnefoBaHua yoexxaatoT B TOM, YTO MyTaHTHble (JOpMbl 6eNKOB rad U
p53 [aloT Hayano UMMYHOreHHbIM nenTugam. [MpofsyKT reHa cnvs
HuA ber-abl Takxe cnocobeH BbI3bIBaTb UMMYHHbI OTBET Y flabopa
TOPHbIX Mbllen. MoryT aM AUMMOUNUTLI OT HOCUTENER OmyXomm
ObITb CEHCMOUIN3NPOBaHbI K 3TUM MYTAHTHbIM OHKOGenKam, Mpen
CTOUT BbISICHUTb.

.OnyxonecBsA3aHHbIe (Tymopaccoy nuposas
Hbl€ aHTUTEeHbl. BOMbLIMHCTBO M3BECTHLIX OMYXOMeBbI™
AHTUTEHOB Ye/I0BEKA HE ABNAIOTCA YHUKANbHLIMU (EL4NHCTBEHHLIMU
B CBOEM pOJe, CreunguyHbIMK) Mo OTHOLLEHWIO K onyxonu. Hepcn
KO WX BblpabaTbiBAlOT HOPMasibHble KNEeTKW OMnpefefieHHOro Tuna
Bcto rpynny aTnx onyxonecBa3aHHbIX aHTUTEHOB AeNIAT Ha TPy Kair
ropun: OrMyxosecBs3aHHble YreBOAHbIE aHTUIEeHbI; OHKO(eTa bIMN. -
aHTUreHsl 1 AnghepoHO-cneuuduyHbie aHTUreHbl. [1oCKoIbM
OMyXO0/ecBA3aHHbIE aHTUreHbl NPeACTaBAAT CO60W HOpMabIN.U
ayTobenku, OHU He BbI3bIBAOT UMMYHHOIO OTBETA U UMEIOT HEBOJIb
LIOe 3HAYeHMEe B peakumax OTTOPXKEHUA OMyXonu Yy YenoBeka. Tem
He MeHee UX BblIsiB/IeHNe HeOOX0AMMO MpW ANarHOCTUKe onpeseneH
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MbIX ONYXO/Mei, a NOTyYeHHbIE NPOTUB HUX aHTWUTEeNa MOryT UCNOSb-
t0BaTLCA 411 UMMYHOTEpanuu.

OFIyXOﬂeCBFI3aHHbIB yrnesogHble aHTUreHbl WU3y4YasIn B KayecTBe
MULLIEHE ANS Tepanuu, OCHOBAHHOM Ha AeACTBUM aHTUTEN. OHM
NpeLCTaBsOT cOb0l HEeHOpMa/bHble POPMbI LUIMPOKO pacrnpocTpa-
HEHHbIX F/TMKOMPOTEUAO0B W TIMKOAWMUAOB, HanpuMep aHTUTEHOB
ipynn KpoBW WK 3NUTENaNbHbIX MYLMHOB (CM3UCTLIX CEKPETOB).
OfHoi 13 Takmx (hopm ABNSETCA MYLMHCBA3aHHbIA aHTUrEH, HaW-
[EHHbIN B KNETKax KapLMHOMbI NOMKENYL0UHO Xenesbl 1 Npu pake
MOJIOYHOW >Kenesbl. 13-3a HEMOMHOTr0 TIMKO3WMIMPOBaHMA Oefka B
OMyXO0NEBLIX MYLMHaX NOABASETCA 3MUTON, CKPbITbIA B MOMHOCTLIO
NIMKO3UIMPOBAHHBIX HOPMa/bHbIX MYyLIMHAX.

OHKO(*)eTaﬂbele nnn 3M6pI/IOHa}'IbeIB aHTureHbl 3KCripeccmnpoBa-
Hbl B HOPMaJTbHO Pa3BUBAKOLLMUXCSA TKaHAX SMOPMOHa, HO OTCYTCTBY-
0T B TKaHsX B3POCNOro 4enoBeka. WX nosBfieHWe B HEKOTOPbIX
TWMaxX MaIMrHU3UPOBAHHBLIX KNETOK MPEAnoNOXUTENbHO CBA3AHO C
Jenpeccreli reHeTUYEecKUX nporpamm. Jlydile BCero u3yyeHbl Asa
B/da OHKO(eTaNbHbIX aHTUIEHOB: a-(PeTonpPoTEMH W KaHLEepoamo6-
PVIOHaNbHbIA aHTUTEH.

AnhdepoHo-cneyndnyHble aHTUreHbl XapakTepHbl Ana Tex Ha-
npaBneHnin 1 ypoBHeN andhepeHUMpoBKX, NpyU KOTOPbIX MCCefo-
BaTe/lb 3aCTaeT MaJMTHU3MPOBAHHYIO TKaHb WM KNeTKW. Hanpu-
vep, CD10 (CALLA), 3kcnpeccupoBaHHbI B paHHMX hopmax
H-numdgounTos, NossAseTca v B NONyNALMAX B-KNeToUHbIX nelike-
MUA 1 anMm@oM. Vinu, cKaxkem, NpPoCcTaTUYeCcKnii aHTUTeH, KOTOpbIN
NpeAcTaBfieH ¥ B HOPMaSbHOM, W B PaKOBOM 3nuTenuu opraHa. Oba
Ny, a Takke MHOTUe Apyrve nofobHble BeLeCTBa UCMOMb3YHOTCS B
KayecTBe MapKepoB AUMNEPEHLMPOBKY MPU AUArHOCTUKE 3/10KaYe-
CTBEHHbIX HOBOOOPAa30BaHWN.

MpoTrBoonyxonesble pdpeKTopHble MexaHusMmbl. [poTuBOOMYy-
XO/EeBON aKTMBHOCTLHO 06/1aaeT U KNIETOYHBINA, U IyMOpanbHbIA UM-
MYHUTET.

T-"uMPoOLNUTBL C LUTOTOKCUYECKUM JelcT-
BMeM. Pofb 3TUX creuuduyeckn ceHCUbunnnmpoBaHHbIX KNETOK
XOpOLLO MPOC/EXeHa MPU  3KCMEPUMEHT/IbHOM  KaHLLeporeHese.
V yenioBeKa OHM BbIMOHAKT 3aWWUTHbIE (DYHKLMK, HanpaBfieHHbIe
rflaBHLIM 06Pa30M NPOTUB OMYXO0sield, CBA3aHHbLIX C BUPYCaMM: NIM-
thombl BepkuTtTa, BbI3BaHHON EBV, nnv HOBoOGpa3oBaHWiA, Bbi3BaH-
Hbix HPV. Hannune HLA-orpaHuWyeHHbIX T-KNeToK C LUTOTOKCU-
YECKMUM [ie/ACTBMEM B PasNNUHBIX 3/10KAYECTBEHHBIX OMYXONAX Yeno-
Beka npepgnonaraet 60nee LUMPOKYIO 3aUTHYIO (PYHKUUIO T-Kne-
FOYHOr0 MMMYHWTETA.

N K-k neTKkun. 370 niMMPOLMTbI, CNOCO6HbIE paspyLlaTh Ma-
NIMTHU3MPOBaHHbIE KNETKM 6e3 npeaBapuTeNbHON ceHenbunmnsauum
(rnasa 5). Mocne aktuaumm N-2 NK-kneTku nn3npyroT pasHoo6-
pa3Hble OMyXO0/ieBble TKaHW YenoBeKa, BKIOYas MHOTME U3 Tex, KO-
topble ABNSKOTCA HEMMMYHOTEHHbIMWU Ans T-KNeToK. Takum obpa-
tom, NK-KneTku crnocobHbl 06ecrneynBath Mepayto IMHUIO 3aLLUThl
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OT MHOrMX HOBOOOPa3oBaHMA. K HAcTOALLEMY BPEMEHU HE WAEHTU
(hMUMPOBaHbl HWU aHTUreHbI-MULLIEHK, pacno3HaBaeMble NK-knet
Kamu, HW COOTBETCTBYIOLLUME PeLEenTopbl 3TUX KETOK. OCKONbKY
COBEpLLEHHO pasHble onyxonu, He cBfA3aHHble ¢ NK-kneTkamu,
MOryT NN3MPOBATLCH UMK 6€3 KaKoro-nn6o cneumpuyeckoro sau
MOZEICTBISA, CTAHOBMTCH OQYEBWAHbLIM, YTO AHTUTEHbI-MULLIEHM
MOr/n 6bl 06M1aAaTh BbICOKOW CTEMEHbID COXPAHHOCTM B TKaHSX W
MMETb MOBLILLEHHYIO UM U3MEHEHHYHO 3KCMPECCUI0 Ha TpaHcdep
MUPOBaHHbIX KneTkax. MoMUMO 3TOro NM3MPYHOLWEro BO3AeNCTBMA
Ha Ma/IMrHU3UPOBaHHbIE KNETKW, CTECTBEHHbIE KWnepbl cnocob
Hbl MPUHUMATL y4acTVe B peakumsax aHTUTeN03aBUCUMON KNeTou
HOW LMTOTOKCUYHOCTW.

Makpodarun. AKTMBMPOBaHHbIE Makpotaru (rnasa 5) oka
3blBalOT CE/IEKTUBHOE LMTOTOKCUYECKOE [EVCTBME Ha OMyXoseBble
KNETKM in vitro. T-KNeTKW 1 Makpodaru mMoryt paboTtaTb COApYyXec i
BEHHO B MPOTMBOOMYXO0/IEBLIX PeakLmsaX, TaK Kak y-MHTep(epoH an
NSieTCA CUNbHBLIM aKTMBATOPOM MakpodaroB. Makpodarm crnocobHbl
paspyllaTb TKaHb OMYX0/MM C MOMOLLBIO MEXaHU3MOB, CXOAHbIX T
TEMMW, KOTOpPble WMCMOMb3YKOTCA ANA YHUUTOXEHUA MUKPOOPraHu i
MOB, HarpvMep NPOAYKUWW PeakTUBHbIX MeTabo/MTOB KMCNopoaa,
nnm xe cekpeunn ®HOa.

FymopanbHble MeXaHW3Mbl. YUacTBYHT B paspyLlC
HUM MaNIHU3NPOBAHHBIX KNETOK MOCPeACTBOM [IBYX CUCTEM: akKT
BaLUUM KOMMJEMEHTA W WHAYKUUW peakuuin aHTUTen03aBUCMMON
KNETOYHON UMTOTOKCMYHOCTU NK-KneTkamu.

MMyHHBIA Haazop. CaMbiM BECOMbIM aprymMeHTOM B MOJb3y ¢y
LL,eCTBOBAHNA MMMYHHOrO Haf30pa ABAAETCA NOBbILLEHHAs 3a60/r
BaeMOCTb 3/10KA4YECTBEHHbIMU OMYXONAMU UL, C UMMYHOZE(DULLLL
HbIMW COCTOSIHMSIMU (3a60/1€eBatOT OKOM0 5 % 60MbHLIX C BPOXAEH
HbIM MMMYHOAEULMTOM). AHANOMMYHbLIM 06pa3oM ManmrHmusaumuy
yallle BCTPeYaeTca y nL, nepeHecLUrX TpaHCMNaHTaLMIo U UMMYHO
NnoJas/isioLLYH0 Tepanuto, a Takke y 60nbHbIX CMLom. Crepyei
OTMETUTb, YTO Y 6OMbLUIMHCTBA (HO He y BCEX) MepeymcrieHHbli
rpynn N, 06pasyroTcs MMMAOMbI (HacTo MMMYHOGNACTHBINA B-kne
TOYHbIA BapuaHT).

BOMbLUMHCTBO 3/10Ka4eCTBEHHLIX HOBOOOPA30BaHWiA NMOSABAACK M
y Ntofieid, He CTpafatolmnX KakKnm-m6o sBHbIM MMMYHOAE(PULIMTOM
B xone onyxonesor Nporpeccuy MMMYHOTEHHble CYOK/IOHbI MaslLL
HWU3MPOBAHHbIX_KNETOK, BEPOSITHO, S/IMMUHUPYIOTCS (BbITECHSIOTCS
C mocnemytoLLeii FI/I6€‘I'IbIO) C NOMOLBI0 3(WEKTOPHBIX KIETOK ‘D
39MHa. ITO CrNocobCTBYET 0TOOPY M NMPOrPECCMBHOMY POCTY aHTUK
HOHEraTMBHbIX K/ETOYHbIX BapWaHTOB B OMYXO/IEBON MOMY/ALMM
B HekoTopbIX Cy4Yasx MaJMrHW3MPOBaHHbIE KNETKU 3KCMpeccun
toT monekynbl HLA | knacca Ha YMEHbLUEHHbIX YPOBHSIX, YTO Mpu
BOAWT K CHVDKEHUIO aHTUTEHHOTO JeliCTBMA NenTugoB Ha T-kncikH
C UMTOTOKCUYEeCcKUM aththeKToM. Kpome MOMEKyn | Knacca rnasHeii n
KOMM/ieKca TMCTOCOBMECTUMOCTW, HECKONbKO BCrOMOraTe/ibHbI»
MOSEKYN, HANPUMEP MHTErpuHbI (CDIIa), TOXE VIMELOT CYLLECTBE U
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HOe 3HayeHue Ans B3aMMOLEWCTBMS T-KNeTOK C WX MalurHUM3upo-
BaHHbIMW MULLEHAMMW. Y HEKOTOPbIX OMYXOMei, HanpumMep y noyey-
HO-KMETOYHOrO paka, MMeeTcs TEHAEHUMS K 136eraHnio MMMYHHON
aTaky C MOMOLLBIO CHUXXeHUs perynauun akcnpeccun ICAM-1, nu-
raHga CD 1la. MHOXeCTBO ONyX0MepoAHbIX areHToB (XMMUKaTbl W
pasHble BUAbl MOHM3UPYIOLLErO M3YUYeHNs) NOAABAAIOT UMMYHHbI
OTBET opraHu3Ma. Ho v camu onyxonm uanM ux nNpogyKTbl CNOCOGHSI
NposBnATL cebsl Tak >xe. Hanpumep, BbipabaTbiBaeMblii B 60/bLIOM
KO/IMYeCTBE MHOMMMM  3/10KAYECTBEHHbLIMW  HOBOO6PA30BAHUAMU
®PPp ABNgeTCA MOLLHBLIM MMMYHOCYMpeccopoM. B HekoTopbIX Ciy-
Yasix caM Mo cebe MMMYHHBIA OTBET, BbI3BAHHLIN ONyX0/bio, Hanpu-
Mep aKTUBaLMs CynpeccopHbIX T-KMETOK, MOXET NojasnATs NpoTu-
BOOMYXO/IEBYHO 3ALLMTY. .

OTA MOBbILEHHAA 4YacToTa OHKOMOrMYeckux 3aboneBaHuii y
60/bHbIX C UMMYHOZEPULUTHBIMU COCTOSHUSAIMU U CBUAETENbCTBYET
0 cyLLecTBOBaHNM UMMYHHOIO Haj30pa, CUJ/IbHbLIA aprymMeHT NpoTuB
laKoro Hag3opa Toxe 6a3upyeTcs Ha MccnefoBaHUAX MMMYHoaedu-
LUMTHBIX npoueccoB. CaMbIMK 4acTbIMU POPMaMU 3N10KAUECTBEHHBIX
HOBOOGPa30BaHUA y MWL, C MOAABMAEHHLIMA WM HELOCTaTOYHLIMM
VUMMYHHbIMW  peakuusMn SBAAIOTCA NIMMGOMbI, OCOBEHHO WUMMY-
nobnacTHble B-kneTouHble numgomsl. lMocnegHue MoryT 6biTb U
1nencTBMeM MaToNOrMYECKOro MMMYHOMNPONUGepaTUBHOrO OTBETa
Ha [eiiCTBME BMpYCa, Takoro Kak EBV, n nekapCTBeHHbIX npenapa-
t0B. HakoHeL, Yy Takux N1l MOXHO 6blf10 Bbl 0XMAATb MOBbILLEHNS
4acToTbl G0Nee pacrnpocTpaHeHHbIX GopM onyxoneit (pak 6poHxa,
MOJIOYHOM YKenesbl, OpraHoB MULLEBapPUTENLHOMO TPaKTa) UAM MHO-
YKECTBEHHbIX HOBOOOpa3oBaHWil. OfHAaKO HU TO, HWU [Apyroe He
BCTpeyaeTcs.

MMMyHOTEepanna 1 reHHas Tepanusa onyxoneid. Jaxe ecnn Mm-
MYHHbIA Ha30p CYLLeCTBYET, AN 60/IbHOr0 pakoM 3TOT 3aUTHBINA
MEXaHW3M B HY>XHOe BpeMsi He cpaboTan. lMpesnocbinikaMu ans um-
MYHOTEpanun U reHHOW Tepanuu SBSAIOTCA MO0 3ameLleHne no-
MUNEHHBLIX KOMMOHEHTOB WUMMYHHON CUCTEMbI, NGO CTUMYNALNS
*H0reHHbIX OTBETOB.

AfanTnBHAaa KnetouyHad Tepanuda. [TOCKOAbKY
NHKyOaLmst numdouunToB nepudepnyeckoid kposm ¢ J1-2 npuso-
IUT K 06pa3oBaHNIO MMMBOKUHAKTUBMPOBAHHBIX KETOK C MOLLHOW
NPOTUBOOMYXO/MEBOM aKTMBHOCTLIO in Vitro, TO Takue KNeTku uc-
No/b3YHT AN BOCNPUUMYMBOW UMMYHOTepanuu. BHavane numdo-
LMTbl KPOBM, BblAENEHHbIE OT OHKOMOMMYECKOro 60MBbHOr0, KyNbTK-
BUPYIOT € WIJ1-2 in vitro. 3aTeM Ky/nbTypy aKTUBUPOBAHHBIX KUNJep-
HMX K/IETOK, MPOM3BOAMMYIO MPEVMYLLECTBEHHO W3 pPa3poCLUMXCA
(toxe in vitro) NK-kneTok KpoBW, CHOBa PeuvH(Y3MpYIOT ApYroi
nopuuein M1-2. TlpuMeHeHMe 3TOro MeToda MMeeT OrpaHUuYeHHbIN
v<|:||cx npy NeYeHnn 3710Ka4ecTBEHHbIX HOBOOOPa3oBaHWiA C MeTa-
* lasamu.

OCHOBbIBasACb Ha [OMYLLEHUW, YTO U3 BCEX IMM(OLMTOB, WH-
(OUNBTPUPYIOLWMX ONYXOJb, ONyXonecneLunpuyHble T-KNeTKU C Lu-
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TOTOKCMYECKUM JelCTBMEM SBAAKOTCA Hamboee NoLroTOB/EHHbIMU
K 60pbbe C OMyxoneBoi MapeHXMMOIA, HEeKOTOpble WCCNefoBaTeNM
MCNOJb3YIOT 415 UMMYHOTEPANWMW BblpallleHHble B Ky/bType W aKTu
BUPOBaHHbIE NMMMDOLNTLI, UHHUNLTPUPYIOLWME onyxonb. locrnes
HMe BbIAENAOT M3 OMyXO/EeBbIX Macc, YAaNeHHbIX XUPYPruveckum
nyTem, 3aTem KynbTUBMPYIOT C WJ1-2 11 CHOBa PEeUHY3VPYIOT MMM
60nbHOr0. 1N NOBbILIEHUS NPOTUBOOMYXO/EBOr0 BO3AENCTBUA M
nMmgoLmnTbl, UHDUABTPUPYIOLWME ONyXonb, BHOCAT (Npoussoas!
TpaHcthekumo) reH ®HOa, MOLHOro NPOTMBOOMYXO/EBOr0 LWTO
KUHa.

NeyeHne UUTOKUHamMM. TloCKOMbLKY 3TW BeLLECTBa
CMOCO6HbI  aKTMBMPOBaTb Cheunnyeckme 1 Hecrneumnpuyeckmc
(BocnanuTesibHble) 3aWUTHBIE CW/bl OPraHW3Ma, HECKO/IbKO LMo
KWHOB MO OTAENbHOCTM WM B KOMOUHAUUW C ApYruMu Buamu
NeYeHns MbITAOTCA UCMNOMb30BaTh B MPOTUBOOMYXO/IEBOIN Tepanum
O npumeHeHun WNJI1-2 yxe rosopuiocb. HO Kpome Hero, MCMonb3y
0T TaKkxKe MHTepepoHbl a, y, PHOa n remonoaTnyeckue hakTopsbl
pocTa, a-uHTepdepoH akTvempyeT NK-KMNeTKM, MOBbILAET 3KC
Mpeccuto MOJeKy/l FNaBHOrO KOMIMeKca FMCTOCOBMECTUMOCTU Ha
03/10KaYEeCTB/IEHHbIX KNEeTKaxX W AaeT NPAMON LMTOCTaTUYECKUIA 3d)
(hekT. Hambonee BrevaTnawowme pesy/bTaTbl MO NPUMEHEHMIO a
NHTep(epoHa AOCTUTHYTLI B SIEYEHUN CBET/IOK/IETOYHON NeikeMum
MoMMMO NPOBOCMANIUTENILHOIO AelCTBUS, LIMTOKMHBLI CMOCOGHBI
TakKe YCUIUBaTbL MPOLLECCHl UMMYHHOTO pacro3HaBaHWsi OMnyXosc
BbIX K/JETOK. B 3KCMepvMeHTe yAaeTcsd BOCMPOM3BECTW MOLLHBbINA
MPOTUBOOMYXO/EBbLI OTBET MPU WHCEPLUM TEHOB LUTOKMHOB U
FEHOM Ma/IMTHW3MPOBaHHbIX K/IETOK C HW3KOA MMMYHOTEHHOCTbIO
TaKoii e noaxof, MbITalTCa NPUMEHUTL U NPU NIEYEHUN ONyXonei
YesioBeka.

NNeyeHne aHTuUTEenamu. HecmoTps Ha TO UTO aHTUTENA
K OMyXO0/ecBA3aHHbIM aHTUreHaMm camMu No cebe He3aP(EKTMBHbI
MHTEPEC K HUM He CHWMXKAeTca M3-32 BO3MOXHOCTU WMCMO/b30BaHUA
MX B KAYECTBE areHTOoB, JOCTaBAOLWMX K MaJIMITHU3MPOBaHHLIM MU
LUEHSM LMUTOTOKCUYECKME MPOAYKTbl. B YacTHOCTW, MMeeTcs OrbM
NPUMEHEHWS MOHOK/IOH&/IbHbIX aHTUTEN NPOTUB OMNpefeNieHHb™
TUMNOB B-KNETOUHON MMQOMbI. ITU aHTUTENa KOHBLIOTUPYHOT C pu
LUMHOM (MOLLHbIM LMTOTOKCUMHOM), B pe3ynbTaTe 4yero obpasyercs
MMMYHOTOKCWH, KOTOPbIA U BBOASAT BO/bHBLIM.



MnaBa 8. IEEHETUWYECKWE BOME3HU

eHeTMuecKre 60Me3HM, KOTOPble B HACTOSALLEE BPEMS W3BECTHbI
MeAWUMHCKON nNpakTuKe, BUAMMO, NPeACTaBNAaoT COOO0M fULLb
Ma/Tyto YacTb 3TOW rpynmnbl 601e3Hei. Hanpumep, M3MeHeHUs FeHe-
TUYECKOro anmnapaTa KIeTOK UrparoT BaKHEWLUYH pofib B pasBUTUM
OMyxoseid, XOTA NocfefjHVe BOBCE He MPUHATO OTHOCUTb K FeHeTu-
YECKMM 60/1e3HAM. ITO KacaeTcsi MHOIMX CepAeyHO-COCYAUCTbIX,
06MEHHBIX, MCUXNYECKUX M NPOUMX 3a601EBAHNIA.

Bce 60/1e3HM YenoBeKa MOXHO YCNOBHO pasfiennTb Ha 3 rpynnbi;
I) 6onesHn, 06YCNOBMEHHblE BAMAHMEM (DAKTOPOB OKPYXKaHOLLEl
cpefbl; 2) HacnefCcTBEHHble 60/1e3HU, BbI3BaHHbIE TEHETUYECKUMU
(hakTOopamu; 3) 3a60/eBaHNA, B Pa3BUTAU KOTOPbLIX MPUHMUMAtOT
yyactve u Te, 1 apyrue obaKTopb| K 1-i1 rpynne MOXHO OTHeCTH,
Hanpumep, VIHd)eKLI,I/IOHHbIe 6onesHu. Mpasga, 1 B 3TOM C/ydae Be-
NNKO 3Ha4YeHWe TEHOB, Perynupyrowmux UMMYHHbIA oTBeT. Ko 2-i
rpynre OTHOCAT COCTOSIHWSA, B OCHOBE KOTOPbIX NeXaT HapyLUeHUs B
1CHOME, [oMyCKalolime 3aBepLUeHHOe 3MOPUOHANIbHOE pa3BUTME U
XVBOPOXAeHUe. V3BeCTHO, YTO MOMOBMHA CMOHTaHHbLIX NpepbiBa-
HUIA 6epeMeHHOCTU B paHHME CPOKW COMpPOBOXAAETCH CEepPbe3HbIM
noBpexzaeHnem XpomocoM. Y 1 % HOBOPOXAEHHbIX B HacTosLlee
BpemMsi OTMeYaroTC 3HauuTe/lbHble abeppauuum XpoMOCOM, a npu-
MepHO 5 % MonofbIx nogeli B Bo3pacte Ao 25 neT CTpadaroT cepbes-
HbIMW 3300/1€BAHNAIMM C BbIPDKEHHbIM FEHETUYECKUM KOMMOHEH-
tom. K 3-i1 rpynne MOXHO OTHECTM $i3BEHHYH) 60/1€3Hb, caxapHblii
[MabeT, aTepoCKepos, 3/10Ka4eCTBEHHbIE OMYXO/K, mmsodppeHmo

B npakTuke 4acTO BCTPeyaloTCcs Takue TePMUHbI, Kak «Hacnei-
CTBEHHbIE», «CEMENHbIE» U «BPOXEHHbIE 3a601eBaHWA». Hacneacrt-
BeHHble 60/1e3HW, B OCHOBE KOTOPbIX JIEXAT reHHbIe, XPOMOCOMHbIE
W TeHOMHbIe MyTauuy, NepejaloTcs NOTOMCTBY OT OAHOIO U3 po-
AVTENei B 3apO/ibILLIEBOIA NMHUM Hepe3 NOKOoNeHua. VX eule HasbiBa-
10T CEMeHbIMM BO/e3HAMMU. TepMUH «BPOXEHHbIE 3a60/1eBaHNA»
03Ha4YaeT Ty MaToNornio, ¢ KOTOPOK 4eNoBEK POAUNCA. STO MOXET
OblTb COBCEM HE FeHEeTUYEeCKWiA MPoLecc, Hanpumep, BPOXKAEHHbIN
cucpunnc. He Bce reHeTMUECKME PaccTPOCTBA UMEKOT BPOXK/AEHHYHO
npupody. Hanpumep, y 60/1bHbIX C HacNeACTBEHHON 60/1€3HbIO XaH-
IMHITOHa, UK MeHTUHITOHA, G.S.Huntington (nopaxeHue nonoca-
lOro Tefla 1 Kopbl rONOBHOr0 MO3ra, nposienstoLleecs becrnopsgoy-
HbIMU IBUXXEHMAMMW 1 HapacTalowym Criaboymuem) rnepsble CUMII-
TOMbl MOABASKOTCA NOCNe TPeTbed WM JaXe 4YeTBepTOW Aekafbl
YU3HW.



HacneAcTBEHHOCTb BbIPKAETCA B Mepefaye MHGopMayum, He-
o6xo,qv|M0|/| A COCTaB/fIeHWsI CNOXHbIX 6enkoB. ocnefHne MMeoT
pasnnuHble YHKUUM W CyOCTPYKTYpPbl, UCMOMb3YHOTCA KNeTKamu
pa3HbIX TUMOB, HO BCE OHU 3aKOAMPOBaHbI B KneTouHon AHK, opra-
HM30BaHHOW B AUCKpeTHbIe (pa3fefibHble) YacTu, T.e. XPOMOCOMbI.

8.1. OcHoBHbIe cBefieHMA 0 xpomocomax, AHK v reHax

Kaxxgoe KneTouHoe AP0 COLEPXMT HAbOp XPOMOCOM, Ha3BaH-
HbIX TaK 3a CBOK CMOCOOHOCTb BOCMPUHMMATL OMNpefeseHHble Kpa-
cutenn. Kaxpgas Xpomocoma COCTOMT M3 0ofHOM monekynbl JHK
BmecTe ¢ JHK cBdA3biBalowmMu 6enkamu. B nepuog vHTepdasbl
(Mexay ABYMSi MUTO3aMK) XPOMOCOMbI MOSIHOCTLIO BbITAHYTHI U MO
OTZENbHOCTU He onpejenuMbl BHYTpY sapa. B xofe aeneHns Kaxpaas
monekyna AHK cnvpanusyeTcs W ynnoTHseTcs, 6narogaps Yemy B
CreunanbHO OKpalleHHbIX npenapaTtax, MeTagasHbIX MAacTUHKaX
(cm. rnasy 1), nof CBETOBbIM MUKPOCKOMOM MOXHO pa3fivynTb OT
[eNbHble XPOMOCOMBI.

BONbLWMHCTBO K/ETOK uesioBeka MMetoT 46 XxpoMocom (B Auniio-
naHoOM Habope, COfiepXKallieM Mo /iBe KOMUW Kaxioi ayTOCOMbI, CO-
BEPLUEHHO CXOXEN Y MY>XUMH W XKEHLUUH, U Np OAHOW nape nosno-
BbIX XPOMOCOM: XX Y XeHLWUH 1 XY y My>xunH) (puc. 8.1). Bce xpo-
MOCOMbI B OrMpejeneHHOM MECTe MMEIOT CYXKeHWe, nepexsar (30Hy
NepBUYHON MNepeTsKKM), KOTOPOe Ha3blBaeTcs LeHTpomepoid. Co-
rN1acHO /IOKaNM3aunm LEeHTPOMepb! BbIAENAOT 3 NOArpynmbl XpOMO
COM: aKpOLeHTpUYeckune, cyOMeTaleHTPUYECKE U MeTaleHTpuYec-
Kue (cxema 8.1). LieHTpomepa pa3fensieT Kaxayto XpOMOCOMY Ha KO-
POTKOE W [A/IMHHOE MNIeYo, KOTOpble 0603HAYatOT COOTBETCTBEHHO
Kak «p» (OT (hpaHu,. petit — ManeHbKuii) 1 «g» (queue — XBOCT)
KoHLeBas 30Ha KaXAO0ro rnjaeva HasblBaeTcs TeIOMepoid. Xpomoco-
Mbl 1,3, 16, 19 1 20 cunTatoTCA MOSTHOCTHLIO WAWM MOYTU MOHOCTLIO
MeTaueHTpuyeckumn, 13, 14, 15 21, 22 u Y — aKpOLEHTPUYECKN
MU, OCT&/IbHble — CybMeTaLeHTpUYecKuMun. Bee akpoLueHTpuyeckume
XPOMOCOMbI, KpOMe Y, COAepXaT B CBOMX KOPOTKMX Mnieyax puboco-
Ma/lbHble TeHbl, U B XOfe MWUTO3a B 3TUX 30HAaX 4acTo OTCYTCTBYC!
KOHJeHcaUuMs M3-3a y4yacTus B OpraHu3auuv agpbliliek. [lostomy
KOHLbl KOPOTKMX [M/Ie4 3TUX XPOMOCOM MWMEKT BWf CaTe/iuToB
(cnyTHWKOB), OTAENEHHBIX OT Mfied XPOMOCOM MOCPELCTBOM Y3KUX
HOXEK, Ha3blBAEMbIX BTOPUUHBIMU CY>KEHUSMU.

I'Ipvl cneunanbHOM  OKpalimBaHun  (63HAMHIE)  MeTaasHbIX
MaCTUHOK, KPOME M/1e4 XPOMOCOM, YETKO BbISB/ISAOTCS MX PaiiOHbI,
rMoJioCh! (ban S) 1 cybnonockl, UaM Nofocku. Bce 3T nepeuncrieH
Hble CermMeHTbl 060MX Njie4 HOCAT CBOW MOPSAKOBble HOMepa, BO3
pacTatoLye oT LeHTpoMepbl K TenomepaM. ['padmyeckoe n306paxy
HMe BCeX OKPaLLEHHbIX 1 HeOKPalLLeHHbIX CEerMeHTOB, COCTaBNseMoe
Ha OCHOBE G3HAMHIa, Ha3blBAETCH KapTOi UMM MAMOTPaMMOiA. HA
OCHOBe MocnefHeli hOPMUPYETCS MOHATUE O KApUOTWNe, T.e. Habo
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Puc. 8.1. KapuoTtun 46, XY y HopMmanbHoro pebeHka. Okpacka hayopoxpo-
MoM Hoechst 33258. MeTadasHass nnacTMHKa U packnagka XpoMOCOM.

©C U CTPOEHUM BCEX XPOMOCOM B iipe KMETKM WM CTPOEHWUU KaKOi-
1) OHON M3 HUX (HEpeAKO rOBOPAT, HaNpPUMep, KapuoTUM XPOMO-
CoMbl 21 1 T.4.).

Bo Bpemsi MMTO3a KaXK[as XpoOMOCOMa MOABEpraeTcs pensvka-
umn (Y4BOEHMIO) 1 hopMMpyeT napy CeCTPUHCKUX XpoMaTui, KOTo-
pble COEAMHAIOTCS B 30HE LEHTpOMepbl. W, x0T B x04e MuUTO3a
MOXET MPOMCXOAUTL 0OMEH TFeHETWYECKMM MaTepuaioM Mmpu Kpoc-
rmHrosepe (06MeHe CECTPMHCKMMM XpoMaTugamu), HUKaKux Kiu-
HWYECKMX MOCNEACTBMIA He BO3HUKAET, MOCKO/IbKY CECTPUHCKME
ypomaTuapl MAEHTUYHbI ApYr Apyry. B koHUe AeneHusi Kaxgas fo-
UEpHSA KNETKa COLEPXUT WAEHTUYHbIA Habop (OWIM/IOMOHOE YKCIO)
13 46 XpomMOCOM. HopmasibHble K/IETKM OpraHuM3Ma 4efsioBeka Cro-
| 06HbI K A€NeHn0 MWTO30M OrpaHWYeHHOe 4mucno pas. M3BecTHO,
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Cxema 8.1. Tunbl XpoOMOCOM

Hanpuwvep, 4To ubpobnacTbl gendTcs okono 50 pas, agpyrue KeTku
— 6onbLle, Ho He 6onee 100. [anee HacTynaet CTapeHue KeTKU U
ee rmbenb. B ocHOBe 3TOro npoLecca MOXET NeXaTb YKOPOUeHue Tr
nomep. TllocnegHue He TOMbKO CTabUAU3MPYIOT TepMUHAbHBI'
paioHbI Nfied XPOMOCOM, HO U OCYLLECTBAAKOT NPUKPENIEHNE Xpo
MOCOM K siepHOMY MaTpuKcy. VIX CUHTE3 perynupyetcs hepMeHTOM
TeNoMepason, BblpaboTKa KOTOpOW Yynpaensercd reHom XECT.
CumnTaloT, YTO MO Mepe YBENIMYEHNS YNCNa MATO30B Y KNETKM yKopa
YMBAKOTCA TeNIOMepbl, MOCKOMbKY (YHKUMA reHa XECT2 u cBsAsaH
HOW C HWUM TenioMepasbl UMEKOT OrpaHnyeHHbIe Mpesensbi.

B NpoTV1BOMONOXHOCT MUTO3Y YMEHbLUEHHbIV TUM KIETOYHOK
[leNeHns, WM Meiio3, XapaKTepHbIn Ans rameTouutoB (Heauddr
PEHLIMPOBAHHbIX MOJOBLIX KNEeTOK), MPUBOAUT K 00pa30oBaHMI0 KIr
TOK C MOMIOBUHHbIM Habopom (rariougHbIM) K3 23  XPOMOCOM
Meii03, BCTpevatowmiics ToNbKO B roHagax (MonoBbIX XXenesax), co
CTOMT U3 ABYX OENeHWi, cnegylomx apyr 3a gpyrom. [pu 3tom
perlﬂl/IKaléVIFI AHK nponcxoaut oanH pas nepep nepsbiM AeNeHrem
TakuM 06pa3oM, Kakaas 3penas ANLEeKIeTKa B HOPME COAEPXMT Mo
OAHOW ayTocome (HEMosOBO XPOMOCOME) M3 KaXAoin napbl, U
TaKKe OfHy X-XpOMOCOMY. A KaK[blii 3pe/blid Criepmatosouns co
[ePXXWT MO OAHOW ayTOCOME M3 KaKAOW Mapbl, a Takke X- W )
Xpomocomy. lpy onnofoTBOPEHUU AUNIOUAHOE YMCNO BOCCTaHUM
NMBAETCA W BMOCMEACTBAN Y KaXKAOM0 VHAMBUAYYMA, MPOJomKail
LLEro Xu3Hb, 0fjHa MOMIOBMHA ayTOCOM MPOUCXOANUT OT KaXOro po
autens. OfHaKo 0co6Y XXEHCKOro Moia UMET Mo X-XpOMOCOMO L
KaK[0ro poautens, B TO BpeMsi Kak 0CoO6U MYXXCKOro nosiia —Mak
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PVHCKY0 X-XpOMOCOMY W OTLOBCKYH Y-XpoMocoMmy. Hannuve B
Habope NULLIHUX XPOMOCOM Ha3bIBAETCH MOMMCEMYIEN.

TakuMm 06pa3oM, HOpMasibHble 4YMcna XPOMOCOM BbIpaXaroTcs
Kak 46,XX ans XeHWwmH n 46,XY ans myxuuH. Jltoboe gpyroe ran-
NOMAHOE YMCNO, KpaTHoe 23, Ha3bIBAeTCA 3Yr/IoUaHbIM YMciioM. Ecnn
»Xe B X0 Meiio3a UM MMTO03a C/lyyaeTcs omnbka 1 KneTka obpera-
€T KOMMMEKT XPOMOCOM, He SABAAIOWMIACA KpaTHbIM 23, TO 3TOT
KOMM/IEKT UM Habop Ha3blBatOT aH3yniouHbIM. O6bIYHLIMU NPUYN-
HamMKn aH3ynNIoUAUK CNy>KaT HepasbeUHEHVE XPOMOCOM U 3aepyKa
aHachasbl.

Kaxpgasa monekyna HK cocTont u3 AByX HYKNeoTUAHbIX HUTEN,
WM Ueneld, 3aKpyYeHHbIX OTHOCUTENbHO ApYr Apyra Mo 4acoBoW
CTpesike 1 (hopMUPYIOLWMX ABOMHYHO cnvpanb. Kaxablii HyKneotTus,
COCTOMT M3 TPeX XUMUYECKM pPasHbIX YacTel, COefMHEHHbIX KOBa-
NEeHTHbIMU CBA3AMU: a30TUCTON0 OCHOBaHUA B BWAe NUPUMUAMHA
WM NypuHa, Monekynbl fesokenpn6ossl (B PHK ucnonbsyetcs pu-
603a) 1 Monekynbl (pochata. Y AHK nmeetcs gBa nNypuHOBLIX OC-
HOBaHMs —afeHnH (A) 1 ryaHuH (G) —u gga NUPUMUANHOBLIX —
TMMUH (T) 1 unTo3nH (C). OfHM 1 Te Xe NypuHbl (afeHUH U rya-
HWH) BX0gAT B cocTaB M AHK, n PHK, Ho n3 nupumuanHos B PHK
BMECTO TMMMHa Haxogutca ypaumn (U). UTak, AHK cogepxut A,
G, C, T,aPHK- A G, C, U

Kaxpaas monekyna toctata (poctatHas rpynna) 3ameLlaeT B
caxape (aesokcupn6bo3se) rpynny OH B nonoxeHun 5' nan 3' n yaep-
XuBaeTcs HocPOANIMUPHBIMI CBA3SMU, ONPefenstoUMy CKeneT
monekynbl AHK (ungpa 5 nnmn 3 mMapkupyeT MOPSAKOBbLIA HOMep
aTOMOB Yr/epoja B NATUY/IEHHOM KOfibLie caxapa, a LWTpuX «'» 060
3HayaeT aToMbl MMEHHO Yrnepoga). Tak onpefenserca NonspHOCTb
monekynbl AHK, KoTopasi B OfHO ee HUTU (NUAWPYIOLLEN HUTW,
UrparoLLein BaXXHENLWY0 pofib B TPAHCKPUMLUK) YCNOBHO 0603HaYa-
eTCsl Kak HarnpasneHve 5—3', a B Apyroli (3anasgblBatoLlein HUTH) —
KaK HanpasneHne 3'—5'. Takum 06pa3omM, 06e HyKNeoTuaHble Lenn
(Hutn OHK) pacrionaratoTcs B NPOTUBOMOMOXHOM HanpaBfeHUn u
YIEepXVBAOT ApYr Apyra BOAOPOAHbLIMU CBA3AMU MeXy OCHOBaHUS-
Mu Aun T wam G n C. Tockonbky crnapusanve AT n G:C Hocut
06s3aTeNbHbI XapakTep, NapaiiefbHble HYKIeoTUAHbIE Lienn KOM-
N1eMeHTapHbI (COOTBETCTBYIOT APYT APYrY B YKa3aHHbIX OTHOLUEHU-
AX: aIeHUH-TUMUH W TYaHWUH-UMTO3KH). Ecin nocneaosaTtenbHOCTb
ofHoM uenu uyuTaeTcs Kak AATTGC, TO KOMMNeMEeHTapHas HUTb
JomkHa unTatbes Kak TTAACG (cxema 8.2). Y4yacTOK aMUHOKMC-
NoTHOM nocnefosateibHocTM AHK (1 nito6oro 6esika), CBA3aHHbIA C
onpeseneHHoM PyHKLMeR, Ha3biBaeTCs LOMEHOM.

EauHnuen anmHel AHK aBnsetca HykneoTuaHaa napa OCHOBa-
HWi1 (bp). Tbicsuy nap cocTaBnseT oauH Kunobeiic (kb), a MuannoH
nap — ofuH Merabeic (Mb). Obwaa ganHa AHK B Habope Xpomo-
COM 4enoBeka focturaeT 3 MnH kb. M3secTHO okono 50 000 CTpyk-
TYPHbIX TEHOB, 3aKoaupoBaHHbIX B AHK. Mockonbky 60/bLIMHCTBO
/B HUX MMeeT b OfHY KOMUIO B rarsiougHoOM reHOME U CPeLHIo
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Cxema 8.2. CTpoeHue yyacTka ABOIHON Monekynbl JHK 13 10 nap Hykneotuaos
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AnuHy, Buaumo, 20 kb, Bce BMeCTe OHUW 3aHUMAOT NPUMEPHO OfHY
TpeTb AiMHbl AHK. Bonbliyto yacTe octanbHoi AHK cocTaBaT-1
Hckogmpyowas AHK. OHa MOXeT 6bITb YMEPEHHO MOBTOPSHOLLCALL
C HECKO/IbKAMW COTHSMU KOMUIA 1 BbICOKO MOBTOPSHOLLENCA C MHO
rMMK ThicAYaMm Konuii. 3Ta yacTb JHK MOXeT MMeTb pacnpocTpu
HEHHbI XapaKTep WAM e ObiTb COOpaHHON B KiacTepbl (Ckonsie
HUS, My4YKn). YMepeHHO MOBTOPAOLLascs 4acTb HekoavpytowcH
OHK BKntoyaeT B cebsi HECKONLKO beHKgI/IOHaJ'IbeIX reHoB B BLM
MHOXXECTBEHHbIX KOMWIA, B TOM uncne pubocomansHyto PHK (300
400 KOMWiA) 1 reHbl TMCTOHOB (SAEPHbIX GENKOB, CTAOUAN3NPYHOLLNX
cTpykTypy AHK 1 y4acTBYHOLIMX B PErynsuumn ee cuHTesa). ®OyHK
LMs BbICOKO NMOBTOPSAOLLENCA YacT Hekogupyrowen AHK noka
AICHa.
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XOpoLWwo M3BECTHO, YTO 6enku, 6yfab TO CTPYKTYPHblE KOMMO-
HEHTbI UM (DEPMEHTLI, MOMIEKY/IbI-NEPEHOCUMKM, TOPMOHbI UK pe-
LLenTopbl —BCe COCTOAT M3 ONPeAeNneHHOro psiaa ammHokucnot. OT-
KpbITO 20 aMMHOKMUCNOT U TOYHO YCTaHOB/IEHO, YTO MOCNefoBaTesb-
HOCTb WX PacrofioXeHus onpefenseT KOHeUHY (opMy U QYHKLMIO
6enka. Bce 6enku 3akogumpoBaHsl B AHK, n emvHuua AHK, kogu-
pytoLLs GenoK, NMpeacTaBnsie T CO00M reH. Kaabli reH CyLLecTBYeT B
a/lbTEPHATMBHBIX (JOPMax, 3aHUMAIOLWUX UAEHTUYHbIE MO3ULUK (N10-
KYCbl) B FOMOJ/IOMMYHBIX XpPOMOCOMaXx U 06YC/MOBNMBAIOLLUX (DEHOTU-
MUYECKMe pasnnyumna NPU3HAKOB KaxkAol 0CO6M. YKa3aHHble (POpMbl
reHa HasbIBalOT annensimn. epBoii CTagmeil CMHTe3a Genka SBNseT-
ca TpaHckpunuusa. [se HUTKM OHK pasbeAvHAKTCA U Ha y4yacTke
OAHON M3 HUX, NOANEXalleM MepenucbiBaHUI0 KOAa W ChyXallem
maTtpuuein (wabnoHoM), KOMMAEMEHTApHO WCNOMb3YHOTCA TE Hy-
KNeoTuabl, KoTopble cBolicTBeHHbl PHK. lMog Bo3gencTBuem ep-
MEHTOB, B YacTHOCTM PHK-nonumepassl, opmupyeTca matpuyHas
PHK (MPHK, koTopyto yacto 0603Ha4atoT ewe PHK-nocpegHnkom
nm Mecceq,q»(epomg.

Kaxapbln Habop u3 Tpex nmap ocHoBaHwi AHK (TpunneT, win
KOLOH) KOAMPYET aMMHOKMCNOTY. [MOcKo/bKy N060e OCHOBaHWe B
TpUnneTe MOXET NPeACTaBNAaTb CO60I KaKoW-1Mbo 13 YeThbIpex BO3-
MOXHbIX HYKneotnaos (A, G, C, T), To cylLecTByeT 64 BO3MOXHbIE
KOM6UHaUUKN 1x nocnegoBatenbHocTel (Tabn. 8.1). YCnoBHO Kogo-
Hbl ANA KaKAOW aMWHOKMCNOTbI BbIpaXXatoTca Ha A3blke MPHK, 1
ANA HUX MMEKTCA KOMMJIeMeHTapHble KoOoHbI matpuubl AHK. Bee
aMUHOKWCNOThI, KPOMe MeTUOHWHA W TpunTohaHa, KOAMPYHOTCS
6onee yem ogHUM KogoHoMm. Tpu m3 Hux (UAA, UGA, UAG) o6o-
3HaYaloT OKOHYaHWe MepenucbiBaHWA KoAa, a OfiHa aMUHOKMCNOoTa
AUG) feiicTByeT B KadyecTBe CTapTOBOrO CUrHana [Aff CUHTe3a

efika. TpaHCKpPUMLUMA pacrpocTpaHseTcs B HanpasfieHun 5'—3' [0
TEPMUH&aILHOTO KogoHa B HUTK AHK.

MogaBnstoLlee 60/bLUMHCTBO FEHOB COCTOUT W3 MPEPbIBUCTbIX
cermeHToB AHK, Kogupyrowmx 6enoK (3K30HOB) M CErMEHTOB, He
KoaMpyroLwymx 6enok, anvHoit 10—10 000 bp, Ha3BaHHbLIX BMELLVBA-
IOWMMIUCS NOC/ef0BATE/IbHOCTAMU MU MHTPOHaMK, PYHKLUMUS KOTO-
pbIX M3ydeHa HepocTatouyHo. C OAHK cumTbiBaetcs konus PHK,
TOYHO COOTBETCTBYHOLLAA NOCNeA0BATENbHOCTY MEpPBOiA M3 HuX. Op-
HaKo 3TO TONbKO nepBoHavanbHasd PHK (npo-mPHK). OHa ewle He
1CNonb3yeTca ANa CUHTe3a 6enka. ocne yganeHus nU3 Hee UHTPO-
MOB 06pasyetcs 3penasd MPHK, cocTosiwas TOMbKO M3 3K30HOB.
OTOT NpoLLecC Ha3bIBAETCA CrIaliCHIOM (COeAMHEHMEM, XOTS cnaii-
CUHI —60nee CNOXHbIM MPOLIECC, BKIKOYAOLWMIA B Cebs1 1 paspesa-
HVe, 1 clmBaHne KoHuoB PHK). MocnenoBatenbHOCTH B 30HaX CO-
eUHEHMS 3K30HOB M UHTPOHOB CMY)XaT B Ka4yecTBe CaiiTOB pacro-
LaBaHua (calT —ToueyHas nokanmsauua B AHK, uvetowas cnox-
HYt0 HOMEHKNATYpy) 4Na (hepMeHTOB criflalickHra. XapakTepHo, 4To
WHTPOH HaumHaeTca ¢ GT (3710 5', WM JOHOPCKUIA, T.e. OTAAOLLMIA,
caiiT) 1 3akaHumBaeTcs Ha AG (3', WM akUenTOpHOM, T.e. MPUHK-
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Ta6nuuya 8.1. MeHeTUYeCKMIA KOA C KOAOHaMM

Mepsoe
OCHOBaHue "

" uuu
uuc
UUA
uuG

c cuu
cuc
CUA
CUG
A AUU
AUC

AUA i

AUG
G GUU
GuC
GUA
GUG

Phe
Phe
Leu
Leu

Leu
Leu
Leu
Leu

Met
Val
Val
Val
Val

BTopoe ocHoBaHue

TpeTbe
c A G 0CHOBaHue
UCU Ser UAU Tyr UGU Cys "
UCC Ser UAC Tyr UGC Cys [
UCA Ser UAASTOP UGA STOP A
UCG Ser UAG UGG Trp G
STOP
CCU Pro CAU His CGU Arg "
CCC Pro CAC His CGC Arg C
CCA Pro CAA Gin CGA Arg A
CCG Pro CAG Gin CGG Arg G
ACU Thr AAU Asn AGU Ser "
ACC Thr AAC Asn AGC Ser C
ACA Thr AAA Lys AGA Arg A
ACG Thr AAG Lys AGG Arg G
GCU Ala GAU Asp GGU Gly "
GCC Ala GAC Asp GGC Gly C
GCA Ala GAAGlu GGA Gly A
GCG Ala GAG Glu GGG Git G

PacwmndpoBka cokpaweHunii AN aMMHOKUCNOT (B CKOGKAax flaH KOPOTKMUIA Kop)

Ala — AnaHuH (A)
Arg — ApruHuH (R)

Asn — AcnaparvH (N) «
Asp — AcnaparuHoBas kucnota (D) Phe — ®enunananux (F)

Cys — LinctenH (C)

Gin — FnytamuH (Q)
Glu — NnytamuHoBas kucnoTta (E) Thr — TpeoHuH (T)

Gly — IanuunH (G)

His — mctnauud (H)
He — W3oneiyuH (1)

Leu — leiiymH (L)
Lys — usun (K)
Met — MeTUOHUH(M)

Pro — MponuH (P)
Ser — CepuH (S)

Trp — Tpuntodan (W)
Tyr — Tupo3sux (Y)
Val — BanuH (V)

Apyrve o603HavyeHus: STOP — TepMuUHaTOpbl Lenu;

* — CTApTOBbIV KOAOH AN CUMHTe3a 6enka

MaroLlem, caiite). Ecam cnnaiicuHr gedekTeH, TO CUHTE3MpYeTCs
HethyHKLMOHa/bHbIA 6eNoK nnm >xe BOOOLLE GeNOK He 0bpasyercs
"MCTOHbI, aKTUHbI W HEKOTOPbIE FeHbl UHTEP(epoHa He cofepxa!
WHTPOHbI, HO 3TO PeaKoe UCKYeHne. HavanbHblid koHel MPHK 5
GNOKUPYETCA WNN NOKPLIBAETCH 7-METUATYyaHO3WHOM, B TO Bpems

KaK TepMUHa/IbHbIN
ocTaTKamy  afeHuHa

XBOCTOBOW) KoHel, 3' (monu-A, T.e. ¢ 100—200

)

00bIYHO y4yaCcTByeT BO BClOMOrate/ibHOM

TpaHCMopTe B LIMTONAA3MY A1 PUBOCOMAIBHOIN TPAHCAALMMN.
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Puc. 8.2. AH3HUe(hanmas — NOpPOK pasBUTUA NepefHero KOoHLUAa HeBpanbHOW
TPYOKM B pesynbTaTe HapylleHUA PYHKLNMN FTeHOB-PEryNnaToOpoB.

MpucnocobuTenbHble NPOLLECChl, a 3aTeM W 3aKOHOMEPHOCTU
OHTOreHe3a (npeobpa3oBaHWil OpraHn3Ma B TEYEHME XKU3HM) OCHO-
BbIBAKOTCA Ha YNopsgoyYeHHOM AuddepeHUnansHOM AeACTBUM pas-
HbIX TeHOB. B Xxofe 3BOMOLMM MOSBUNCL MEXaHW3Mbl Perynsummn
[eNCTBUSA TEHOB, N FeHOM KaXK[0M K/IeTKM Npuobpen XapakTep KOM-
MeKca, COCTOALLEr0 U3 TPEX MNaBHbIX KOMMOHEHTOB: CTPYKTYPHbIX
FEHOB, OTBETCTBEHHbLIX 33 CUHTE3 OGEMKOB U MOJEKY/ TPaHCMOPTHOW
n pubocomanbHoli PHK, reHoB-perynsiTopoB, 06ecnednBatoLmx
ynopsgoyYeHHOCTb_IENCTBUA CTPYKTYPHbIX FeHOB (puc. 8.2), 13bbl-
TouHoM AHK. [eWcTBMe KaXKaoro reHa HavvHaeTcs C TpaHcKpun-
umn. Benkosble nocnefoBaTeNbHOCTU, MPOLLEALLINe TPpaHCKpUOUpo-
BaHWe, MOABepPratoTca TPaHCIMPOBAHMIO.

TpaHCnAuMA MPONCXOAUT B LMUTOMNIa3Me U ABMSETCH K/HOUEeBOiA
cTafveld B npouecce nepegaynm UMHGopmauun. IMEHHO 3fecb Hy-
KNeoTuaHble TPUMNETbl JelnpyroTcA Kak OnpefeneHHble aMUHO-
KUCNOTbI C MOMOLLbI0 pubocoM. Kaxpas monekyna MPHK npu-
KpennseTca K OAHOW uin 6onee pubocomam, U B TO Bpems, Korja
pnbocoma gsuxetcs Bgonb MPHK no HanpaeneHuto o1 5 go 3,
KaOK[blA KOLOH pacno3HaeTcsl ¢ NOMOLLBIO COOTBETCTBYHOLLE TpaHC-
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noptHot PHK (TPHK), koTOpasi 3aTeM BK/1afjbIBa€T aMUHOKIUCIOTY
B KOHEL, pacTyuiei 6enkosoi uenu. Mo 3aepLueHnn pubocomarb-
HOV TpaHCAALMM MHOTrVe Gefiku He JOCTUraroT CBOE OKOHYaTeslb-
HOW CTPYKTYypbl. [M0O3TOMY OHW MPOXOAAT MOCTTPAHCAALNOHHBIA
MPOLLECCUHT, npe»(,u,e 4yeM nonyyaT GUONIOTUYECKN aKTUBHYHO TpeX-
MEpPHY'0 hopmy

3a 30 neT  MHTEHCUBHBIX nccnepoBaHmin  (1967—1997) 6bino
OTKpPbLITO M KapTupoBaHo B JAHK 60nee 1700 CTPYKTYpHbIX TeHOB
C KaXObIM rofoOM KONMYECTBO OTKPbITbIX TEHOB YBENNYMBAETCA.
306pa3nTb KapTy BCEX FEHOB YenoBeKa, KOTOpble UrpatoT Hambosb-
LY po/ib B €ro Mmatofornu, He NPeACTaB/fAETCA BO3MOXHbIM. HO
[aXe ecnu ygactcs cfienatb 3To, T0 CyMMa 0603HaYeHHbIX Ha KapTe
reHoB cocTaBuna 6bl 0K0No 4 % 0T 06LLEro uncna n3BecTHbIX B Ha-
cToswee Bpema 50 000 cTpyKTYpHbIX reHoB. Ha cxeme 8.3 nokasaHo
PacMo/IOXKeHNe B HEKOTOPbIX XPOMOCOMAX NLLb Psda FeHOB, UMEHD-
WMX B&OKHOE 3HAYeHWe B NaTonoruu. WX aHanorm ¢ poAcTBEHHON
(yHKLWMeA (POACTBEHHbIE TeHbI) 3a4acTyt0 COOpaHbl B KMacTepb.
OuyeHb M3BECTHbIMMW ABAAKOTCA CemeiicTBa a- U fi-rno6MHOBLIX re-
HOB, OpPraHW30BaHHbIE B KNacTepbl, ABMANOLUMECH Pes3y/bTaTOM Ha-
CNEeSCTBEHHOW AynavKauuy ¢ NocnedyrowmnM pacxoxieHneM (yHK-
umn. B NpoT1BONOMOXHOCTL 3TOMY, FeHbl ()epMEHTOB, paboTatoLLMX
Ha pa3HbIX CTYMNeHsAX 04HOro MeTabo/IMYecKoro nyTu, paspo3HeHbl 1
Haxo4ATCA Ha Pa3HbIX XPOMOCOMaX, XOTH MX aHanoru, KoavpyroLme
NN30COMasIbHbIE U MUTOXOHAPWA/bHbIE (hePMEHTbI, TOXE CObpaHbl B
Knactepbl. TOYHO TaKXe reHbl CyObeUHUL, CNOXHbLIX BENKOB MOryT
JIOKann30BaTbCA Ha pasHbIX XPOMOCOMAX.

Bce kneTku uenoBeka, CHabXeHHble sapamu, 06/1afatloT UAEH-
TUYHbIM HabopOM reHoB. HecmoTps Ha 3To, aKcnpeccus (Bblpaxe-
HUe, (YHKLMSA) TeHOB BapbMpyeT OYeHb LUMPOKO. B foMosfiHeHMe K
(DYHKUMM HayaNbHbIX W LEMNHbIX TEPMUHa/IbHLIX KOAOHOB 30HbI
Kakaoro reHa u cocefHeit JHK vrpatoT BaXHYyO posib B perynauuu
TpaHCKpUNUUW W, CrefoBaTelbHO, CUHTe3a Kaxpaoro tenka. Mec-
CeHKepHas PHK TpaHCKPUOUpPYeTCs B HampasfieHun oT 5' K 3', 1
MO3TOMY Hayano reHa pacrosnaraercs 6/mke K KOHUY 3' MaTpUYHOW
HuTK OHK (cxema 8.4).

MocneposatencHocTs  [AHK, pacnonoxeHHaa npoTUB Xoda
TpaHckpunuuu (cM. cxemy 8.4) U HyXHas 41 pacno3HaBaHWUs ee
Ge/kamm, HasblBaeTCA_ MPOMOTOPOM (He MyTaTb C BELLECTBAMM-NPO
MOTOpamu OMyX0/IeBOW TpaHC(opMaLum, cM. rnasy 7). MpoMoTops
YYaCTBYHOT B CBA3bIBaHUN PHK-nonumepasbl ¢ BOCMPUHMMALOLLENA
HUTbIO JHK. OHM BapbupyloT B MOPSALKE PacrofioXeHUs CBOUX
nocrefoBaTeNibHOCTe. B HacToswee Bpems 06HapyXeHbl HeCKO/b-
KO NpOMOTOpCreLnpUYHbIX (PaKTOpPOoB TPaHCKPUMLMKU, KOTOPbIE
CBA3bIBAIOTCA C ONPefefieHHbIMM  MPOMOTOpPaMM U aKTUBUpPYHO!
TPAHCKPUNUMIO. AKTUBHOCTb MHOMMX MPOMOTOPOB W3MEHSETCS e
MOMOLLbIO YCUIIUTENE TPAHCKPUMLIMM —3HXAHCOPOB, NPe/CTaBNso-
LX CO6OIA OTAENbHbIE PErYNATOPHbIE BNIEMEHTbI. SHXAHCOP [O/DKEH
pacnonaratbCa Ha TOW e monekyne AHK, no xogy wan npotus
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Cxema 8.3. Jlokanm3auusi reHoB, MMeLLMX BaXXHOE 3HaYeHne B NaTosIorMm Yesoseka

Xpomocoma 4

Xpomocoma 1

DMD,BMD
P53 OTC.RP
GH1
Cbl1A1/01
HOX1

Xpomocoma 17
X-xpomocoma

O603HavYeHUsa: Xpomocoma 1:AT3-aHTUTpoMGuH Ill, CRP - C-peakTUBHbII 6enok.
PND-npoHaTpuogunaHtuH, NRAS - roMonor oHKOreHa v-ras Helipo6nactombl. RH-cucTe-
ma pesyc, RN5S - reH(bi)5SPHK Xpomocoma 4: AFP - a-thetonpoTenH, ALB - anbbymuH,
FGA - hubpuHoreH, a-uenb, GC - KOMNOHEHT rpynnoBoii cneynduyHoctn, HD - 60ne3Hb XaH-
TUHITOHA, IL2 - uHTepneiikuH 2 Xpomocomal7: TP53 - oHko6enok 53. COL1A1/01 - konnareH
Tuna 1, uenb a-1/HecoBepl eHHbI ocTeoreHes, GH1 - ropmoH pocta, HOX1 - paiioH romeo60oK-
ca 1(4aCTV OTKPLITOW PaMKU CUUTbIBAHWUSA C TOMEO3NCHbIMU reHamu), X-)XXpomocoma: ALD - ap-
peHoneiikogucTpotus, BMD - MblweyHas guctpodus bekkepa, DMD - MbilweyHas guctpous
[ioweHHa, F8C - thakTop cBepTbiBaHua VIII, F9 - thakTop cBepThiBaHuA IX. FRAXA - cuHapom
XpYNKoii X-xpomocombl, GCP - 3eneHblii NUrMeHT Konboyek (AeliTepaHonus - cnenoTa Ha 3e-
neHblii uBeT), G6PO - rnoko3o-6-pocd3TagerngporeHasa. HPRT - rMNoKcaHTUH-TyaHUH-(oOC-
thopnbosuntpaHchepasa, OTC - OpHUTUH-TpaHCKap6amunnasza, RCP - KpacHbIii NUTMEHT KoNn6o-
YeK (MPOTaHOTOMMUSA - CNenoTa Ha KPacHbIi UBeT), RP - X-CBA3aHHbI MUTMEHTHbI PETUHNT,

XG - rpynna Kposu Xg

X0Ja TPaHCKPUNUMmM, 1 MOXeT gocturatb gaivHbl 1000 bp. Hekoto-
pble 3HXaHCOpPbl TKaHecneuuguuHbl, B TO BpeMs Kak Apyrue onoc-
pesytoT TPAHCKPUMLUMOHHbIE OTBETbl HECKOJ/IbKMX FEHOB He Ha TKa-
HecrneuugMuYyHOM YPOBHE, Hampumep Npu CUHTE3e CTEPOUAHbLIX Top-
MOHOB.

MepBOHaYasbHbIA HYKeOTUA Hekoaupytowero nuaepa MPHK
(nmMpoep — aTO HeTpaHcnMpyemasi nocnefoBaTe/lbHOCTb Ha 5'-KoHUe

361



Cxema 8.4. Perynauyua tpaHckpunuum

G Nugep Telinep
51 . mm—— S 1
A
Hute AHK
R AHTuTEliNEp
LT — =i  S— C o
ISR Y S—— [
T
t t A V2R — ! t
OHXaHcep MpomoTop AKTUnngep FeH TepMuHupytowuit

KOAOH

MpoTus xopa TpaHckpunyum 4— » o X04Yy TPaHCKpMNLum

O6o03HaueHuns: GA, AUG - Hykneotuasl PHK, TAC, CT - Hykneotugbl AHK

MPHK, npealwecTsytolias MHALMMPYHIOLLEMY KOAOHY) npedcTasnse!
co00i NypuH. A MepBOM aMWHOKUCIOTOW B MOAMNENTUAHONM Lenu,
KaK MpaBu/o, ABMAETCA METUOHWH, XOTA MpW MOCNefyHoLEeM Mpo

LlecCUHre OH MOXET 6bITb yfaneH. Ha KoHLe reHa nocrefosarefib

HocTb AATAAA SBNSETCA CUTHANBHON ANt KOHLa nonn-A, obnerya

IOLLIEro TPAHCMOPT B LMTOMMa3My, a TEPMUHANbHBIA KOLOH 06ecro

ynBaeT curHan gna pacnaga PHK-nonvmepassl. MNMpoueccnHr MPHK
TOXe perynupyetcs. Hanpumep, reH KanbUUTOHWHA KOAUPYET npes-
LLIECTBEHHMKA 3TOr0 FOPMOHA, HO MpY albTEPHATUBHOM CrlalicyLLT
BblpabaTbIBAaeTCA APYroii reHo3aBMUCKUMbIA HeMponenTug KanbuuTe

HMHa. MexaHu3M KOHTPONA 3a TakUM a/lbTepHaTUBHbLIM CrilaicH

rOM HesICEH TOYHO TaK XXe, Kak posib MeTunnposanus JHK. Otcyr

CTBME METWIMPOBAHMS LMTO3MHOBbLIX OCHOBaHWI Ha KOHLUe 5' oc

TaTKoB ryaHnHa B JJHK COOTBETCTBYET aKTMBHOIA FEHHOI 3KCnpce

cCMM 1 Hao6opoT. OfHAKO OCTaeTCs HeACHbIM, 06ecneynBaeT
TaKoe MeTWIMPOBaHWE PErynaumio UaM ABMASETCA MPOCTO BTOPWY

HbIM MPU3HAKOM.

8.2. MyTauun

B camom 06LeM cmbICciie MyTauyss — 3TO CTOMKOE M3VEHEHME
nocneoBaTelbHOCTU HykneoTugos AHK. OHa MOXET MOBPEXI 1t
3apofplLlieBble KNMETKW, U TOrAa NocnefcTsus rnepefatotcs noTomn
BY M BO3HWKAaOT HACMeACTBEHHbIE 3a00neBaHus. MyTauum, BO3HM
KatoLLlMe B COMaTUYECKUX KNEeTKax, He NPUBOAAT K HAaCNeACTBEHHbLIM
60/1E3HAM, HO NleXkaT B OCHOBE Ma/IUrHU3aUUM U HEKOTOPbIX BPOX
[leHHbIX 3a60neBaHMn. Ha OCHOBE 06beMa FeHeTMYECKOro U3MeEHE
HWUSA MyTauMu NoApasfenstoT Ha TpU KaTeropun. eHOMHbIe My Taumn
BK/KOYAIOT B Ce6s yTpaTy MAW, Hao60poT, MPUPOCT LIENOA XPOMOro
Mbl, 4TO AaeT Hayasio MOHOCOMUMN WU TPUCOMMUU. XPOMOCOMHBIE My
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Taum —3TOo nepepacnpegenieHne reHeTMYeCKOro marepuana, Bbipa-
XaroLLeecs B CTPYKTYPHbIX U3MEHEHMSAX XPOMOCOM, MX MOXHO 006-
HapY>XUTb M0 MUKPOCKONOM. OAHAaKO M3MEHEHUSI KONNYeCTBa Um
CTPOEHWS XPOMOCOM MepefatoTCs Mo HAC/eACTBY HEYACTO, MOCKO/b-
Ky 60/IbLLUIMHCTBO U3 HUX HECOBMECTUMbI C XU3HbHO.

MopasnstoLlee 60MbLINMHCTBO MyTauuid, C KOTOPbIMU CBSA3aHbI
HacnefCTBEHHbIE G0ME3HN, MPOMCXOAUT HA YPOBHE TFEeHOB. [EHHbE
MyTaLun MOryT NPUBOAUTL K YAaCTUYHOM UAW NONHOW fenelmm (yia-
NEHVIo, CTUPaHUIO) FeHa, HO Yallle BCEro rnopaxaetca 0fHO OCHOBa-
Hue. Hanpumep, VMEHHO OHO HYK/e0TUAHOE OCHOBaHWE 3ameLla-
€TCAA COBEPLUEHHO APYrVM MpW TOYKOBOM MyTaLui. Pexe npomcxo-
[AT feneumns uam MHcepUms &CTaBKa) OfHOWN 1K ABYX Map OCHOBa-
HuiA B AHK, 4TO NpuBOANT K M3MEHEHMWIO PaMKW CUUTbIBAHWS Koaa
¢ HuTM OHK. YKasaHHOe M3MeHeHMe OTHOCAT K MyTauuam Tuna
clBura pamkun CUUTbIBAHUA.

MocnencTems MyTauuid pasnnMyuHbl. OHW 3aBUCAT U OT TUNa My-
Tauum, v OT NI0KanM3auun, B YaCTHOCTW OT caliTa, B KOTOPOM OHa
MPOVCXOAMUT.

TouKOoBble MyTaLW B KOOVPYHOLLYX MOC/IEA0BATE TbHOCTAX HyK/Ie-
omaoB AHK. ToukoBasi MmyTauus (3ameLleHne O4HOr0 OCHOBaHMS)
MOXET M3MEHSTb KOZ B TPUMJIETE OCHOBaHWUIA 1 NPUBOAUTHL K 3aMeHe
OAHON aMUHOKWUC/OThI Ha APYrylo B FTEHHOM MpogykTe. MOCKOMbKy
Takve Mpouecchl M3BPalaldT CMbIC/, T.e. MOPALOK FeHeTUYecKoro
KO3, WX 4YacTO Ha3blBalOT M3BPALLEHHO-CMbIC/IOBbIMU, WU MUC-
CCHC-MyTaumamMmn. XapakTepHbIM NPUMeEpPOM SBNSETCA CEPrnoBMAHANA
MyTalus, Mopaxarowas pP-rnobuHoBYHO Lienb remorno6uHa (.
rnasy 12). Mpu sTtom HykneotugHbli Tpunnet CTC (B8 MPHK —
GAG), KOANPYIOLLMIA TNYTaMUHOBYIO KUCMOTY, 3ameHsieTca Ha CAC
(8 MPHK —GUG), KoampytoLuin COBEPLLEHHO APYry0 aMUHOKMC-
noTy — Ba/MH. KOHEYHO, 9TO K3BpaLLAeT (PU3NKO-XUMUYECKME
CBOWCTBA remornobuHa 1 NpuBOAMT K PasBUTUIO CEPMOBUHO-Ke-
TOYHOW aHemMuK.

MoMUMO 3aMeHbl aMUHOKMCNOTbI NPU TOYKOBON MyTaLuun, amu-
HOKUCNOTHbIA KOJAOH MOXET 3aMeLlaTbCcs TePMUHAIbHbIM KOLOHOM
uenn (cTon-kogoHom). Takoil npouecc HasbiBaeTcs 6eCcCMbICNEH-
HOA U HOHCEHC-MyTauuen. BepHemcs K npuMepy ¢ p-rno6uHoMm.
ToukoBas MyTauus nopaxaeT riyTaMuMHOBbIN KOfOH CAG, co3fa-
Baa cTton-kofoH UAG npu 3amelieHun ocHosaHua C Ha U. 3T0
NPUBOAUT K MPeXAeBPeMEHHOMY OKOHYaHWUIO TPaHCAALMmM p-rnobu-
HOBOrO reHa W B pe3y/bTaTe K ObICTPOMY pacLLensieHn0 KOPOTKMX
nenTugos (Nentuibl - CTPYKTYPHble 3MEMEHTbI MOMeKyn 6enkoB B
BMAE OCTATKOB aMWUHOKMUCIIOT, COELMHEHHbIX aMUAHbIMU CBA3SAMU).
V 60/IbHbIX C TaKMMW HapyLUEHWSMMW OTCYTCTBYIOT P-rf106MHOBbIE
Lenn ¥ BO3HMKaeT TsKenas gopma aHemumu, pe-tanaccemus (Cwm.
rnasy 12).

MyTaumm B Mpederax HEeKOOVPYHOLLMX  Moc/ieaoBare/lbHOCTEN.
MyTaumn, KOTOpble He KacaloTcs 3K30HOB, TOXe CMOCOOHbLI Bbl3bl-
BaTb HapylleHua. TpaHckpunuma JHK nHuummpyetcs u perynupy-
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eTCs NnocnefoBaTe/IbHOCTAMU NPOMOTOPOB U 3HXAHCEPOB, Pacnoso-
YKEHHBIX MPOTMB WM MO XOLy €e HarpasfieHUs WU MONAPHOCTU
reHa (cMm. cxemy 8.4). TonkKoBble MyTauuu B 3TUX PErynsTOPHbIX
nocnefoBaTeNbHOCTAX UK UX CTUPaHUe MOTYT MPensTCTBOBaTb CBA-
3bIBaHUIO (DaKTOPOB TPaAHCKPUMLMKU 1, TaKUM 06pa3oM, MPUBOAUTH
K 3HaUMTEelbHOMY YMEHBLLUEHUIO WM JaXe MOSMHOW yTpaTe TpaHc-
kpunumm (no R.S.Cotran, V.Kumar, T.Collins, 1998). 370 6blBaeT
Mpu  OMpejAeneHHbIX (opMax HacneACTBEHHON reMOoSMTUYECKON
aHeMuun. Kpome TOro, TONKOBble MyTauuW B UHTPOHaxX COMPOBOX-
AaroTcs  fiedheKTaMy  CMaiicMHra  BMELUMBAIOLLMXCS  MOC/eA0Ba-
TeNbHOCTEW, UYTO MPensATCTBYeT HOPMaslbHOMY MPOLECCUHTY TPaHC-
KPUMNTOB MHUUManbHOi MPHK © npuBOogUT K HeAOCTaTOYHOMY
thopMmnpoBaHUI0 TpaHckpunToB 3penoit MPHK. Takum o06pasom,
TPaHCAALMA HE MOXET COCTOATLCS, U FeHHbIA NPOAYKT He CUHTEe3N-

eTCA.
P Jencuym (ctypaHus) n nHcepumn (BCTaBku). Manble geneuuu, a
TaKKE MHCEPUMM B KOAUPYIOLLEA MOCnefoBaTelbHOCTU HYK/IE0TU-
[10B BefyT K U3MEHEHUIO paMKW CUUTbIBaHUA ¢ HUTU AHK — myTa-
LMAM CABUra pamKy CYMTbIBaHUA. Tak, rnaBHOM MPUUMHOA 6one3HU
Tes—Cakca (W.Tay, B.P.Sachs; HacnegcTBeHHas ManoTua) aBnseT-
CA UHCEepLMS YeTblpeX OCHOBAHWUM B reH rekcoaMmuHuaasbl A. 3Ta
MyTauus npossaseTcs y 4—6-MecayHbIX MNafeHLUeB, YacTo Y feTei
eBpeeB-allikeHasn. Ecnu peneums WM MHCEpLMA MopaxkaeT Tpu
napbl OCHOBaHWI wn 6onee, TO CABUIA PaMKW He MPOMCXOAUT, W
BMECTO 3TOr0 CUHTE3UPYETCA MYTaHTHbIN 6enoK, NULEHHbIA OHOM
1 6onee aMUHOKMUCNOT.

TakumM 06pa3om, MyTalun MOTyT NPensTCTBOBaTL CUHTE3Y 6efka
Ha pasHbIX YPOBHAX. [1py CTUpaHWX TeHOB M TOYKOBbLIX MyTaLUsX
MPOMOTOPHbIX  MOC/ef0BaTeNIbHOCTE  MOXET O6blTb  MOfaB/eHa
TpaHckpunuusa. MyTauum, NopaxaroLne UHTPOHbI MW YYaCcTKKN CO-
eAVHeHns 3k30HoB B MPHK (nocne yganeHus MHTPOHOB), 160 TO
1 apyroe, cnoco6Hbl HapyLwatb npoueccuHr MPHK. Ecnu e cton
KOZOH Npu MyTauuy TePMUHANLHOW Lienu co3aaeTca B npejenax sk
30Ha, TO HapyLlaeTca npouecc TpaHcnauun. HakoHew, HekoTopble
TOYKOBbIE MyTaLUKU MOTYT NPUBECTU K POPMUPOBAHUIO HEHOPMa/b
Horo Genka 6e3 ocnabneHusi Kakoi-nMbo CTagMm GeNKOBOro Cum
Tesa

MyTaumm NponCXofAT CnoHTaHHO BO BpemaA pennnKaunn AHK
OnpefeneHHble hakTopbl M BO3AEACTBMS OKpYXKatoLLEein cpedbl (pn
Avaums, MHOTMe XUMUKaTbI, BUPYChI) NOBbLILIAKOT YacTOTY TaK Hasbl-
BaeMbIX CMOHTAHHbIX MyTauuid. Jlobas MyTaums — pesy/bTaT CroK
HOr0 MHOrO3TanHOro npouecca, HauMHAIOLIErocs C MOABMAEHUA W
JHK Kakoro-to nepBuYyHOro M3meHeHWs. [locnefHee MOXET X
NJOTUTLCA B MyTaLMIO, SABAAIOLLYHOCS CTONKUM u3MeHeHnem OHK.
HO MOXeT W MUCYe3HYTb Mpu penapauuy (BOCCTAHOBNEHMU) HOP
MasnbHoOl cTpyKTypbl AHK. [Ans TOro 4ytobbl Takoe BOCCTAHOBNENWT
MPOU3OLLNO, ~HYXXHa (hMKcalUus COOTBETCTBYIOLLMX W3MEHEHUIA W

HK.
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Wcexops n3 n3noXeHHoro, 06patuMcs K TpeM OCHOBHBIM KaTero-
PUAM TEHETUYECKUX PACCTPOMCTB: HapyLUEHUSAM BbIPOXEHHOro 3g-
thekTa (OeNCTBUA), CBA3AHHBIM C MYTAHTHbIM TeHOM; 60/1e3HsAM C
nonndakTopuanbHoli (MOAUFeHHON) HacneACTBEHHOCTLID; XPOMO-
COMHbIM 60ne3HsM. [epBasi KaTeropusi BK/IKOYaeT B cebs OTHOCU-
TeNbHO peAkve 3aboneBaHWs, TakMe Kak 60Me3HW HaKomnjeHus u
BPOX/EHHble OTK/IOHEHUS MeTabo/imsma. Bce oHW ABAAOTCA pe-
3y/bTaTOM MyTaumWii OAHOTrO reHa. MOCKObKY GO/bLUMHCTBO MyTa-
UMiA pa3BMBaETCA B COOTBETCTBMM C K/1aCCUYECKMMW 3aKOHaMW
MeHngena (GJ.Mendel, 1822—1884; aBCTpO-YeLUCKUIA eCTeCTBOMUC-
MbiTaTe/lb — OCHOBOMONOXHUK YYEHUS O HacnefCTBEHHOCTH), WX
4acTo 0603HAYalOT Kak 3aboneBaHWs, pasBMBalOLMECA MO 3aKOHAM
MeHzens unu cokpalleHHO MeHAenesbl 60ne3HW. BTopas kateropus
00beIMHAET HEKOTOPbIE U3 HaMbONee pacnpocTpaHeHHbIX GonesHel
YesioBeKa, Takue Kak 3CCeHUManbHas runepteHsns (rmnepToHuYec-
Kas 60M1e3Hb) U caxapHblii AnabeT. VIX HasblBalOT MOAN- UAWM MY/b-
TUhaKTOopNabHbIMK (MOANTEHHLIMK) 60ME3HAMMN (13-3a O4HOVMEH-
HOrO TUMa HacnefoBaHUsA), a Takke MHOrogakTopHbIMW, T.K. B
yucne UX 3TUONOTMYECKUX (PAKTOPOB HaxXOAATCA W reHeTUYecKue
NPUYMHLI, 1 PaKTOPbl OKPYXKatoLeid cpedbl. puyemM reHeTuyecKuii
KOMMOHEHT BK/OYaeT B cebd 406aBOYHOE B/IMSHWE MHOXECTBEH-
HbIX FEHOB «Ma/loro adpekTa». 3HauyeHMe ke (PaKTOPOB OKpPyKato-
LLein cpedbl MOXET BbITb C1abbIM MU BbIPOXKEHHBIM, HO B HEKOTO-
PbIX CyYasX 3TV PaKTOpbl UIPatOT ONPeAeneHHY0 Pofb 418 MposiB-
neHnst 60ne3HN. TpeTbs KaTeropusi 06beanHseT 60Ne3HM, NPonCXo-
JAlWe BCNeACTBME TEHOMHbLIX WAM XPOMOCOMHbLIX MyTauuil 1 cBS-
3aHHble C KOJIMYECTBEHHLIMWU WU CTPYKTYPHLIMU M3MEHEHUSAMM
XpoMocoM. K 3TWM Tpem XOpOLUO M3BECTHLIM KaTeropusM Hy>KHO
[06aBUTL YeTBEPTYIO, OOBLEAMHAIOWYIO TPYMny PasHOPOAHbLIX pac-
CTPOICTB, MPOW3BOAHbLIX OAHOr0 TeHa, C HEeKTaCCUYECKMM TUMOM
HacnefoBaHusA. Crofja BXOAAT HapyLUeHUs, pa3BuBatoLLmMecs npu no-
BTOPHbIX MyTaLWsX TPUNAeTa, TeX, YTO NPOUCXOAAT OT MyTaLUmWin Mu-
ToxoHapuanbHoin AHK 1 Tex, B KOTOPbIX UMMAPUHTUHT (OTneyaTbl-
BaHWe) reHoMa BAMUSIET Ha TpaHCMmuccuto. Mepexofum Tenepb K pac-
CMOTPEHUNIO KaXKAOW U3 YETbIPEX KaTEropuii.

N.3. 3aboneBaHus, passmBatoLLmecsa No 3akoHam MeHgens

M3yuast MOHOTMGpMAHOE CKpeuiMBaHue pacTeHuid, I'.MeHgens
YCTaHOBWN eanHoo6pasve ocobein NepBoro NOKOMEHMs nocne CKpe-
LUMBaHNSA TOMO3UIOTHBIX poauTeneil (1-i 3aKOH), a Takxe ycTaHo-
BWN ABMIEHUA JOMUHAHTHOCTY (B COBPEMEHHOM MNPeLCTaBeHUU: aK-
TVBHOTO MOJAABMEHUS CO CTOPOHbI AOMWHAHTHOIO TeHa annesbHoA
napbl 3KCMPEeCcCUU, WM NPOSBAEHNS APYTOro reHa 3ToW Mmapbl) 1 pe-
LIECCMBHOCTU (HEaKTMBHOMO COCTOSIHWS, He MNpOsBAAlOLEro cebs
|cHa). danee, oH NocTynupoBan (2-i) 3aKOH pacLLernsieHns), CornacHo
KOTOPOMY MOC/Ne CKpelrBaHMs NMOTOMKOB [BYX FOMO3UrOTHbIX pPO-
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OuTenei B crepytoLleM NoKOEHNM MPOUCXOAMT 3aKOHOMEPHOe pac-
LLernsieHne No reHoTuny B COOTHOLWeHUM 1:2:1, B TO Bpems Kak pac
WwenseHne no (eHoTUny 3aBUCUT OT B3aMMOAENCTBMA annenei
W3yuaa coyeTaHWs NpPU3HAKOB MOTOMCTBA, MOJIYYEHHOro B pe3ysb
TaTe NPOCTbIX MU COXHBIX CKpewuBaHuiA, I.MeHgenb He TOAbKO
060CHOBaN AOKTPUHY O HE3aBMCUMOM COYEeTaHUWM MPU3HAKOB (He3a-
BMCVMOM HAaCMefloBaHWM), HO W BbISCHWUA NPUPOLY KOMOGWHATUBHOM
M3MEHYMBOCTU. Ero yyeHne — MeHAenn3M — COCTaBUIO MepBoHa
yasibHOe AP0 K1aCcCUYeCKON reHeTUKU.

K HacTosiemMy BpeMeHU KONMYECTBO 3ab0neBaHWil, pasBrBato
LUMXCA MO 3aKOHAM K/IaCCUYECKOM MeHeTUKN U UMEIOLLMX Y Yeso
BEKA MPW3HAHHbIA HO30M0TMYECKUA 1 KnacCUMUKALMOHHBIA CTa
Tye, npeBbiwaeT 4500. YCTaHOBMEHO, YTO KaXAbliA WHAVMBUAYYM
ABNAETCA HOCUTENeM OT 5 [0 8 «BpedHbIX» reHoB. K cyacTblo,
GO/bLUMHCTBO M3 HUX PELLeCCUMBHbI U MOTOMY He UMEIOT Cepbe3HbIX
nocneacTeuin ans ¢eHotmna. Okono 80—85 % TakMX MyTauwi
MMEIOT CeMeliHyto npupogy. Bce ocTaslbHble M3MEHeHWs NpeacTas
NAT c060i HOBble MyTaLWKW, NPUOOPETEHHbIE B TEUEHME >KU3HM
4esioBeKa.

HekoTopble ayTOCOMHble MyTaLuMu UMEKT YaCTUUHYH 3KCnpec-
CUI0 Y TeTepo3uroT (y OpraHUsMoB C ABYMS pasHbIMWU anfiensmu
OJHOTO reHa: JOMWHAHTHbLIM U PELLEeCCUBHBLIM) U NOSHYHD —Y FOMO-
3UroT (MMeroLLMX WAEHTWUYHbIE aNfenn OAHOro reHa). Tak, cepno-
BUHO-K/IETOYHAs aHeMWUS Pa3BMBaeTCA MpY 3ameLleHMn HopMasb
Horo remornobuHa (HbA) Ha remorno6uH S (HbS). Ecnun yenosek
rOMO3WUroTeH MO OTHOLUEHWIO K MYTaHTHOMY reHy, BeCb ero remo-
rnobuH npeBpawlaeTcs B aTUNUYHbLIA TN S. 3TO 3aboneBaHMe pas-
BMBAETCA AaXe MpY MOHMXKEHHOM aTMOC(HEepHOM AaB/EHUW KUC/O0
poja, T.e. UMEIOTCA CeprnoBuaHas feopmalms BCeX 3pUTPOLMTOB U
remMofiMTMyeckas aHeMus. Y reTepos3uroT TOJIbKO YacTb remMorso6u
Ha 3aHaTa Tunom HbS (octanbHas — 3aHsATa HbA), noatomy cepno-
BUAHaA fedopmaLms 1, BO3MOXHO, FeMO/n3 3pUTPOLMTOB BCTpeya
I0TCA NULLb B CUTYauUsaX, CBA3aHHbLIX C NpebbiBaHWEM MPU HU3KOM
[laBneHMn kucnopoga. Takume WU3MEHEHWS OTHOCAT K CeprnoBMAHO-
KMETOYHON aHOMaNuu WK reTepo3nroTHO hopme S-remorfiobrHo
naTmu, B OT/IMYME OT BbIPOKEHHOW CEeproBUAHO-KNETOYHOW aHe-
MU

HecmoTpa Ha TO YTO 3KCMPECCUIO reHa 00bIYHO ONUCHIBAIOT Kak
JOMUHAHTHYIO WM PeLLeCCUMBHYIO, B HEKOTOPBIX C/lyYasx y retepo
3UrOT HaxodAaT B COCTOSIHMM MOJSIHOWM 3kcnpeccum 06a annens red
HOW Napbl. 3TO COCTOSAHWE Ha3blBAOT KOLOMWHAHTHOCTLIO. UCTO
COBMECTUMOCTb W B3aMMO[ECTBME aHTUIEHOB rPyNnM KPOBW [aHu
XOpoLUne NpuMepbl KOAOMUHAHTHOIO Hacne0BaHus.

OAvH MyTaHTHbIA TeH MOXET MNPUBOAWTbL KO MHOTUM TepMu
Ha/IbHbIM ell(OHLLeBbIM) M3MEHEHUAM, COCTaBNAOWNM MOHATME
neMoTponun (CNOcO6HOCTU reHa BAMATL 60siee YeM Ha OfAMH Npu
3HaK, Ka&XAblA M3 KOTOPbIX MOXET ObITb He CBA3aH C Apyrumu). U
Hao60poT, MyTauuu B HECKOJSIbKMX NOKYCax MOrYT BbI3blBaTb Ty 3€
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aHoMasInK (reHeTMYeckas reTeporeHHocTb). CepnoBUAHO-KNETOu-
Hasa aHeMus MOXET CMYXWUTb MpuUMepoM nneioTponun. Mpu 3ToMm
HacneACTBEHHOM 3a60/1eBaHNM He TOMbKO TO/IKOBasi MyTauums npu-
BOAMT K 06pasoBaHMio HbS, 4To npegpacnonaraeT K remonunsy, Ho u
M3MEHEHHbIe 3PUTPOLMTLI 06HAPYXKMBAIOT TEHAEHLMIO K (hopMUpo-
BaHWIO CTasa B MeJIKMX cocyfax (HO He Tpomba). B cBOO ouyepefp
cTa3 13 AetOpMMPOBaHHbLIX 3PUTPOLUTOB CMOCOBCTBYET PasBUTUIO
(hmbposa ceneseHKM M KOCTHOIO MO3ra, a Takke MH(apkTos. Bce
3TU BTOPWYHbIE MOPAXXEHUS OPraHOB CBS3aHbl C MEPBUYHBIM Aedek-
TOM CMHTE3a remorniobuHa. B To e BpeMs, NofiHas feTcKas rnyxo-
Ta, SBHO roMOreHHoe 3aboneBaHme, cBsizaHa ¢ obbIM 13 16 pasnny-
HbIX TUMOB ayTOCOMHbIX PELLECCUBHbLIX MyTauuii. BbisiBNeHue reHe-
TUYECKOW reTeporeHHOCTM BaXHO He TOMbKO [/ TFeHeTUYEecKOl
TPaKTOBKM COCTOSIHUSA, HO W 18 NOHUMaHWS naToreHesa psga 3abo-
NeBaHWiA, B TOM YMC/Ee TaKUX Kak caxapHbli Anaber.

Bugbl nepegaun 3a6oneBaHunii, CBA3aHHbIX ¢ 04HUM reHom. MyTa-
LMK, B KOTOpPbIE BOBJIEYEH OAWH FEH, COMPOBOXAAKT 00bIMHO OAMH
13 TPeX BUAOB HACNeoBaHWA: ayTOCOMHO-4OMUHAHTHBIA, ayTOCOM-
HO-PELIECCUBHbIA 1 CBA3AHHBIA C X-XPOMOCOMOIA.

AYTOCOMH O-AOMMWHaHTHbIe 3aboneBaHNs 06-
HapY>X1BAKOTCA B FeTEPO3UTOTHOM COCTOSHWMW, MO3TOMY MO KpaiiHew
Mepe OfWH pPoAUTESlb NPU 3TOM UMEET reHHbIe N3MeHeHMs. Mopaxa-
t0TCA poauTeny oboux nosios, U 06a nona nepesaroT 3abonesaHUe.
Ecnm nuuo ¢ ykasaHHbIM 3a60/1eBaHNEM KEHUTCA WM BbIXOAUT
3aMyXX 3a YeNI0BEKA, HE MMEHLLEr0 JaHHbIX U3MEHEHUIA, TO KaXablid
X pebeHOK MMmeeT oguH waHc u3 asyx (50 %) 3a6onetb. Kpowme
3TOro, ayTOCOMHO-AOMWHAHTHbIE 3a00/1eBaHNS XapaKTepu3ytoTcs
CNeLyHoLLIMM.

Bcsakunin pas, Korga 3axoauT pedb 06 3Tol rpynne 3abonesaHui,
HaXodATCS HECKONIbKO GO/bHbIX, Y KOTOPbIX POAWUTENN HE MUMeHT
TakoW naronorun. Takve naumeHTbl 3a00N1€BAIOT BCNEACTBME HOBbLIX
MyTauuii B AALEKNETKE WK CNiepMaTo3omae Mx poavTeneit. bpatbs
W CECTPbI 3TUX NNL, OCTAKOTCS He TO/IbKO He MOPaXXEHHbIMU, HO W He
NOABEPXEHHBIMY MOBbILEHHOMY pUCKy. KonnMyecTBO 60/bHBIX C
rakol natonoruei, Nosy4yeHHOW WMEHHO NPU HOBbIX MyTaumsX,
CBA3aHO C BO3AENCTBMEM AyTOCOMHO-AOMWHAHTHOIO 3ab0/1eBaHMA
Ha penpoLyKTVBHYK CMOCOOGHOCTb. Ecnn 3To 3ab60nieBaHMe 3aMETHO
YMEHbLLIAET BO3MOXHOCTb PEMPOAYKLUM, TO OOMbLUMHCTBO HOBbIX
reHeTMYecKnx 3aboneBaHU SBNAETCA CNEACTBUEM HOBbLIX MYTALMA.
1locnefHue 3a4acTyt0 BCTPeYatoTCs B 3apOAbILLEBbIX KIETKax NOXu-
NbIX OTLLOB.

KnnHnuyeckre npu3Haky MOryT ObiTb BUOU3MEHEHbI C MOMO-
LbI0 CHWXKEHHOI MEeHeTPaHTHOCTK (MeHeTPaHTHOCTb — YacToTa M
BEPOATHOCTb MPOSB/EHNA TeHa) W PasfIMYHON 3KCMPECCUBHOCTU
reHa. HekoTopble fMLa HacNeayrT MYTaHTHbIA FeH, HO U3MeHeHUs
(heHOTUMMNYECKN He MPOSBAATCA. 3TO U eCTb CHUKEHWE MeHeT-
paHTHOCTW- [oCneaHAs BbIpaKaeTCA MaTeMaTUUecKMM CnocoboM:
raK, NATUAECATUMNPOLEHTHAA NEHETPAHTHOCTL YKasbiBaeT, 4To 50 %
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HOCuTeNeli COOTBETCTBYHOLLErO FeHa 3KCMpeccmpytoT 60ne3Hb. dak

TOPbI, BMAIOLME HA NEHETPAHTHOCTb, OCTAlOTCA NMOKA HEU3BECTHbI-
MW. B oTanMume OT MEeHETPaHTHOCTW, ecnn 3aboneBaHne OBHapyXu-
BaeTcsA y BCEX /INL-HOCUTENeld MyTaHTHOrO reHa, HO BbIPQXEHO Y
HUX NO-pa3HOMY, TaKO TUM OTHOCAT K Pa3/IM4HON 3KCMPECCUBHOC-
Ti. MpYMEPOM MOTYT CTY>XUTb BapbUpYHOLLME NPU3HAKKN HeApogno-
pomMaro3a: OT KOPWUYHEBATLIX MATEH Ha_KOXE [0 MHOXECTBEHHbIX
BHYTPUKOXHBIX ONyX0Mei 1 fedopmaLnii KocTen.

Bo MHorux cnydasx 3abonesaHue NposBAseTcs Mo3LHO, MHOrAa,
KakK npv 60ne3Hn XaHTUHITOHA, MepBble ero CUMMTOMbI OGHapYXu
BaKOTCA MO OKOHYaHWUUN aKTWBHON B3POC/ON YXMU3HM.

Mpn ayTOCOMHO-LOMMWHaHTHbLIX 3a60/1€BaHUAX B NpoLecc 06bIY-
HO BOB/eYeHbl ABe [/laBHble KaTeropum He(epMeHTHbLIX O6e/KoB:
MPOTENHbI, YYaCTBYIOLLME B PETYNALMU CNOXKHBLIX METaboNNYecKnx
MEeXaHW13MOB, YacTO NOAYMHEHHbIE KOHTPO/IO 06paTHOW CBA3M, Ha
npumMep, MembpaHHbIe PeLenTopbl Y TPAHCMNOPTHbIE BenKkun, 1 Bax
Helwme CTPYKTYpHble O€/KW, Takue Kak KOfijareH, KOMMOHEHTbI
LuMTOCKENeTa MeMbpaH 3puTpoumToB (CMeKTpuH). TlockonbKy Ao
50 % yTpaTbl (PEPMEHTHON aKTUBHOCTU MOXET KOMMEHCMPOBATHLCS,
MYyTaUMM TeHOB, KOAMPYHOLLMX (DepMeHTHble 6enku, Kak Mpasuso,
He NPOSIBNAKOTCA MPU ayTOCOMHO-40MUHAHTHOM BapuaHTe Hacneau
BaHMA. MexaHu3Mbl, NPY KOTOPbLIX NOTEPS OAHOr0 HOPMASTLHOT O an
Nens [aeT Hayano TSKeNbIM W3MEHeHUsM (DeHOTWUMA, He Halu
noka nosIHOro 06 bACHEHUS.

B HekoTOpbIX Ciy4yasix, OCOBEHHO Korja reH KOAWpyeT OfHy
cyObeauHULY MyNbTUMepHOro 6efika, HanpuMep KosnnareHa, npo-
LYKT MYTaHTHOrO anfiefii MOXeT NPensTcTBoBaTb (DYHKLUMM HOp
ManbHOro 6enka. 310 BUAHO Ha npuMepe |l TMna HecoBepLUEHHOr0
ocTeoreHesa (MAMOMATUYECKOro ocTeoncaTnposa). Mpu atom ayTo-
COMHO-OMWUHaHTHOM  3a60/1eBaHUM  MMEETCH  MUCCEHC-MyTaLMM
reHa, Kogupytoulero uenb a-1 konnareHa | Tvna. llonaratoT, 4TO
50 % uenen a-1 y retepo3nroT MyTaHTHbl. MOCKOJ/IbKY KaXKaasd Mo
NeKyna KonnareHa npeacTaBaseT coboli cnmpanbHbii TpumMep (Mose
Ky”ny, 06pa30BaHHY0 TPeMs MeHee CMI0XKHbIMU UAEHTUYHBIMW MOJie
Kyfiamu), COCTaB/IeHHbI 13 ABYX LiEMei a-1 v ofHOiA Lenm a-2, ¢y
YyaiiHas CBSI3b HOPMASIbHOW U MYTAHTHOR Lenei a-1 ¢ HOpPMaJlbHbI
MU Lenamu a-2 opMupyeT TpU BapuaHTa Mofekyn KonnareHa |
na: HOpMa/bHbIA, T.e. He CodepXaljnii MyTaHTHOW uenn a-1.
C OfLHOM MYTaHTHOW Lenbto a-1; ¢ AByMs MyTaHTHbIMK LensamMu a-1
YKa3aHHble TPW (hOpMbl BCTPEYatOTCA B COOTHOLWEHUM 1:2:1. Takum
o6paszom, 75 % Bcex TPOWHbIX CrMpasell KonnareHa cogepXar my
TaHTHYIO Lenb. 3TW TpUMePbl NI0X0 NOAAAIOTCSH COOPKE W Mpexae
BPEMEHHO pacluennatTca. B utore BO3HWKaET BblpaXkKeHHas Hepno-
CTaTOUYHOCTb KOJIareHa 1 TsKenble CKENETHbIE NMOPaXeHUs. B aTom
MpMMepe MYTaHTHBIA annefb Has3blBAeTCA [AOMUHAHTHO-HEeraTum
HbIM, 160 CHUXKAET PYHKLNIO HOPMASTbHBIX asifeNeid.

B 1abn. 8.2 npuBefeHbl Haubonee 4acTble ayTOCOMHO-A0MM
HaHTHble 3a60/1eBaHus.
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Ta6nuuya 8.2. AYyTOCOMHO-IOMHHAHTHbIe 3a60/eBaHNs

YactoTta Ha 1000

Cuctema 3abonesaHue "
pOXAeHNI

HepBHas Bone3Hb XaHTUHITOHA 0,5
Helipojpubpomaros 0.4

AucTpohmueckas MMOTOHUSA 0,2

Ty6epo3Hblii cknepos ?

JomMuHaHTHasa cnenoTa 0,1

[JoMuHaHTHaa BpPOX/JeHHasa rnyxoTa 0,1

A OMWHAHTHBLINA OTOCKNEpO3 3,0

MoueBbiBOAAL AA MonnKncTo3 novek 1,0
MuuieBaputenbHas CeMeliHbIi NONUNO3 TONCTOW KULLKK 0,1
KpoBeTBOpHas HacneacTBeHHbI cthepoumnTos 0;7
bonesHb hoH BunnebpaHga !

KocTHo-cycTaBHas CuHapom MapdaHa ?
CuHppombl dnepca—aHnoca 7

MHOXEeCTBEHHbIe 3K30CTO3bl 0,5

HecoBepLluieHHbI ocTeoreHes 7

AXOHApPONNasns 7

O6MmeH BeLiecTB CeMellHasa rmnepxonecTepuHemMus 2
7

OcTpas nepemexatoliascs noppupus

AyTOCOMH O-peLeccCuUBHbIe 3aboneBaHmMsa co-
CTaBNAIOT camyto 60MbLUYIO rpynmny 3ab0/ieBaHNIA, pa3BMBatOLLMXCS
MO 3aKOHaM MeHgens. TMOCKONbKY OHW BO3HWMKAKT TOMLKO TOrAa,
Korga oba annens JaHHOTrO JI0KyCa FeHa SBAAKTCA MYTaHTHbIMY,
> 3a00/1€BaHNSA  XapakTepuUsyTCH CREAYIOWMMA  NPU3HAKaMU:
aHoOManus He 06A3aTe/lbHO NOpaXaeT poAuTenein, HO MOXET BCTpe-
yaTbCsl y 6paTbeB WK CecTep; O6paTbs U CECTPbl UMEKT OAUH LUAHC
3 YeTbIpeX ObITb BOB/IEUEHHLIMU (MHbIMK C/I0BaMU, PUCK MOBTOpe-
HUs gocTuraeT 25 % Npyu KaXKAOM POXAEHWUMW); eC/IM MyTaHTHBIWA TeH
BCTpeyaeTcs B MOMyNALMM C HA3KOW YacTOTOM, ecTb 60/bLUas Bepo-
ATHOCTb, YTO NpobaHf (POAOHAYASTbHMK) POXAeH B €AMHOKPOBHOM
W POLCTBEHHOM 6pake. BO/bLIMHCTBO ayTOCOMHO-PEL,ECCUBHbIX
LW6oNIeBaHNIA XapaKTepusyeTcs CheaylowyMy npu3Hakamu. Yacto
BCTPEYaEeTCs BbIp@XEHHOE CHUXXEHWE MeHeTpaHTHOCTU. B aTom cny-
Yae HOBble MyTaUMW K/IMHWYECKU ONpefenstoT peako. ockonbKy
WHAMBMAYYM C HOBOW MyTauueid aBnseTca 6ecCMMNTOMHON reTepo-
1/IroTold, MOTryT CMEHWUTLCS HECKO/IbKO MOKOMEHW, NPeXae Yem mno-
TOMKM BCTYNAT B 6paK ¢ reTepo3nrotamMmm 1 NpousseyT AeTeli C Bbl-
PaXEHHbIMU KIWUHWYECKUMK NpU3Hakamu. Bo MHOrmMx cniyuvasx B
X0fe MyTauum W3MEHSOTCA (DePMEHTHble OefKU. Y reTeposuroT
CUHTE3MPYIOTCA B PaBHbIX KONMYECTBaxX HOPMasibHble U MyTaHTHbIE
6enkn. ECTECTBEHHbIA MOPOr COXPaHHOCTM 06ecrneymBaeT HOpMasb-
Hyt0 (DYHKLMIO TeX KNETOK, KOTOPble COXPaHAKT MOMOBUHY CBOMX
00ObIYHBIX COCTaBHbIX YacTeld.
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Ta6nuuya 8.3. AyTocoMmno-peLeccnamble 3aboneBaHuns

YactoTa Ha
Cucrtema 3abonesaHue 1000
POXAeHWA
O6MeH BeLecTB MykoBucumnpgos 0,5
P CHUNKETOHYPUSA 0,7
[anakToacmusa !
FomouncTUHYpUA ?
BonesHn Nnn3ocomManbHOro HakonaeHus 7
HepocTaToyHOCTb CL-aHTUTPUNCUHA 7
bone3Hb BunbcoHa 7
Femoxpomaros 7
BonesHn HakonneHns rnmkKoreHa
Mykononucaxapupo3sbl 0,1
KposeTBopHas CepnoBuHO-KNETOUHAA aHeMUA ?
Tanaccemumn 7
SHAOKPUHHaAA BpoxfgeHHasa runepnnasns Hagno4ye4yHWKOB
ApQpeHOoreHNTanbHbI CUHAPOM 0,1
KocTHo-cycTaBHas CuHapom 3nepca—/[aHnoca (BapuaHThbl) 7
ANKanToHypus 7
HepBHas PeueccmBHoe cnaboymue 0,5
BpoxfeHHaa rnyxota 072
HeliporeHHble MbilleYHble aTpothun
ATakcua dpugpeiixa 7
ATpo(UA NMO3BOHOUHBIX MblLUL 0,1

AyTOCOMHO-peLeccBHbIE 3a60/1€BaHUA BK/IKOYAIOT B Ce6s NoUT
BCE BPOXK/AEHHble HapylLeHus meTabonmsma. Hambonee pacrnpoctpu
HeHHble 3a60/neBaHmMs nepeynceHbl B Tabn. 8.3.

3aboneBaHMsa, CBA3aHHbIe C X-XPOMOCOMOI
NnoyTU BCe pPeulecCUBHbl. EAWHCTBEHHLIM TEHOM, C YBEPEHHOCTL",
OTHECEHHBbIM K Y-XpOMOCOME, SB/SETCA reH, AeTepMUHMPYHOLLINK
(onpegenstowmii) (opMMpoBaHME ANYEK.

PeLieccviBHOe HacnefjoBaHWe, CBA3aHHOE C X-XPOMOCOMOM, Mpef,
CTaB/IeHO HeGONbLINM KONYECTBOM G0ME3HEN XOPOLLO OYepyeHHbIY
KMWHWYeCKU. B GONbLUMHCTBE C/ly4yaeB Y-XPOMOCOMAa He TOMOH U
rMyHa ¢ X-XpomMOCOMOM, N NO3ITOMY MyTaHTHble TeHbl X He VMeHM
napbl ¢ annensamy B Y. Takum 06pa3oM, My>KunHa ¢ X-CBA3aHHbIMH
MYTaHTHbIMWA reHaMu OTHOCMTCA K remusurotam (06nafatoTum
NULWb OJHWUM anfiefleM YKa3aHHOro reHa), a camo X-cBsi3aHHOe pr
LIeCCMBHOE HacnefoBaHue OblBaeT TObKO Y MY>UUH. MopaKeHHBbI
oTel, He nepefaeT 3a60/eBaHNe CBOUM CbIHOBbSM, OLHAKO MNepefato
ero no6oi 13 gouvepeil. CbIHOBbS OT FETEPO3UTOTHbLIX XKEHLLMH, PH
3yMeeTcs, UMEIOT B MOSIOBUHE CNy4aeB LLAHC Ha NosyyeHne myTall
HOro reHa. >XeHLWMHbI-reTepo3nroTbl 06bIYHO He WMEKT MOSHOM'
M3MeHeHUs (eHOoTUMNa U3-3a HaJMuMs CrapeHHOro HOpMa/lbHOM,
annens. Mo npuyMHe CnyYyainHON MHaKTMBALMMN OfHON 13 X-XPOMO
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COM Y >XEHLUMH MOCNefHNE BCE e MOryT 06/1afaTh pasINYHbIMU KO-
NNYECTBAMU KNETOK C aKTUBHOM MYTAHTHON X-XpOMOCOMOW. [103-
TOMYy CregyeT VMMEeTb B BUAY OTAASIEHHYH BO3MOXHOCTb AN HOp-
Ma/lbHOTO aJiiens CTaTb MHAKTUBMPOBAHHLIM B GO/bLUMHCTBE K/le-
TOK, YTO MPMBOAMT K MOJIHOMY MPOSIB/IEHNIO Y XXEHLUWMH TeTeposu-
rOTHbIX X-CBfA3aHHbIX 3ab0neBaHWii. [opa3fo valle HOPMasbHbIiA
annenb TepseT aKTUBHOCTb /ML B HEKOTOPbIX K/IETKAaX, U NMOTOMY Y
reTepo3nroTHOM XXEHLUHbI 3ab0/1eBaHMe MNPOSBASETCS /Wb 4ac-
TUYHO. T1pMMEPOM MOXET CNYXWTb AePUUNT rNHOK030-6-thocharae-
wmaporeHassbl. Mepeaatowmincs Ha X-XpoMOCOMY, 3TOT DEPMEHTHBbII
fehuumT, KOTOpLIA npefpacnonaraeT K reMoiusy spuTpouuTOB y
Co/lbHbIX, MPUHUMAKOLLMX OMpeAeneHHble BUAbl /IEKaPCTBEHHBIX
MpenapaTtoB, BbIPWKEH TOMbKO Y MYXUUH. Y XEHLUMH Xe Kakas-To
YacTb 3PUTPOLIUTOB MOXET ObITb MPOM3BEAEHA KNETKaMU KOCTHOrO
M03ra, B KOTOPbIX MMEETCS WMHAKTWBUPOBAHHbIA HOPMasbHbINA a-
nenb. Takne 3pUTPOLMTLI TOUHO TaK Xe MOABEPXKEHbI PUCKY FeMo-
/N33, KaK N UX aHaIorn Y TeMU3UTOTHBIX MY>KYMH. Takum 06pa3om,
YXEHLLMHbI — He NMPOCTO HOCUTENN YKa3aHHON aHOMa/IKn, OHM eLle
M YyBCTBUTE/IbHbI K FEMOMIMTUYECKAM pPeakuUWsM, BbI3BaHHbIM fle-
KapCTBEHHbIMK cpeAcTBamu. [MOCKOMBbKY KOMMYECTBO MOPaXKEHHbIX
3PUTPOLMTOB Y TETEPO3UTOTHBLIX XKEHLUH 3aBUCUT OT C/TyYaiiHOl
MHaKTUBALMN OfHOW M3 X-XPOMOCOM, FEMONMTMYECKas peakums y
3TVX XKEHLLMH MOYTM BCErfa MEHee TSHKEeNas, HeXenm y reMmmusnrot-
HbIX MY>XUYUH. BakHelilLune peLeccuBHble 3a60M1eBaHNs, CBA3aHHbIe
¢ X-XpoOMOCOMOIA, npeacTaBneHbl B Tabn. 8.4.

Tabnuya 8.4. PeyeccnBHble 3a60M1eBaHNsA, CBA3aHHbIe C X-XPOMOCOMOM

YacToTa Ha 1000
Cucrema 3aboneBaHue POXAEHWI LY,
MY>KCKOro nona

CKcneTHo- MblweyHas guctpodusa frowweHHa 3

MbilleyHasa  Mblwe4yHasa guctpogusa bBekkepa 0,5
1Kposb emochunms:

TMn A (HegocTaTouHocTb thakTopa VIII) 2

TN B (HegocTaTo4HOCTb hakTopa 1X) 0’;3

XPOHWYECKU rpaHynemaTos
HepocTaTo4HOCTb F1HOK030-6-hocthat-

ferngporeHasbl
VMIMMmyHHass ~ X-cBs3aHHas arammarnobysnvHemus O,’l
CuHgpom Buckorra—Ongpuya !
O6meH HecaxapHblii fuabeT ?
HCLLECTB CuHpapom Jlewa—HaiixaHa ?
HepsHas XpYynKocTb X-XPOMOCOMbI 5
CnenoTa Ha KpacHbI 1 3eMeHbIN LBeTa 800
(nanbTOHN3M)
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JoMVHaHTHOe HacnefoBaHWe, CBSI3aHHOE C X-XPOMOCOMOW, peani
3yeTCsi B HEMHOIOUYMC/NEHHbIX 3a00/1eBaHUAX, KOTOPbIE MepeaaroTcs
OT MOPAXKEHHbLIX FETEPO3UTOTHBLIX XEHLUWH MOMIOBUHE POXAEHHBIX
CbIHOBEW W NOMOBUHE fJoYepeld, a OT MOPaKEHHbLIX OTLLOB — BCEM
[loyepaM, B TO BPeMs KaK CbIHOBbS OCTAtOTCA WHTAKTHbIMU, €C/u
MaTb HE UMEET U3MEHEHMWI B X-XPOMOCOME.

brnoxnmmnyeckne n MOTEKY/NIAPHbIE OCHOBBbI 3&60ﬂeBaHI/IVI, CBA3aH
HbIX C 0AHMM reHom. YKasaHHble 3aboneBaHus (MeHAeneBbl 60ne3
HW), pa3BUBalOLLMECS B pe3ynbTaTe U3MEHEeHWA B KakoM-1nbo of
HOM reHe, CrocobHbl NPUBOAUTL K POPMUPOBAHUIO HEHOPMabHOD
6enKa WM yMeHbLUEHWIO BbIXOLa reHHOro npojykra. deHoTunuuec
KU fedeKT, BO3HUKAKOLWWA Npy MyTauum, CBSA3aH HEMNOCPeAcTBeH-
HO C M3MEHEHHbIM NPOTEMHOM, KOAMPOBAHHbLIM MYTAHTHbLIM FEHOM,
W/N Ke HENPSAMBbIM NYTEM Yepe3 B3anMOAENCTBIE MyTaHTHOrO benka
C ApYrUMU HOpPMa/bHbIMU NpoTeMHaMn. Hanpumep, Bce hopMbl yoxe
ynoMuHaBeLwnxca (cm. Tabn. 8.2) cuHapomoB Anepca—LlaHnoca ces
3aHbl C HapyLleHUsMU CTPOeHUs KonnareHa. [lpy HEKOTOPbIX Wi
atux opm (Tmvn 1V) nmeeTca MyTaumsi B O4HOM U3 reHOB Konnale
Ha, a npu gpyrux (tun VI) — KonnareHoBble reHbl HOpMasibHbI, HO
MMeeTCA MyTauus reHa, KOAMPYHOLLEro NM3nArugpokcmnasy —agep
MEHT, HEeO0OXOAMMbIA ANA MEepPeKPecTHOro CBA3bIBaHMS KOMnareHa
Y Takmx 60MbHbIX AeeKTbl KOnareHa BTOPUYHbI MO OTHOLLEHUIO »
HeA0CTaTOuHOCTU NIN3NAMNAPOKCHNE3bI.

Mpn 3a60n1eBaHNAX, CBA3AHHbLIX C OAHUM TFEHOM, MOXET.ObITb
nopaxkeH No6oi Tun Genka (Tabn. 8.5). Bug HacneaoBaHMs 601e3HN
COOTHOCUTCH C Pa3HOBUAHOCTbIO Oefika, MOPaKeHHOro npu Myt
uMn. Pa3nnyaloT crefytolime MexaHu3Mbl pasBUTUS 3aboneBaHui
(hepMeHTHble MOBPEXAEHNA U X NOCNeACTBUSA, AetheKTbl MemMbpaH
HbIX PELLENTOPOB U TPAHCMOPTHBIX CUCTEM, U3MEHEHUS B CTPYKTYpe
(DYHKLMN WM KONNYeCcTBe He(hepMeHTHbIX Ge/IKoB, MyTauuu, npu
BOAALLME K HEOObIUYHbIM PEaKLUAM Ha eKapCTBEHHbIE Mpenaparbl

Ta6nunya 8.5. BUOXMMUYECKIE N MONEKYNAPHBIE OCHOBbI MEHAE/NEBBIX >
60/1CBaHNIA

Tun 6enkal/
hyHKUWA

MonekynsipHoe

nopaxeHvie 3abonesaHve

Cy6ctpar

@®epmeHT  PeHunana-  MyTaumsa caiiTa cnnaiicHra: ®eHUIKeTOHypus
HWH TMApo-  YMEHbLUEHHOEe KONMNYecTBO
Kcunasa

Mekcosamu- MyTauusa calita cnnaiicuHra BonesHb
HUgasa WM MyTaums caeura pamkm co Tea—Cakca
CTOM-KOAOM

ALEHO3MHAe- YMeHbLUEHHOE  KOMMYecTBO. TSXKeNblA  Kombu

3aMuHasa TOMIKOBbIE MyTauun: HEHOP- HUPOBAHHbIA UM
MaslbHbI1 6eNOK C YMEeHbLUeH- MyHOAeUUNT
HO aKTUBHOCTbIO
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Tun 6enkal/
hyHKUNA

IPeyenTtop

TpaHcnopT
Kucnopoja

MoHoB

CTpyKTYyp-

HbIVA
BHeEKNe-
TOYHbIN

MeMbpaH-
HoM

WNHrnéutop
thepmeHTa

FemocTas

Cy6ceTpar

PeuenTop
nmnonpoTen-
Ha HUW3KOW
NNOTHOCTYU

Peuentop
BuTaMuHa D

Femorno6uH

Perynatop
TpaHcMeMm©b-
paHHON npo-
BOAMMOCTHU
npu Myko-
BMUCLMAO3e

KonnareH

dunépunnnH
Aunctpodun

CneKTpuH,
aHKUPWUH Un
npoTteuH 4,1

apaHTMTpun-
CUH

daktop VIII

MpogonxeHne Tabn. 8.5

MonekynapHoe
nopaxexue

Lcncunm, TOYKOBble MyTauuu:
CHMXEeHUe CMHTe3a, TpaHcnop-
Ta K NNa3MoNeMMe UAN CBS3bl-
BaHUSA C NUNONPOTEUHOM HWU3-
KOW NNOTHOCTK

TonkoBble MyTauumn: OTCYTCT-
BMe HOpPManbHOro curHana

Oeneunn
Nn4yecTBo

YMEHbLIEHHOE KO-

AedhekTHbI NPOLEeCcCUHr
MPHK: yMeHblWweHHOe KONU-
4yecTBO

TouKkoBble MyTauumn
MafibHaa CTpPyKTypa
[eneunn n gpyrue myrtauum

HeHop-

[eneunn mnm TONKOBbIE MYTa-
unn (yMeHbLLIeHHOE KOonn4yecT-
BO HOpManbHOro KonnareHa
nnn HopManbHble KONMYECTBa
MYTaHTHOTO KonnareHa)

TO4YKOBblE MyTauum
LeneHns ¢ yMeHblleHMEM
CUHTE3a

FeTeporeHHbI# MexaHU3m

MMUCCEeHC-MYTaLUU C YyMeHb-
WeHUeM CeKpeLuu U3 nedyeHu
B CbIBOPOTKY KpPOBM

[eneynn. NHCCPLWUN, HOHCEHC-
MyTauuu n ap.: yMeHblUeHHbl i
CUHTE3 uAn fgedeKkTHbIR dak-
Top VIII

3abonesaHune

CewmeliHaa runep-
XonecTepuHeMms

PaxuT, ycToliunBblii
K BUTaMuHy D

a-tanaccemusa

p-Tanaccemus

CepnoBuaHO-
KNeTo4yHas aHemmus
MykoBucungos

HecoBepLleHHbIN
ocTeoreHes

Cungpom MapdaHa
MbllweyHble  guc-
Tpodun [oweHHa
n bekkepa

HacneAcTBeHHbI i
chepoiintos

Impusema
60/1€3HN NeveHU

Femopunna A

depMeHTHbIE MOBPEXAEHMS U UX nocneacTems. MyTtaumm cno-
COOHbI MPUBOAMTL K CUHTE3Y MOBPEXAEHHOro (hepMeHTa CO CHU-
YKEHHON aKTUBHOCTLIO WM K YMEHbLUEHUKO KO/MIMYECTBA HOPMaslb-
HOro 3H3uMma. B nto6om cnyyae nocneficTBveM ABnseTcs 6nokafa
meTabonusma. Ha cxeme 8.5 gaH npumep (hepMeHTHOW peakuuu, B
KoTopoi cy6eTpar C npeBpaLlaeTcs ¢ MOMOLLbI0 BHYTPUKIETOUHBIX
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Cxewma 8.5. [peBpaleHne cybcTpaTta B KOHEUHbI NPoAyKT

Mo6, i ~ TO62

O603HaueHuns: C- cyberpar. KM - KOHOUHbI NpoaykT, Cy6 - NPOMEXyTOUHblE Cy6CTaHLMM
® - hepmeHTbI, 06 - NPOAYKTbI NOGOYHbIX NyTel

3H3MMoB ®,, @; n @, B KOHeuHbIli NpoaykT (KIM) yepe3 npomex
yTOuHble cybcTaHumm Cy6, n Cy62 Ha aToii cxeme KIT obecneumsa
€T KOHTPO/Ib C MOMOLLbI0 MexaHM3Ma 00paTHON CBSI3W 3a (PepMeH
ToM @,. CyLlecTBYeT U BTOPOCTENEHHbIA NyTb, HA KOTOPOM MPOM3-
BOAATCS HebonblUMe KOonuMyecTBa MOBGOYHLIX MNpoAyKToB [106, u©
Mo62 (no R.S.Cotran, V.Kumar, T.Collins, 1998). buoxummueckune
nocneacTans (DePMEHTHOrO MOBPEXAEHWS TakOW peakuuy Moryd
BCTpeYaTbCs B TPEX BapuaHTax.

HakorineHue cybcTpaTa 3aBUCUT OT O/OKMPYHOLLEro caiTa U
MOXET COMPOBOXAATbLCA HAKOMIEHWEM OAHON UM 06enX MPOMeX
YTOYHbIX cybcTaHumii (Cy6). [MoBblleHHas KoHLUeHTpauusa Cyb,
Crnoco6Ha CTUMY/IMPOBaTb BTOPOCTEMEHHbI MyTb U MPUBOAUTL K
n36bITKy M06, 1 M062 B 3TUX Cnydasx MOXKET HaCTYNWUTb MOBPEX
AeHVe TKaHW, ecnn NPeALIeCTBEHHUK, NPOMEXYTOUHbIE CYOCTaHLMMN
WM NPOAYKTbI afbTePHATUBHBLIX BTOPOCTeneHHbIX nyTen (MMo6) H
BbICOKMX KOHLEHTPaLMsAX TOKCUYHbI AN TKaHW. Hanpumep, npu ra
NakTo3eMun (HacnefCTBEHHOM HapYLUEHWW YI/IeBOLHOIO 0OMeHa)
HefO0CTaTOYHOCTb FanakTo30-1-thochatypmanntpaHcdepasbl Conpo
BOX/AETCA HAKOMJIEHWEM FaiakTo3bl C MOCNEAYHOLWMM MOBPEXAEHM
eM TKaHW. A aeuuunT QeHunanaHNHIMAPOKCAIas3bl peasmsyercs u
akKKyMynauum eHnnanaHnHa. M30bITOYHOE HaKOMeHUe CNOXHbIX
Cy6CTPaToB B /IM30COMaX, 06YCNIOB/EHHOE HEAO0CTaTKOM pacLuensis
IOLLMX (PDEePMEHTOB, BbI3blBaeT PasBUTUE FPyMnbl 60e3Hel, OTHOCK
MbIX, KaK MpaBuo, K IM30COMHbIM G01e3HAM HaKOM/IEHNs.

Brokaga MeTabo13mMa 1 yMeHbLLIEHVE KO/IMYECTBA KOHEUYHOTO Mpo
[yKTa, HeobXo4MMOro Ans HOPManbHON (PyHKUMK (cneacTsue no-
BpeXaeHus (epmeHTa). Hanprmep, OoTCyTCTBME TUPO3UHa3bl, Heob
XO4MMOW ANA OMOCMHTe3a MenaHWHa U3 ero npeaLlecTBeHHUKa Tn
pO3K1Ha, CNOCOOHO MPUBECTU K HEAOCTaTKy MenaHuHa, YTO B CBOKO
ouepedb BblpaXaeTcs B anbbuHM3Me. ECiM KOHeUHbI MpoAyKT sH
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NAETCA WMHITMOUTOPOM O00paTHOW CBSI3W, TOPMO3SILLMM (DEPMEHTBI
paHHUX peakunid (Ha cxeme 8.5 nokasaHo, uto KI uHrnompyet @),
ero HefoCTaTOK MOXET 3aKOHUUTLCS MNepenpofyKuuveil npoMex-
YTOUHbIX cybcTaHumii (Cy6) M mx Katabonmuyeckux NpPov3BOAHbIX,
YaCTb M3 KOTOPbIX B BbICOKUX KOHLEHTpauusX CrocobHa BbI3BaTb
noepexpaeHune. Hanbonee xapakTepHbIM NPMMEPOM Takoro 3abone-
BaHus sBnsieTca cuHgpom Jlewa—HwuxaHa (M.Lesch, M.L.Nyhan;
HacneACTBEHHbIV AenLNT rMnokcaHTUH(OChoprnbo3unTpaHchepa-
3bl) C YMCTBEHHOI OTCTaNOCTLIO U Ap.

CnabocTb MHaKTMBaLMW CybCTpaTa, MOBPEXAIOLWEro TKaHb,
XOpOLIO WAMOCTPUPYETCA KapTUHOW HeA0CTaTOMHOCTU a,-aHTu-
TPUNCUHA. Y 60/bHbIX C HACNeACTBEHHbIM HEAOCTATKOM CblBOPO-
TOYHOrO a,-aHTUTPUMCMHA He NPOUCXOAUT MHAKTMBALWS 3M1acTasbl
HEMTPOPMIOB B NErOYHON TKaHU. BEeCKOHTPO/MbHas aKTMBHOCTb
3TOM NpoTeasbl BbIpaKAeTCs AECTPYKLMEN 3nacTMHA MeXasbBeo-
NAPHbLIX NEePeropofok, YTO B CBOK O4Yepeflb 3aKaHUMBAETCH IMPU-
3eMOM NerKunX.

JdedekTb peuenTtopoB M CUCTEMbl TpaHCNop-
T a. MHOrve 61oNOrMYecKn akTUBHbIE BELLECTBA TPAHCMOPTUPYHOT-
cA vepes nNnasmoneMmy. Kak npaswo, 370 JOCTUrAeTcs ¢ NOMOLLbO
OAHOM0 13 ABYX MexaHW3MOB — PeLenTop-0nocpefoBaHHOIO 3HAO-
LMTO3a UM C NMOMOLLBK0 TPAHCMOPTHOrO 6Genka. I eHeTMYecKuii ge-
(heKT B peLenTop-0noCpeAoBaHHOM TPaHCMOPTHOM CUCTEME BCTpe-
4aeTcs NpU CemelHOW TUMNepXonecTepuHeMUn. Y TakUx 6GONbHbIX
CHWKEHWE CMHTe3a UM (YHKL MK pPeLenTopoB AMNONpoTenaoB HU3-
KO MIOTHOCTY COMPOBOXAAETCS UX HEAOCTATOUHLIM MOCTYM/IEHWNEM
B K/IETKA U BTOPUYHBLIM M3BLITOYHLIM CUHTE30M XO/IECTEPUHA MPU
MOMOLLM CMIOXHBIX NMPOMEXYTOUYHbIX MEXaHW3MOB. [py MyKOBUCLM-
[03e (HacneacTBeHHOE KUCTO3HO-(MBPO3HOE NepepoXKaeHne nog-
YKENyJO4HOW Xenesbl, IerkUx 1 ap.) 0Kas3blBaeTCs MOPaXeHHOW cuc-
TemMa, NepPeHOCALLAas MOHbI X/I0pa B MOTOBLIX Xefesax, Nerkux 1 nog-
XenyfouHoi xenese. Mo He BMOJIHe NOHATHLIM NPUYMHaM ocnabse-
HWe TpaHCNopTa UOHOB X/10pa BbIPAXKAETCA B CEPbE3HOM MOBPeX/e-
HWUW TKaHW YKa3aHHbIX OPraHoB.

M3meHeHUA B CTPYKTYype, OQYHKLUM UAN KO-
nnyecTBe HepepMeHTHbLIX 6eNKOB. [eHeTUYeckme
JeeKTbl, NPUBOAALLME K WU3MEHEHUAM CTPYKTYPHbIX OefikoB, He-
PeAKO CBSA3aHbl C PacnpoCTPaHEHHbIMU BTOPUYHLIMU BO3LEWCTBUSA-
MW, Hanpumep, MpU CEPNOBMAHO-KNETOYHOW aHeMun. [elicTBu-
Te/lbHO, BCE remMors06MHONaTUM, OLHON M3 KOTOPbIX ABASETCS YMo-
MAHYTas aHeMUsi, XapaKTepu3yrTCs MNOBPEXAEHUSMU CTPYKTYpbI
MOMeKy bl rNo6uHa (6enka). B mpoTMBOMOMOXHOCTL reMoriobuHO-
naTuaM, rpynna TanacCceMuiA cBs3aHa C MyTauUMsAMU B F/TIO6MHOBbLIX
reHax, M3MEHSIOLWMX KOMYECTBO CUHTE3UPYEMbIX LEneid 3Toro
6enka. TanaccemMuy CBA3aHbl C YMEHBLUEHMEM KOJIMYECTBA CTPYK-
TYPHO HOpPMa&/bHbIX a- W P-FNO6MHOBLIX Lenei. Jpyrue npumMepsb
reHeTUYECKOro NopaXKeHMs CTPYKTYPHbIX BENKOB BK/HOYAOT B cebs
M3MEHeHUs B KoMnareHe, CNeKTpUHe 1 AUCTPOUHE, fatoLime Hava-
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N0 YMNOMSIHYTOMY Bbillie HECOBEPLUEHHOMY OCTEOreHesy, Hacneact
BEHHOMY C(PEPOLUTO3Y U MbILLIEYHBIM AUCTPOPUAM.

FeHeTnyeckn obycnoBfeHHbIe Hebnaronpwu
ATHbIE peaKLUUM Ha NeKapCTBEeHHble cCpefCcTBa
OnpefeneHHble TeHETUYECKW AETEPMUHUPOBAHHbIE BUAbI (DEPMEHT
HO HEAOCTaTOYHOCTM BbISBNAOTCA /ULLIL MOCAe TOro, Kak_nopa
YKEHHbIA YenoBeK MPUMeT COOTBETCTBYHOLLMIA NIeKapCTBEHHbIN Mpe
napar. 3TOT 0COOLIA pa3fen reHeTUKW, Has3BaHHbI B Nocneauur
rogbl hapmMaKoreHeTUKOM, 3aK/YaeT B cebe HeMasI0 KAMHUYECKM
BaXKHbIX CBefleHW. Knaccuyeckum npumepom NeKkapcTBeHHO-3aBM
CYMOrO npoLecca Yy L, ¢ COOTBETCTBYHOLLMM FeHeTUYECKUM Jethek
TOM SIBNSIETCA MOBPEXAeHWe Npu geduunTe rnoKo30-6-gocgarae
rmgporeHasbl. B HOpMa/lbHbIX YCN0BMSX AePUUUT 3TOrO (hepMeHTa
He MPWBOAWT K 60M1e3HU, OHAKO MPWEM, HanpumMep, NPoTUBOMANs
PUIAHOrO MpenapaTta NpUMaxMHa 3aKkaH4MBaeTCA PasBUTUEM Tske
N0 TeMOIMTUYECKOA aHEMUMN.

3aboneBaHna, cBA3aHHble C AeeKTamMm CTp?/K
TYpPHbIX 6enkoB. CuHgpom MapdaHa (B.JA Marfan)
Mpy 3TOM 3ab0NeBaHUM MOPaXKAETCA COEAMHUTENbHAS TKaHb. [pe
MMYLLLECTBEHHAS TOKANM3aLMa N3MEHEHWIA: CKeNeT, r1asa 1 CepaeyHo
cocyauctas cucteMa. Y 60MbHbIX A/IMHHbIE U TOHKWE KOHEYHOCTH,
0COOEHHO YANMHAOTCA Maniblpl (Maydbs KucTb). OT 70 Ao 85
HabMIOAEHN OTHOCATCA K CeMEeMHOW MaTosoruun, Hacnegyetcs Mo
ayTOCOMHO-LOMVHaHTHOMY TuMy. OcCTasbHble C/lydau TPaKTYHT Kak
Cropaguyeckre 1 06yCIOB/IEHHbIE HOBLIMI MyTaLUSMM.

Hanbonee Apkum NpusHakoMm cuHApoMa MapdaHa sBnstoTcA
CKeneTHble HapyllueHus. BOMbHOM YenoBeK, Kak MpaBW/o, O4YeHb
BbICOK, MEET HeobblYaliHO [/IMHHbIE KOHEYHOCTU W Nasblibl KNCTE
1 CcTOM. M3-3a TOro YTO BbICOKMIA POCT CBSI3aH B OCHOBHOM C [/IMH
HbIMW HOramu, BCe BO3PacCTHbIE, PAcOBblE W MOMOBbIE COOTHOLLIEHNM
OVHBI TYNOBULLA WM HUDKHUX KOHEYHOCTEN CWU/bHO YMEHbLLEHbI
CycCTaBHble CBSI3KM Ha BEPXHWUX W HIDKHUX KOHEYHOCTSX ApA6/bl U
CO3[at0T BMeyaT/eHMs [BOWHbLIX CyCTaBoB. B TUNMYHOM Cryyae
6onblUMe Nanblbl PYK fIErKO BbIBOPAUMBAIOTCA Ha3aj K 3anscTbio
lonoBa umeeT fonunxouedanuyeckyto opmy (C npeobnagaHuem
MPOLONbHBLIX Pa3MepoB Haz MOMepeyHbIMU) € 6oniee BbIMYK/bIMM
NOGHbIMK Byrpamun 1 BbICTYNaKOLWMMKN HagOpoBHbIMK Ayramu. Ko<
Me NepevyncneHHoro, Ans CMHApPOMa XapakTepHb! getopmauuy o
3BOHOYHMKA MO TUMY Kno3a (MCKPUBNEHWE, HanpaB/eHHoe Hasag),
cKonmosa (MCKpMBAEHME BO (DPOHTA/IbHOM MOCKOCTM), poTauun
NN CMELLEHNS TPYAHLIX WM MOSACHUYHBLIX MO3BOHKOB. B Knaccu
YeCKOM Cny4ae rpygHast Knetka geopmumpoBaHa rno tuny nMéo pe<
tus excavatum (rny6oKo BOrHyTas FpyauHa), Mo «rofnyouHoR rpyaum

MopaxeHus rnas nposBAAOTCA No-pasHoMy. Haubonee xapto
TepHbIM ABASETCA GunaTepasibHbIN qoplsbm_;mx nnn gucnokauua (Hu
PYXy 1 BBEpX) XpycTamka — ectopia lentis (cmeLLeHMe XpycTannku
M3 CTEKNOBUAHOW AMKM). Takas NaTosiorus HacTONbKO He cBOMN
BEHHa /MLaM, He UMEHLUM FeHeTUYEeCKOW aHOManuu, O KOTOpOA
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Tuc. 8.3. YeTbipexcTBOpYaTblii KnanaH aopTbl Npu cuHgpome MapdaHa.

WOET peyb, 4TO Mpu GunaTepanbHON 3KTOMUU XPYCTa/MKa [O/MKHO
Cpa3y BO3HUKHYTb NpeLnonoXxeHne o cuHapome MapdaHa.

KOHeuHO, caMbiMy OMacHLIMK SABASAKOTCS NOPaXKEHUS CepAeYHO-
cocyancToii cuctembl (puc.8.3). [BymMs Hambonee YacTbiMK X Bapu-
aHTamy SBNSOTCA NponiabuposaHme (BbinadeHue, BblGyXaHue) CTBO-
POK MWUTPa/ILHOrO K/anaHa, a Takxe Aunarauns BOCXOLSALLEeA yacTu
Ayrvi aopTbl BCMEACTBME KUCTO3HOTO MEAMOHEKpo3a (HeKpo3 cpef-
Hell 06010YKM aopThl, NEPEPOXAAIOLLNIACA B KACTO3HbIE MOMOCTK).
MocnegHuiA BapuaHT UMeeT GOJbLUee 3HAYEHMe, TakK Kak Mpy HeM
rMcTonoruyeckne M3MeHeHus media COBEPLUEHHO WAEHTUYHBI TEM,
4TO ObIBAIOT B HeW Mpyu medionecrosis cystica Apyroi aTMONOTUN.
YTpata MexaHW4ecKoi ponu cpeaHein 060M104KM NPUBOAUT K NpO-
FPECCMBHOMY PaCLUMPEHUNIO a0PTaNbHOrO OTBepcTUs (KnanaHHOro
KO/bLA) M BOCXOZsLLEN HacTh Jyr aopTbl. Bce 310 3akaHuMBaeTcs
TAXKENOW aopTaslbHOM HefocTaTouHocThh. OcnabneHve media npeg-
pacnonaraeT MU K paspbiBy BHYTPeHHeil 060/104KU cOcyfa, UTO faeT
TONYOK K 06pa30BaHUI0 MHTPaMypasbHOM remaToMbl, paccianBato-
ek obonoykn aoptbl. Korga paccnavBaHve pacnpocTpaHsieTcs
YMCTa/IbHEE WM YyTb MPOKCUMa/IbHEE, FemMaToMa MOXET BbI3BaTb
pa3pbiB COCYAMCTON CTEHKW. Takoe OCNOXHEHUE CAYXUT NPUYNHON
(meptn 30—45 % 60nbHBIX C cMHAPOMOM MapdaHa.
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Urto Kacaetcsa nponabupoBaHMs MUTPaIbHOMO KfianaHa, To, He-
CMOTPS Ha 60/ee YacTble ero HaXo4KW Mo CPaBHEHMIO C NOPaXKEHUs-
MW aopTbl, MO CBOEMY K/MHWYECKOMY 3HAYEHWIO OH YCTYMaeT yKa-
3aHHbIM nopaxeHuaM. OTCYTCTBUE MOALEPKMBAIOLLEN PONW COeu-
HUTENIbHON TKaHU BbIPaXXaeTcs B TOM, YTO CTBOPKU KJlamnaHa CTaHo-
BATCA MACKAMW, BOSIHACTBIMW WM CO3JAlOT TaK HasblBaeMblid BUCH-
WKUIA KnanaH. M3vMeHeHns B 3TOM KnanaHe Hapsiay C yA/MHeHWeMm
XOpLanbHbIX HUTEN HepedKO [atoT Hayano MWUTPasibHOM perypruta-
Ly (3abpacbiBaHMO KPOBY B /IEBOE MpeACcepane npu CUCTone xeny
[l04KOB). CXO0fHble WM3MEHEHWUs MOTyT 3aTPOHYTb TPEXCTBOPYATbIN,
peXKe aopTasibHbIA KnanaHbl. Pofb CepevyHon HefocTaTOYHOCTM
TaHaToreHese (AMHaMMKa U3MEHEHW B MpOLEcce YMUPaHNs) He Tak
Be/MKa, Kak po/b paspbiBOB a0pThl MPU paccnanBatoLLmX aefekTax.
BeposiTHOCTb KIMHUYECKOTO Pacro3HaBaHNs YNOMAHYTLIX MOPAKC
HUW cepaua M aopTbl CUbHO MOBLILWAETCA NPU NPUMEHEHUUN 3XO0
Kapamorpadpuu.

3T0 Hambonee TUNNYHbIE NPU3HaKKM cuHApoMa MapdaHa, ofHa-
KO K/IMHMKO-MOP(OIOrNYecKas XapakTepucTuka 3TOro reHeTuyec-
Koro 3ab0n1eBaHNA 3HaUUTENIbHO 6oraye. Y G0MbHbLIX C BbIpaXXeHUU
MW U3MEHEHUAMU TNa3HbIX A6/10K WU CepevyHO-COCYMCTON cuUcTe
Mbl OTMEYal0T 00bIYHO HEBOMbLUKE CKeNIETHbIE HapYLIEHUS U Hao6o
poOT. PasHMLAa B K/IMHWYECKOM MPOSIBIEHUN CUHAPOMA MOXET Ha
6nogatbea B npefenax OfHOW CeMbW, HO MEXCEMEMHbIE Pasinyuns
BCTPEYatoTCs Yallle M BbICTYNaloT cubHee. BapbupytoLue nposisne-
HUsA cnHapoma MapdaHa, BO3MOXHO, OOBACHSKOTCSH FEHETMYECKOE)
reTeporeHHOCTbI0, NPV KOTOPOI pasHble MyTauun peasm3yioTcs U
CXOAHbIX (heHOTMMax.

0/Iroe Bpems npupofa MapaHOBCKOro reHa U KOAMPYEMOHD
uM 6enka ocTtaBasiaCb Hem3BecTHOW. B 1991 r. BbISCHWMIOCH, YTU
CMHAPOM pa3BMBAETCA B pe3ynbTaTe MyTauuu reHa (QUOPUNIMHA
MocnefHW NpeAcTaBnseT cobOl rIMKOMPOTENH, BblpabaTbiBaeMbIi
(hmbpobnacTtaMn 1 HakanaUBatoOLWMIACA B YMCTOM BUae NM6O B €O
eANHEHUW C ApYTMU Genkamu Ans (hoPpMUPOBAHNA MUKDPONOPHN
NAPHOI CeTV BO BHEK/IETOYHOM MaTpukce. BOMOKHa 3TOW ceTu cy
XKar OCTOBOM /19 OT/IOXKEHUS 3N1aCTUHA W TPaKTYHOTCA Kak CyLuecT
BEHHbIA KOMMOHEHT 3/1aCTUYECKON cucTeMbl. MuKpodmopunn sp
Hble CTPYKTYpbl B OpraHu3me pacrnpocTpaHeHb! LUMPOKO, HO 0COBEH
HO 00U/bHBI B a0pTe, CBA3KAX M PECHUTYATBLIX 30HY/ax, NOLLEPXM
BatOLLMX XPYCTa/IMK.

Taknm 06pa3oM, JaHHble MOMEKYAPHOW 6UONMOrMKU CBUAETENb
CTBYIOT O MEPBMYHOM 3TMO/IOrMYECKOM 3HAYEHUU PUOPUIIMHA LM
cuHgpoMa MapdaHa. B MMMYHOMMCTOXMMUYECKMUX paboTax Moka bl
Hbl OTKNOHEHWS OT HOPMa/IbHOTO CTPOEHWS WMW YKe HefoCTaTouHo!
coflepaHue 3Toro Gefnka B [lepMe COOTBETCTBYHOLMX GOMbHbIX
®PunbpobnacTbl fAepMbl He CUHTE3UPYIOT B Ky/NbType TKaHWU HOpMasb
HbIX KOMIMYECTB (hMOpUIIMHA NMBO Xe LenatoT 3T0 MeAneHHo. B m
KOTOPbIX CAy4Yasx Takol QUOPUIIMH NAOXO BCTPauBaeTCs BO BHO
KNETOYHbIA MaTpuKC. JIOKYC, OTBEYaloLMiA 3a pa3BuTUE CUHAPOMA
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KapTupoBaH B nosuuum 15021.1. Y 60MbHbIX CO CNOPagNyecKumu
thopmamn cuHgpoma MapdaHa 06Hapy)XeHbl TOYKOBble MyTauuu
reHa mépunnHa.

Bce coBpemMeHHble MCCNef0BaHUA CBUAETENLCTBYOT O MyTauumu
yKa3aHHOro reHa Ha xpomocome 15 B Ka4ecTBe NepBONPUYNHBI CUH-
[poMa. Bapbupytoliee NposiBEHME CMHAPOMA MOXET ObITb 06bAC-
HEHO a/Ie/lbHbIMU MyTaLUUAMU B OAHOM K TOM XXe fiokyce. [py
Aa/IbHEMLLIEM M3YYEHUN PA3HbIX CeMEel MOXHO YCTaHOBWTH YacToTy
1 KOMIMYECTBO TakMX MyTauuii. [lo 3TOro npsimMas reHeTMveckas gma-
rHoctTuka cuHgpoma MapdaHa He ocyulecTBuma. OfHako JOCUMI-
TOMHOE €ro pacno3HaBaHue BCE )€ BO3MOXHO C MOMOLLbIO aHaIn3a
nonMMopgmn3mMa ANNHbI (parmeHTa pecTpukummn (jpparmenta AHK,
MCKYCCTBEHHO Pa3opBaHHOM C MOMOLLbIO (PEPMEHTOB).

CuHppombl dnepca —faHnoca (E.Ehlers; H.A.Danlos)
OXBATbIBAIOT K/IMHUYECKA W TEHETMYECKM HEeOLHOPOLHYHO rpynmny
3a60/1eBaHUIA, B OCHOBE KOTOPbIX IEXAT HEKOTOPbIE AEEKTbI CTPYKTY-
Pbl MK CUHTE3a KonyiareHa. Mo CyTu [iefia OHM OTHOCATCA K TOV ke
KaTeropum, 4to M YMOMMUHABLUMIACA paHee HeCOBEPLLEHHLIA OCTeo-
reHes.

Tun HacnefoBaHUA BKJIHOYAeT B cebsi BCe MeH[eNeBbl BapUaHThI.
JTO ¥ He yAMBWTENbHO, TaK KakK CMHTe3 KojnareHa — npouecc
CNOXHbIA. OH MOXET HapyLUaTbCA MPW FeHETMYECKMX OLLIMGKax, no-
paxaroLwyx NH60A 13 MHOFOUUCNEHHBIX CTPYKTYPHbLIX KOMMareHo-
BbIX FEHOB, WM MPU MyTaUWsX, BOB/EKAIOWMX FeHbl, KOTOpble KO-
OVPYIOT (hepMEHTbI, HeobXoAuMble NS MOCTTPAHCKPUNUUOHHBIX
Moau(UKauuniA - KonnareHa. [1OCKOMbKY W3MEHeHUsi  KonnareHa
MMEIOT OCHOBHOE 3HAaueHWe B naTtoreHese CUMHAPOMA, HeobXoAMMO
KpaTKo OCTaHOBWTLCAA HA CTPOEHWUM W CUHTE3e KonnareHa. VisgecT-
Hbl MO KpaiHeil mepe 12 reHeTUYECKN OTYET/IMBBLIX TWMOB Konnare-
Ha, pacrpefeneHHbIX Mo TKaHAM [JOBOJIbHO XapakTepHo. KnuvHuuec-
Kyl0 pa3HOPOAHOCTb W BapuaHTbl Mepefayn cUMHApoMa Jdnepca—
[aHnoca MOXHO 06BACHUTL MPWU OLIEHKE BOBMEYEHMS B MPOLECC
row WM Apyroro TMna KonnareHa u npupoLsl MONeKynspHOro no-
BpeXaeHus.

Ha ocHOBe KNUHWYeCKUX MPU3HAKOB W BapuvaHTOB Hac/nefoBa-
HWs BblaeNAT MuHUMYM 10 hopm crHApoma. BHauane cymmypyem
Ba)XHelLUMe NPU3HaKK, CBOMCTBEHHbIE 6O/BLUMHCTBY (hOPM, a 3aTem
COMOCTaBMM HEKOTOPble U3 HUX C MOMEKYNAPHbIMK AeeKkTamMu B
CTPYKTYpE U CUHTE3e KosnareHa.

Mpu 6onbWKUHCTBE (hopM cMHApoMa Anepca—laHnoca nopaxa-
l0TCA TKaHW, Goratble KofnareHoMm. [MOCKOMbKY M3MEHEHHbIM BO-
NIOKHaM KoJ/inareHa He [jOCTaeT afileKBaTHOro npejgenia Npo4YHOCTH Ha
PaspbIiB, KOXa CTaHOBUTCS CNWLIKOM PaCTSKMMOW, NIOMKOM, YyBCT-
BUTENbHON K TpaBme, a CyCTaBbl CAWULIKOM MOABMXKHbIMW. MUHW-
MaJibHble MOBPEXAEHUS KOXW CO3[al0T paspbiBbl, a 1l060e Xupypru-
YECKOe BMeLLATe/IbCTBO BbIMOMHAETCA C OFPOMHLIM TPYAOM M3-3a
HEBO3MOXHOCTU CTAHYTb KOXY B KOHLIE onepaumu. B cycTaBax BO3-
HUKAIOT TPOTECKHbIE UCKPWUBAEHWSA, Hanpumep Takon u3rmé 60sb-
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LIOTr0o MasibLa KUCTW, MPU KOTOPOM OH KacaeTcs MNpeanseybs, wm
e Takoe pa3rmbaHve KOMIeHHOro CycTasa, npyu KOTOpPOM 06pasyetcs
BbIBEPHYThIA MpAMOR yron. onaratoT, UTO HOCUTENW YKa3aHHOM
naTonorMm NMeT Kakyto-To OfHy (opmy cuHapoma. OfHaKo BO3-
MOXHbI CEPbe3HblE OC/OXKHEHWS: Pa3pblB TOICTON KWLWIKA 1 Kpyn
HbIX apTepuit (IV Tun), XpynKkocTb rMasHOro s6/10Kka C paspbiBamy
poroBuubl W oTcnoiikoi cetyatkm (VI Tun), AnadparmanbHble
rpbikn (I Tvn).

O BMOXMMUYECKUX W MOMEKYNSPHBIX OCHOBAaX M3MEHEeHWA npu
CUHApOMe 3Jnepca—ilaHnoca W3BECTHO HEMHOro. Jlydwe apyrmx
oxapaktepusoBaH VI Tun —camas 4vactas ayTOCOMHO-PELECCHBHANA
thopma cnHapoma. JTa (hopmMa CBsi3aHa CO CHUXKEHMEM aKTUBHOCTY
NN3UATUAPOKCKNE3bl,  HEOOXOAMMON  Ans  TAPOKCUAMPOBaHUN
EOchneHme C MOMOLLLHO ABYX aTOMOB KUCNOPOJa) OCTATKOB IM3NHA
He3aMeHVMas aMUHOKMUCIOTa, COAepKallasaca Nnoytv BO BCex 6en
Kax) B XOfle CMHTe3a KonnareHa. IOoCKOMbKY rMApPOKCUIN3NH BaXeH
[NA NEepeKpecTHOro CBA3bIBAHUA BOJIOKOH KOJ/areHa, Hegocrtatoy
HOCTb /IM3UATMAPOKCUNA3bl NPUBOAUT K CUHTe3y KonnareHa 6e3
HOpPManbHOW CTabunbHOW CTPYKTypbl. [Mpuyem npu 3Toin dhopme
CUMHAPOMa nopakaeTca KonnareH Tonbko | u Il TMnos, a rmapokeu
nuposaHue KonnareHa I, IV 1 V TMnoB npoucxoanT HOPMasIbHO.

Tenepb o0 Tvne 1V cvHgpoma 3nepca—iaHnoca, KoTopas CcBA3aHa
C HapylleHnem CTPYKTypbl KonnareHa Il Tuna. 3Ta hopma reHeTw
UECKMW reTeporeHHa, Tak Kak OHa CBs3aHa Mo KpainHein Mepe C Tpems
OTAE/NbHbIMN MYTaLMAMU CTPYKTYPHbIX TEHOB YKa3aHHOro Kosuiape
Ha: geneumen, myTaumen cnnaricuHra PHK 1 TonkoBbIMK MyTaums
MU. HekoTopble 13 HMX MOPaXatoT CUHTE3 Lienei npo-at konnareHa
Il Tuna, gpyrne — cekpeLuto NpoKonnareHa, TpeTbu — npusogs!
K CUHTE3y WM3MEHEHHOro no CTpoeHuto konnareHa Il Tuna. Pan
MYTaHTHbIX a//iefieil BedyT Ce6s Kak [AOMUHAHTHO-HeraTVBHble U
NO3TOMY peann3yroTCs B BUAE OYeHb THKENbIX BO3LEWCTBMIA Ha ¢r
HoTun. MMockonbky IV TMN cnHapoma Anepca—LlaHsioca Bbi3BaH My
TaUMsMU CKopee CTPYKTYPHOro, a He PepMeHTHOro 6efika, XapakTc
PEH ayTOCOMHO-AOMWHAHTHbLIA TUMN HacnefoBaHus. W3-3a obunms
konnareHa Il Tvna B cocygax M KULLEYHUKe HapyLlleHWs B CTPO
€HUWN 3TOro KOJIJIareHa COMpPOBOXAAKTCA THXKENbIMU NMOCNEeLCTBUS
MW, Hanpumep CrMOHTaHHbIMM Pa3pbiBaMM 3TUX OPraHoB.

B ocHoBe natoreHesa VII Tuna cuHgpoma 3Snepca—aliHu g
NeXUT MnpeBpalleHne npokosnareHa | Tuna B KonnareH. 3ta cry
MeHb B CMHTE3e KonnareHa BK/IKOYaeT B Cebsi pacLuensieHue Hekon
nareHoBbIX 6enKoB Ha TepMuHanax N 1 C Monekybl NPOKoar cus
1 BbIMONHAETCA NenTuAa3amu, CreuupUUHbIMKU K KKI0MY TepMu
Hasly. HapylleHve npeBpalleHns MpoKosiiareHa B KOareH CBATA
HO C MyTauuamu, nopa»(arommmm O4VH W3 [BYX FeHOB KO/VIAX*H
| Tuna (a, i a?2. B pesynbTate (DOPMUPYHOTCS aHOMa/lbHble HYA
CTPOEHUIO Lenu Mnpo-a, W Mpo-a2 YCTOMYMBbIE K PaCLLErnsIEHNIO
N-TepMUHaNbHbIX NENTUA0B. Y 60/bHbLIX C OAHUM MYTaHTHbIM .1
nenem oTMevaeTca aeekT y 50 % ueneit konnareHa | Tmna, HO bP
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Kak 3TW Lenu MewarT (OPpMUPOBAHUIO HOPMa/IbHLIX Ccrivpanei
KonnareHa, y reteposuroT pasBmBaeTcs 3ab0/eBaHue.

Mpu Ttune IX cuHgpoma Onepca-—HaHnoca He3HaunTe/bHbIE
KonmuyecTBa Mefn 00YC/MIOBNMBAIOT MOBPEXAEHUE COeAUHUTENbHON
TKaHW. [MepBUYHBIA JedheKT npu 3Tol (OopMe 3aTparvBaeT meTabo-
N3M Mefn. Y 60/bHbIX MOBBILIAETCA COLEePXKaHWe Mefu B KNeTKax,
HO KO/IMYECTBO 3TOr0 3M1EMEHTa U LepynonnasmuHa (niasMeHHoro
MeTaN/IoNPOoTeNHa, COAepXalllero Meab) B CbIBOPOTKE KPOBW OCTaeT-
CA HU3KMM. MonekynspHble OCHOBbl aHOMa/IbHOTO pacrnpeseneHmns
Meay HEM3BECTHbI, HO B pesy/ibTaTe YMEeHbLUAETCH aKTUBHOCTb 3aBU-
CUMOro OT Meau (hepMeHTa SIM3UIOKCUAA3bl, BaXHOro AN nepe-
KPECTHOro CBS3blBaHWSA BOSIOKOH KoOJinareHa v anactuHa. Mockosb-
Ky TeHbl, pPerynupyrolpe meTabonusm meau, KapTMpoBaHbl Ha X-
XpPOMOCOME, 3Ta (YopMa CUHAPOMA B OT/IMYME OT GO/MbLUMHCTBA ApY-
MMX HacnefyeTcs Kak X-CBf3aHHas peLeccrBHas aHoManus.

Takum 06pa3om, 06WumM an1s cuHapomMa Anepca—LaHnoca SBns-
I0TCA HapyLlUeHWs B CTPYKTYpPe KOAnareHa, KOTOpble OT/MYaloTCs
60/1bLLOIA HEOLHOPOAHOCTLID. Ha MONEKYNSPHOM YPOBHE BbISIB/IEHI
pasHoobpasHble AedeKTbl, BapbUpytOLLME OT MyTaluil CTPYKTYPHBIX
KO/INareHoBbIX FTEHOB A0 MyTauuii ()epMEHTHbIX FeHOB, OTBETCTBEH-
HbIX 38 NOCTTPAHCKPUNLUUOHHbIe Moangmkauun MPHK. Takas Mo-
NeKynspHas reTeporeHHOCTb BbIPAXKAETCA B K/MHUYECKOW HEOAHO-
POAHOCTM CcuHApoma 3nepca—ilaHioca, KOTOPOMY MPUCYLUM He-
CKOJ/IbKO BU0B Hacnef0BaHus.

3aboneBaHNs, cBsi3aHHble C gepekTamMu B pe-
LeNnTOPHBLIX 6enkax. XapakTepHbIM NPUMEPOM Takoro 3abose-
BaHWS ABNSETCA CeMelHasa TMNnepxonecTepuHemMuns,
KOTOpas ABNAETCA CMeACTBMEM MYTaLUMW reHa, KOAMPYHIOLLEro pewen-
TOp 418 IMNONPOTENHA HWU3KON MIOTHOCTU (ﬂI'IHHE), yYacTBYHOLLIEro
B TpaHcrnopTe v MeTabonm3mMe XonecTepuHa (Mn XonecTeposna, OAHOro
13 CTEPUHOB, COAEPXKALLerocsi BO BCEX TKaHSX; HapylUeHue obmMeHa
XO/NECTEPMHA NEXUT B OCHOBE aTepoCcK/iepo3a — OT/IOXEHUS NMNUA0B
N CTEHKY apTepuidi 1 hopMUpoBaHMs (iMBPO3HbIX 6risiLlek). B pesynb-
TaTe peLenTopHbIX HapyLUeHUA NPOUCXOANT yTpaTa KOHTPONs 3a 06-
PaTHOWM CBA3bI0, BO3PACTAET YPOBEHb XOMECTEPMHA. ITO BbI3bIBAET
pasBUTVe MPEXAEBPEMEHHOIO aTePOCKIEP03a, KOTOPbI B CBOKO Oue-
pesb CUbHO MOBbILLAET PUCK Pa3BUTUA MH(aPKTa MUOKapaa.

CemeiiHag runepxonecTeprHeMnst SBNSETCA CaMbIM YacTbIM MeH-
NnenesbIM 3abofieBaHMeM. [€Tepo3nroTbl C OAHUM MYTAHTHbIM re-
HOM, MOSBASAIOLNECA B NPUMEPHOM COOTHOLLEHWUWU: OAWMH Ha KaX-
Ible 500 HOpManbHbLIX AL, UMEKT OT POXAEHUA ABYX- WX Tpex-
KpaTHOe MpeBblLUeHMe YPOBHA MNa3MEHHOro XxonectepuHa. Bo
B3POC/IOM COCTOSIHUM Y HUX 0OpasytoTcs KCaHTOMbl CyXOXMWIUIA
(ckonneHne xonectepuHa W NOr/OLAIOWMX €ro makpodaros), a
MKXe NpexAeBpeMeHHbIA aTepoCcKIepo3. ['OMO3UroThl C YABOEHNEM
MYTaHTHOIO reHa NopaXkaroTCs ropasfo THKesee. YPOBeHb MNiasmeH-
HOro XOJfIECTEPUHA Y HUX B 5—6 pa3 Bbille HOPMbI. Takue 60/bHble
MMEIOT KCAHTOMbI KOXM U1 YXKe B paHHEeM BO3pacTe —aTepoCck/epo3
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apTepuii cepAua, FONOBHOIO MO3ra, KOHEYHOCTeW. WMHgapKT Muo
Kapda BO3HMKAeT y HUX mHorfa B BospacTe go 20 net. MHorouwnc
NeHHble MCCMefoBaHNA MOKasain, YTO CEMENHAsA TUNepxonecTepu
Hemus BCTpeyaeTcs y 3—6 % nL, NepeXkMBLLMX MH(APKT MUOKapia

[519 NOHMMaHUA MexaHM3MOB Pa3BUTUS 3TOr0 3ab0/eBaHMsA efie
[lyeT KpaTKO OCTaHOBUTLCA Ha HOPMasbHOM MeTabonm3Me U TpaHC
nopte xonectepuHa. MpumepHo 7 % o6Luero o6beMa XonectepuHa
LMPKYMpYeT B Nna3me KPOBU, NPenMyLLECTBEHHO B hopme JITTHI
YpoBeHb M/1a3MEHHOr0 X0/MeCTepuHa 3aBUCUT OT ero CMHTe3a U Ka-
TaboM3Ma, peLlaroLlyto pofib B KOTOPOM WUrpaeT meveHb. [epsol
CTYNEHbK BECbMa C/IOXKHOA Yepefbl COObLITWMIA ABASETCA CEKpeums
renatoumMtaMmM B KPOBOTOK JIUMOMPOTEMHOB OY€Hb HW3KOW MnoT
HocTv (JIMOHM). Yactuuesl JIMOHI 6oraTbl TPUrAULEpULAMHA, HC
CMOTPS Ha TO, YTO COLEPXKAT B MeHbLUEM KOMMYECTBE 3(IMPbI XOrec
TepvHa. Korga aTu yacTuubl OCTUrAOT KanuiisapoB XXUPOBOW Wn
MbILLIEYHOWA TKaHW, OHWU PacLLensTca C MOMOLLbI0 A1Nonporen
HOBOI nunasbl. MNpn 3TOM yaanseTcs 60/bLUWHCTBO TPUTULEPUAOB
Monekyna, nonyyatowascsa B pe3ynbTare U Ha3BaHHasA UMONpoTen
HOM MPOMEXYTOYHO nnoTHocTu (JIMMIM), 6egHa Tpuravuepuaa-
MW, HO 6orarta 3%mpa|\n|/| xonectepuHa. OHa yaepXXmBaeT fBa M3 Tpex
anonpoTeMHoB (6enKn, BXOAsLIME B COCTaB NUMOMPOTEUHOB)
B-100 n E, umetowmxcs B nepBOHadanbHOW uactuue JSIMOHM
Mocne Toro Kak yactb JIMMI NpoHMKaeT Yepe3 3HAOTENNIA Kanui-
NAPOB B XXMPOBYIO KNETHATKY U MbiwLbl, YyacTuusl JIFTIT npoxo
09T OOMH M3 ABYX BO3MOXHbIX MyTeidl. [epBblil NyTb: NPUMEPHO
50 % HOBOOOPa30BaHHbIX YaCTUL, OLICTPO MOr/OLLAKOTCS NeYeHbIo ¢
MOMOLLIbIO  PEeLenTop-0rnocpejOBaHHOr0 TpaHcrnopTta. PeuenTopel,
oTBevatoLLme 3a cBsi3biBaHue JITMIT ¢ nnasmonemMmMoli renaTtounToB,
pacrno3HaloT KaxXAbl 13 anonpotenHos: B-100 n E. Tem He MeHee
M3-3a y4aCTUs B MEYEHOUYHOM K/IMpeHCe (OYuLleHne B MeyeHu)
NIMHIT nx Ha3biBalOT peuenTtopamun JTMHI. BHyTpu renaroumTos
NNMMN BocctaHaBnuBaetcs, obpasysa SIMTOHIM. Bropoii nyTh: vac
Tl JIMTIT, He MOrMOLWEHHbIE NMEYEHbIO, NOABEPraloTCa fasibHE-
LM MeTabo/IMYECKUM MPeBPaLLEHNAM, B X0fe KOTOPbIX YAAIAOTCA
6O0/IbLUMHCTBO M3 OCTaBLUMXCA TPUIWLEPULOB U anonpoTenH E, u
OHW CTaHOBATCA 6oraTbIMu XonecTepuHom Yactuuamm JIMHM. Cne
[yeT MoA4vepKHyTb, uTo JIMMI — HenocpeACTBEHHbIA W [aBHbINA
nctouHuk JIMHMM nnasmbl. CyllecTByeT [Ba MexaHu3ma yaaneHus
NMHIT n3 nnasmbl: oAMH ONOCpPeAoBaH NMPoLeccoM, 3aBUCUMbIM OT
peuentopos JIMHI, a gpyroin —cucTemon, He3aBMCUMOI OT 3TOHO
peuenTopa. HecmMoTpst Ha TO YTO MHOrMe TUMbl KNeTok (hmbpobnac-
Tbl, IMM(OLMTBI, TNMaAKOMbILLEYHble KETKW, FenatouuTbl U KIETKK
KOpbl Hafnoye4yHUKoB) 0651a4al0T 6An3kopoaCTBEHHbIMKU JITTHIM
peuenTopamu, npumepHo 70 % 3TUX MMNULOB NJa3Mbl MOJBEPraeTcs
K/IMPEHCY B MeyeHW MOCPefCTBOM [0BOJIbHO CIOXHOIO TPaHCMopT
HOro npotecca.

Ha HauanbHoi cTyneHn JIMHI cBsi3bIBAlOTCA C peLenTopamu
MOBEPXHOCTM 060 13 YyNMOMAHYTbIX KNETOK. PeLenTopbl HaxogsaTt
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Csl B BMAE CKOMMEHWA B CNeLnann3MpoBaHHbIX 30HaX N1asMoieMMbI
(nokpbITble fIMKK). Tlocne TOro Kak CBA3bIBaHME 3aBepLUaeTcs,
AMKK, cogepxalime JIMHTI, cBA3aHHbIE C peLenTopoM, BTATUBAIOT-
cA B UMTONa3My W MorfowarTcs Ansa (OpPMMPOBaHUA MOKPbITHIX
My3bIpbKOB. locnefHWe nepeaBuraroTca B LUTOMNIA3Me 415 CINAHUSA
c nmsocomamun. B xoge cnusinus JIMHI ocBo6oXgaroTcs OT pewen-
TOPOB, KOTOPble, HAaXOAACb B MeSIKMX My3blpbKaX, BO3BPALLatOTCA K
nnasmonemme. B nusocomax monekynbl JIMTHM noasepratotca dep-
MEHTHOMY pacLLerneHnto; anonpoTenHoOBass 4acTb TUAPOIN3YETCH
[0 aMMHOKMC/IOT, B TO BPEMSA Kak a(hupbl XONecTepmHa pacnajatorcs
[0 CBOGOAHOrO XONMECTEPUHA, KOTOPbIA 4epe3 MembpaHy NM30COM
MPOHMKAET B UMTONMa3My. TaM OH UCMO/b3yeTcs A5 CUHTes3a MeM-
6paH 1 perynsauumn romeocTtasa xonectepuHa. o Bo3geicTBmem oc-
BOGOX/EHHOr0 BHYTPUK/IETOYHOIO XONIECTEpUHA pa3BMBAlOTCA Tpu
He CBfA3aHHbIX ApYyr C ApyroMm npouecca. Bo-nepBbiX, 0CBOGOX/EH-
HbIA XONecTepuUH NOAAB/ISAET CUHTE3 XONIeCTEPUHA B K/IETKE C MOMO-
LLBIO TOPMOXKEHUSA aKTUBHOCTU (hepMeHTa 3-rmapoKcu-3-MeTUnriy-
Tapun — KoA-peayKTasbl, KOTOPbIA CyLLECTBYET ANA OrpaHUYeHus
YPOBHSI CUHTE3A QKOA — 3TO KO(epMEHT, T.e. AOMOSHUTENbHas
thynna, Nerko oThensiemMas OT anoepMeHTa, NPeLCTaBNAoLLEro
NONUMENTUAHYIO YacTb ()epMeHTa). BO-BTOPbIX, XONECTepuUH aKTu-
BUPYET (hepMeHT aumn-KoA: aumntpaHchepasy XonecTepuHa, nog-
JepXMBaroLyo aTepudukaymio (06pasoBaHMe CNOXHOMO agupa) u
coxpaHeHMe U30bITKA XOnecTepuvHa. B-TpeTbuX, OCBOOOXAEHHbIN
XO/EeCTepUH NMoAaBNSAET CUHTE3 peLenTtopos JITTHI, 3awnwas Knet-
Ky OT U30bITOYHOrO HaKoMAeHWs 3TOro Mnuaa.

CemeliHaa runepxonecTepuHeMus pa3BMBaeTCs B pe3ynbTate My-
TauMM reHa, OMpefenAloLLero CyLlecTBOBaHWe peuentopa Ans
NMHI. FeTepo3nroTbl ¢ TaKo NaTonorueii 061afatoT nLLb Noso-
BMHOW HOPMabHOIO0 yncna 6nM3KOPOACTBEHHLIX — PEeLenTopoB
JIMHM, 160 y HUX TOMbKO OAWH HOPMa/bHbIN reH. Kak pesynbTar
3TOro Aehekrta TpaHcnopTa, C NMOMOLLBIO PeLenTop3aBUCUMbIX CUC-
TeM ocnabnsetcs kata6onuam JIMHI, w ypoBeHb MNAa3MeHHbIX
JIMHI Bo3pacTaeT NpMMepHO BABOE. Y rOMO3UIOT HET HOPMa/bHbIX
peuenTopoB JSITMTHI Ha KNeTKax, U ypoBeHb 3TUX LUPKYIMPYHOLLKX
JMMONPOTEMHOB ropas3fo Bbllle. B JonofiHEHWe K HapyLlueHHOMY
KnnpeHcy JIMTHI cuHTe3 nocnefHUX NOBbILLEH U Y reTepo-, Uy ro-
MO3UroT. MexaHW3m Takoro noBblLLIeHUs, CNOCOOCTBYHOLLEro pas3Bu-
TUIO TUMEPXOJIECTEPUHEMMM, TOXE CBA3aH C OTCYTCTBMEM PELEenTo-
pos JIMHIM. Mpuuem JIMMM — HenocpeCTBEHHbIA NpeaLLecTBeH-
HUK nnasmeHHbIX JITTHM —ucnonb3yeT Te e peuenTopsbl (anonpo-
TcuHa B-100 n E) ans cBoero TpaHCropTa B neyeHb. [py cemeiiHol
rMNepXonecTepuHeMmnn ocnabneHHbId TpaHcnopT JIMTITM B neyeHb
npuBoaMT K HakonneHuto JIMMNIM — npepllecTBEHHUKOB M1asMeH-
HbIX JITTHTT nnasmbl.

BTopoit mexaHun3m yganeHus JINMHM 13 nnasMbl CBA3aH € TpaHc-
MOPTOM 3TUX SIMNOMPOTENHOB 6€3 y4yacTWs COOTBETCTBYHOLLMX pe-
LIeNTOPOB C NOMOLLbIO KNETOK CUCTEMbI MOHOHYK/eapHbIX arouu-
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TOB. MOHOLMTLI U Makpogarun o6nafatoT peLenTopamy K XMMuyec
KU M3MeHeHHbIM SITTHI, Hanpyumep aueTUANPOBaHHLIM WA OKUC
NeHHbIM. B HOpMe KO/IMYecTBO 3TWX JIMMONPOTEUHOB YCTYMaeT n
nonpoTenMHaM, CBA3aHHbLIM C PeLLenTop3aBUCUMbIMU MeXaHU3Mamu
HecMoTps Ha HasMume runepxonecTepuHeEMUM, 3aMETHO BO3PacTao
TpaHCMNopT XonectepuHa, nepeHocumMoro JIMHIM He3aBMcMMOro oi
WX PELenTopoB B K/ETKN CUCTEMbl MOHOHYK/IEApHbIX (haroynTos U
COCYAMCTON CTeHKW. VIMEHHO 3TO ABASETCS MPUUMHON MOABAEHUS
KCaHTOM W MOXEeT COfe/iCTBOBaTb PasBUTMIO MPEXEBPEMEHHOIO
aTepocK/ieposa.

MonekynsapHO-reHeTUYeCKne MexaHu3Mbl CeMenHON runepxo
NecTepUHEMUN YPe3BbIYAHO CNOXHbI. eH peuentopa JIMHI, Ha
XOfsALLmMiACca Ha xpomocoMe 19, oueHb BenuK. OH coaepXuT 18 3K30
HOB 1 5 JOMEHOB, PacrofioXKeHHbIX Ha paccTosHuK B 45 kb. W3sect
Hbl MO KpaiHei mepe 35 MyTaLMid, BKIOUAOLLMX WHCEpLWN, aene
LMW, MUCCEHC- N HOHCEHC-MyTauuMW W BOBMEKAIOLLMX KaXabld U3
nATK AOMeHOB. MyTauun 1-ro knacca Hambonee pacnpocTpaHeHbl U
NPUBOLAT K NMOMHOMY MpeKpaleHno CUHTe3a peLenTopHoOro beska
(aHHYNMpoBaHHbIN annenb). MyTaumu 2-ro Knacca conpoBoXxaato!
CA KOLMPOBaHMEM pPeLenTOpHbLIX GENKOB, HaKanJMBatoOLMXCH B 3H
[0nnasmMaTyeckoi ceTu, NOCKOMbKY OHW He MOryT GbITb TpaHcnop
TUPOBaHbl K KOMMeKcy onbmxku (annenn TpaHCNOPTHOM HeaocTa
TOYHOCTK). MyTaummn 3-ro kniacca nopakatoT JITTHI-cBA3yHOLL WA
JoMeH peuentopa. KogupoBaHHble 6€nKM AOCTUralOT KIETOYHONA
NMoBepPXHOCTU, HO He cBa3biBatoTca ¢ JIMTTT nnn e genaroT 310 He
MONMHOCTLIO (aN11eNn HeAOCTaTOYHOCTM CBA3bIBaHWA). Mpy MyTaumsx
4-r0 Knacca Kogupytotcs 6enku, KoTopble CUMHTE3VUPYIOTCA U rMepe-
HOCATCA K MOBEPXHOCTU K/ETOK. OHW HOPMasbHO CBA3bIBAKOTCA C
JINHM, Ho He cobupaloTCA B MOKPbITbIX AAMKax, NO3TOMY CBSi3aH
Hble IMNONPOTENHBbI He BTArMBAOTCA B LUTOMNNA3MY.

OTkpbITWE pelatollein ponu peuentopos JITTHM B romeocTase
X0fleCTepuHa NPUBENO K MOSB/EHUIO /IeKapCTBEHHBIX MNpenaparos,
KOTOPblE CHWXAKT YPOBEHb NJa3MEHHOIO XOECTEpPUHA NYTEM YBe-
NMYEHNSA YMcna peLenTopoB. Takoi NOAX04 NO3BOMSET CHIKATL CO
[lepXxaHue XosiecTeprHa B njasMe He TOMbKO Y 60/bHBIX C reTeposu
rOTHON CeMEeNHON runepxonecTepuHeMuenn, HoO 1 ¢ 6onee YacTbIMU
HereHeTUYeCKUMM (hopMamMu rMNepxonecTepuHeMuN.

3aboneBaHnsda, cBA3aHHble C gedekTamu dep
MeHTOB. BbonesHnm nusocomanbHOro Hakonne-
Huda. JIM30COMbl — K/HOYEBO/ KOMMOHEHT BO BHYTPUK/IETOUYHOM
nuiesapeHUn. OHU COLepXaT rnmaponMTUUecKkme epMeHTbI, UMED
Lye ABa 0COObIX CBOMCTBA. BO-NepBbiX, (hePMeHTbI AeiCTBYIOT B
KUCNOW cpefe NM30COM, a BO-BTOPbIX, COCTAaB/IAKOT OCOOYIO KaTero
PUIO CeKPeTOpHbIX 6enkos. MNocneaHwe B OT/IMUMe OT 60/bLUMHCTBA
[pyrux 6enKkoB npegHasHaveHbl 415 CEKPELUN He BO BHEK/IETOUHbIE
XULKOCTU, @ BO BHYTPUK/IETOUHbIE OpraHenbl. [ns 3Toro Heo6xo
AnMa ux cneunansHas 06paboTka B KoMnekce onbmxku (NnacTuH
yaToM Komnnekce). ogo6HO BCeM ApYrMM CEKpPeTOPHbIM Genkam

384



(hepMeHTbI IM30COM, WU KUC/Ible TUAPOAasbl, CUHTE3NPYHOTCS B 3H-
[0NNa3MaTUYecKoin CeTU U TPaHCMOPTMPYHOTCSA B KOMMJeKC onba-
XW. 30ecb OHW MpPeTeprneBatoT MOCTTPAHCNALMOHHBbIE WU3MEHEHUS.
Hanbonee BaXHbIM W3 HUX ABASETCA MPUKPENIEHWEe MaHHO3bl-6-
<|tocthata K 60KOBLIM LiensM onurocaxapuga. Octatku ochopunu-
POBaHHON MaHHO3bl MOXHO paccMaTpuBaTb Kak afjpecHyt0 METKY,
pacno3HaBaemyto crneumpuyecKMMmN peLenTopamu, KOTopble Haxo-
JATCA Ha BHYTPEHHER MOBEPXHOCTN MeMbOpaH Kommnekca [onbmpku.
JIn3ocomasbHble (hepMeHTbI CBA3LIBAOTCA C 3TUMMK pPeLlenTopamm K,
TakyM 06pa3oM, OTAENAKTCSH OT APYrUX CEKPETOPHbLIX OEIKOB BHYT-
py komniekca Fonbmpku. TocTeneHHO Mefikue TPaHCMOPTHbIE My-
3bIpbKW, COAepKaline (epMeHTbl, CBA3aHHble C peLenTopamu, oc-
BOOOXAAOTCA M3 KoMmMsiekca [onbpKu 1 OTNPaBAsoTCA Ais Cnus-
HWMA C Nn3ocomamy. Takum 06pa3oMm, (epMeHTbl MpUOLIBAOT K
MECTY CBOEro BHYTPUK/IETOUHOI0 HaxXOX/eHus, a Ny3blpbKy BO3Bpa-
LLAOTCA B KOMMNIEKC [ONbaXM.

JlnsocomasnbHble KUC/ble rMApONasbl KaTanmsupyroT pacluense-
HUe Pas3INYHbIX CIOXKHBLIX Makpomosnekys. MocnegHue moryT obpa-
30BbIBATLCA B pe3ysibTaTe MeTabo/Myeckoro Kpyroobopota BHYyTpU-
KNETOYHbIX opraHenn (aytogarnuun) wiy nonagaTb B KETKY nNpu (a-
rountoze (retepodparun). Tpu HacneACTBEHHOW HeAOCTaTOYHOCTU
NN30COMaTbHBIX (DEPMEHTOB MPOUCXOLUT HEMOHbLINA KaTabonmaM mx
cy6CTpaTa, UTO COMPOBOXAAETCA HAKOMIeHWeM B /IM30COMax uac-
TUYHO pacLLen/ieHHbIX HepacTBOPUMbIX MeTaboNnTOB. 3anoHASCh
TakVMU He MOJIHOCTLIO PacLUenfieHHbIMUA MaKpoOMOseKyamu, fin3o-
COMbI YBE/IMYMBAIOTCS B pasmepax U KOMMYECTBE, YTO MPEeNnsTCTBYET
HOpPMa/IbHOMY (hYKLMOHUPOBaHMIO KETKWU. TaK BO3HWMKatT 60ne3-
HW NIN30COMAJTILHOrO HaKOMJIeHNS.

Korga B 1963 r. 3T 60/1€3HN OblNM OTKPbIThI, TO NPEANON0XM-
NW, YTO 3TO pe3ynbTaT MyTaluiA, NPUBOAALLMX K CHUXKEHUIO CUHTE3a
(bepmeHTOB NM3ocom. OfHaKo B NocnefHue fBa LecATUNETUS Obiin
BbIsiBNEHbI 1 gpyrue npuymnHel (No R.S.Cotran, V.Kumar, T.Collins,
1998). Mepeuncnum BaxkHellMe. Bo-nepBbIX, NPOUCXOAWT CUHTE3
KaTa/IMTUYECKN HEeaKTUBHOIO 6efka, KOTOPbIA UMMYHONOrMYecKu
[laeT MepeKpecTHYIO peakLUnto ¢ HOPMasbHbIM epMeHTOM. MoaTomy
npM MMMYHHOM aHasiM3e YpOBEHb (DEPMEHTOB OCTAeTCA HOpMaslb-
HbIM. BO-BTOpPbIX, BO3HWUKAKT Ae()eKTbl B MOCTTPAHCAALMOHHONR 06-
paboTKe PepMeHTHOro 6enka, BK/IKOYAKOLWME HeJOCTATOYHOCTL NpPU-
KpenneHns MaHHO30-6-(octhaTHOro MapKepa, OTCYTCTBME KOTOPOro
He AaeT (hepMeHTY CnefoBaTb CBOUM OObIYHBIM MyTEM B /IM30COMY.
BMeCTO 3TOro, 3H3MM CEKPETUPYETCA KNETKOW HapyXy. B-TpeTbux,
06HapyXuBaeTca Ae@UUUT akTuBaTopa (hepMeHTa WM NpoTeKTopa
npefoxpaHuTens) Oenka. B-4YeTBepTblX, BbISABSETCA OTCYTCTBUE

eflKa-aKTuBaTopa cybctpara (MM30CoMaibHbIX (hepMeHTOB). B He-
KOTOPbIX ClyYasix 6enKkun, pearvpytowime ¢ cyoctpaTom ans obnerde-
HWS ero ruaponusa, OKasblBAKTCA MOBPEXAEHHbIMU. B-naTbIX,
MMeeT MecCTO OTCYTCTBUE TPaHCMOPTHOro 6efka, HeobXxoaumMoro ans
BbIXOJa MNepeBapeHHOro Marepuana u3 /M30CoM. Takum 06pasom,
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60/1€3HU TM30COMA/IBHOTO HAKOM/EHUA MOTYT ObITb CBSi3aHbl C OT
CYTCTBMEM N11060ro 6enka, HeobXOAMMOro A1 HOPM&a/IbHOrO (hyHK
LIMOHMPOBAHNSA NN30COM.

BblaensitoT o MeHbLUed mMepe 7 060C06MEHHBIX Tpynn 60ne3Hei
NM30COMaIbHOT0 HakonneHus (Tabn. 8.6). PacnpegeneHue Hakan
NMBaEMOro mMaTepuana 1 oTctofa MopaXKeHue Toro UM UHOro opraHa
onpefensoTcs ABYMS B3aUMOCBA3aHHbIMW (DaKTOpaMu: MecTOM, B
KOTOPOM pacLUensisieTcs Haubosnbluas YacTb maTepuana, v TOi op
raHHOW JIOKanu3auneld, NpuM KOTOPO B HOPME OCYLLECTBASETCS
HanbosblUuas YacTb pacluensieHnsi. Hanpymep, rofoBHOM Mo3r 6orar
raHrnMosvgamu (CuanorimkonunugaMun), W CcrnegoBaTeibHO, e
(hEKTHBIA  TMAPONN3 TaHIMO3WMAOB, KOTOPbIA BCTpeYaeTcs Mpu
0benx dopmax raHramosngosa (Gm, n Gma, nepsuyHO NPUBOANUT K
HaKOMJIEHWH0 YKa3aHHbIX CyOCTaHLMIA B HEMPOHAX U COOTBETCTBYHD
Leld HEeBPONOrMYECKOW cuMNTOMaTUKe. JedeKTbl pacLuenneHus My
KonosmcaxapuioB MOryT BO3HUKATb MPaKTUYECKU B KaXX4OM opra-
He, 160 3TN BeLIEeCTBA LIMPOKO PacnpocTpaHeHbl B opraHusme. fo-
CKOMbKY B KIETKax MOHOHYK/eapHOW (harouuTapHON CUCTEMbI Ha
XOAWTCS OCOBEHHO MHOMO /IM30COM, M OHW YYacTBYIOT B pacLiensie-
HMN Pa3HO0bpa3HbIX Cy6CTPATOB, OpraHbl € 6oraTbiM CoAepXaHuem
(harounToB — Takue Kak Cefie3eHKa M NneyYeHb — YBENNUMBAKOTCA H
06beMe MpW HEKOTOPbIX 00MIE3HAX /IM30COMATLHOTO HAKOMEHMS.
MOCTOSHHO pacLIMpsOLLEeCs KOMNYECTBO YKasaHHbIX 6one3Hei
CrPynnupoBaHO C YY4eTOM GMOXUMUYECKOW NPUPOAbl HakannBae-
MOoro metabonuTta. ['pynnbl 3TW cregytoLme: FIMKOreHo3bl, CPUHIo-
aMnuaossl  (MUNMAO3bI), MYKOMOAMCaxapugosbl U MyKOUNUAO3bI
(cm. Tabn. 8.6). Cpeay MHOXeCTBa rIMKOreHO30B /UL OAUH ABAS-
eTcs CrefCTBMEM TIM30COMASIbHON (hepMEHTHON HeLOCTaTOUYHOCTM.

Ta6nuuya 8.6. 50ne3HN NM30COMATILHOIO HAKOM/EHUS

Bug HeoCTaKOLLEro HakannvBatoLuuiics

Bonestb thepmeHTa meTagonuT

FNnkoreHes
Tun 2 — 6one3Hb Momne Anbta-1,4-rnwoKosmjasa FnukoreH

ChUHroNMNHAO3bI
FaHrnno3sngos Gmi Gmi-raHrnuosng-ranakto- Gmi-raHrnanosumg,
3ngasa ranakTosocojepxatyue
onmrocaxapugpl

raHrnnosngos Grri2
6onesHb Tea—Cakca lekcosaMmnHugasa, a-cy6b- aHrnmosug Gni2

eAnHMLA

6onesHb CcHAaxodda  ekcosamuHMaasa, p-Cy6b- T0 Xe
eAnHnLA

BapuaHT AB Benok-akTusaTtop raHrnuno-
naa
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BonesHb

Cynbhatnaosbl
MeTaxpomaTnyeckas
nelikogucTpogus
MynbTuCyn bhaTasHas
HefoCTaToOYHOCTb

BonesHb Kpabbe
BonesHb Pabpu

BonesHb lMNowe

BonesHb HumaHa—Inka

MyHOMONMMCaxapraosm

MPS | H (Xypnep)
MPS Il (XaHTep)

Mykonnugossl (ML)

1-KneToyHass 60Me3Hb K
nonmanCTpocUs ncesno-
XYp/1epoBCKOro TuMna

Opyrve BuAbl HaKoONNeHUs
CNOXHbIX YINeBOAO0B

PyKOo3ML03

MaHHO031A03

AcCNapTUATINKO3aMUHY-
pus

*

[Opyrve 6onesHn n130co-
Ma/IbHOrO HaKOm/IeHNs

BonesHb BonmaHa

HepgocTaTo4yHOCTb KMCNO-
ro poctpata

13*

Bug HefocTatoLLero
thepmeHTa

ApuncynbaTasa A

ApuncynbaTtasbl A, B, C;
nay-
rena-

cTepouacynbdaTasa,
poHaT-cynbdaTasa,
paH-N -cynbhaTasa
anakTo3unuepamugasa
a-ranakrtosngasa A
"nokouepebposngasa
CduHrommennHasa

ot-L-naypoHugasa
L-naypoHocynbhaTcynb-
(haTasa

HepocTaTouHOCTb
hopunumpyoLmx
TOB,
thopmupoBaHusa
acnosHaBaHus
nasbl, uvMeloLLme
pacnosHaBaHus,

K/1ETOYHOE MPOCTPaHCTBO

a-dPyko3mgasa

a-MaHHo3Mpaasa

AcCNapTUNIriMKo3aMumHa-
MUArMAponasa

Kucnasa nunasa

JlnzocomanbHas Kucnas
tocaTasa

toc-
thepmeH-
CYLLIECTBEHHbIX  [/151
Mapkepa
MaHHO030-
thocthaTa; Kucnble rvapo-
Mapkep
He MoryT
ObITb HaueneHbl Ha 11M30C0-
Mbl, & BbIENAOTCA BO BHe-

MpopgonxeHne Tabn. 8.6

Hakannuatowiics
meTabonut

CynbaTtHa

Cynbatng, CcTepoung-
cynbart, renapaH-cysb-
thaT, gepmataH-cynbdar

anakTouepe6po3ng
Llepamna-Tpurckecosng
"niokouepebposung,
CuHrommenuH

[LepmaTaH-cynbgarT,
renapaH-cynbat

Mykononucaxapugpl,
rAVKONUNUZbI

dyKo3ocogepxatune
COUHTrONMNUALI U
(hparMeHTbl rIMKONpo-
TenHa
MaHHo30cofepxaLLlme
ofiurocaxapugpl
AcnapTunn-2-ae3oKcu-

~aLeToamMuaornKo-
3nnammH

3dupbl xonectepuHa,
TpUrAnuepuabl
docaTHble apupbl
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BonesHb Tea —Cakca (W.Tay, B.P.Sachs; paHHAs [Ki
CKas amMaBpoTMYecKkas UAMoTus; bonee TOUHO —raHrnMo3nao3 tint
HEA0CTAaTOYHOCTb CYObeANHULbI a-TeKCO3aMUHMAa3bl). aHrInoLw
[03bl GM2 cOoCTaBNAT rpynny n3 Tpex 6onesHen nusocomanbinn'
HaKOMMeHUs, pasBMBAOLLMXCSA M3-32 HECMOCOGHOCTU K/ETOK Kabl
60/113npoBaTh raHrnanMosnael Gm2 [Ans paclienneHvs nocnegymM>
HY)XXHbI TP NOSMNENTUAA, KOTOPble KOAMPYIOTCA B TPEX OTAENbH U <
NoKycax. ®eHOTUNMYecKue MOCMeACTBMA MyTauMid, MOpaKatoLm
3TW IOKYCbl, B WU3BECTHON CTEMEHU CXOAHbI, MOCKO/bKY (hopmmp»
lOTCA B pesy/ibTaTe HaKoMieHus raHrnMosugos. OfHaKo (hepmolit
Hble JeeKTbl, leXallne B OCHOBE KaXA0ro U3 HUX, pasinyHbl 13
nesHb Tes—Cakca, camas 4acTasg (hopma raHrn1osna03oB Gm
CBA3aHa C_MyTal1en, nopaxaroLei MoKyc a-Cy6beanHuLbl Ha xp"
MocoMe 15 1 BbI3bIBAIOLLENA TSHXKENYH HeJOCTaTOYHOCTb reKkco3amu
HuAasbl A 3Ta 60/1€3Hb 0COBEHHO PacnpoCTpaHeHa cpeay Tex egp<
eB, KOTOpble WMEKT BOCTOYHO-EBPOMNENCKOe MPOUCXOXKACHT
(eBpem alllKeHa3n). YpOBeHb HOCUTENbCTBA B YKa3aHHOW 3THUYO
KoM rpynne cocTasnseT 1 Ha 30.

FeKcosaMuHMzasa A OTCYTCTBYET (DAKTUYECKM BO BCEX TKaHW»
BK/IKOYAA NIENKOUMTbI U MNia3my KpoBu. M03TOMY raHrinosnsl Gm,
MOTYT HaKan/iueaTbCs YyTb /1M He MOBCEMECTHO (B CcepAue, neyeiin,
CeneseHke M Ap.), OHAKO Befyllye KNMHUYECKUE NPU3HaKy thop
MWpYeT BOB/IEUEHWE B 3TOT MPOLIECC HEVPOHOB LIEHTPANIbHOW 1 M
reTaTMBHOM HEPBHOM CMCTEMbI, a TakXkKe CeTyaTku rnasa. og mu*
POCKONOM B LMTOM/Ma3Me HEMpPOHOB ONpefenstoTcs BaKyonu, mpew
CTaBfstoWMe Co60i CUMBHO PACTAHYTbIE NIM30COMbI, 3aNO/HEHLL-M
raHrnuosugamu. Okpacka Ha xup (CygaHom I vnn 1V) aaet nono
KWUTENbHBIN  9(EKT (COOTBETCTBEHHO OPaHXXEBO-KPaCHbIA 1M
YepHblii LBeT). Tpn 3/EKTPOHHOW MWKPOCKONUM BbIAENSIOT M
CKOMbKO TWMOB LMTOMMA3MAaTUYECKUX BKKOYeHMA. Havbonee w
METHBLIMU ABMIAIOTCA BK/IKOUYEHUA BHYTPU IM30COM KOHLUEHTPTU.
KMX MeMOBPaHHbIX CTPYKTYp, HANOMWHAIOLWMX Ha pa3pese /IyKOBUL»
Yepe3s onpeaeneHHoe Bpems B TKaHW Mo3ra HaG/IO4aeTcs Nporpo
CMBHasA [AECTPYKLMUA HEAPOHOB, Mponudepauns MUKPOrIUA 1 M
KOM/IEHNE CNOXHbIX NUNUA0B B Makpodarax. CXOfHbIA MpoLcy <
Pa3BMBAETCA B HEWPOHAX MO3KEeUKa, OasasibHbIX raHrnnes, CTBOL>
BOI YaCTW MO3ra, CMHHOFO MO3ra, CMIMHa/bHbIX FaHr/INEB, a TaK *
B HEpOHax BEreTaTMBHON HEPBHON CUCTEMbI. CaHI/INO3HbIE KNeu 1
CeTyaTKM TOXe HabyxaloT W cofepXar raHravmosugsl Gm2 4Tt
BWAHO, B YACTHOCTW, NO KPasM XXENToro nATHa. B pesynbTate B tom
KENTOro NATHa MOSIB/ISETCS BULLHEBO-KPAacHOe YXTHO, Noduepku
BAlOLEEe HOPMa/bHbIV LIBET COGCTBEHHO COCYAMCTON OBGOIOUKM
rnasa, KOTOPbIA KOHTPACTUPYET C 6/16AHOCTbI0 HAOYXLLNX raHrim<>>
HbIX K/IETOK B MOPAXEHHOMN YacTW CeTYaTKU. ITO XapakTepHO U
bonesHn Teg—Cakca, U AnA APYrux GONesHeid HakonneHus, nopa
XKaLWMX HEepOHbI.

B ynomsHyTOM N10KyCe a-Cy6beJMHULbI MAEHTUHOULIMPOBAHO M
CKOMbKO a/nenen, Kaxablid U3 KOTOpbIX CBSi3aH C Kakon-nm6o iun
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MeHbK (PePMEHTHOW HeAOCTaTOYHOCTU U ONpefefieHHbIMU KNHU-
yecKUMY NposiBAeHUAMN. Tpu Hanbonee BbIPaXKEHHOI HeLOCTATOu-
HOCTW rekco3aMuHuaasbl A MopaKeHHble AT NPU POXAEHUN Bbl-
litvoAT HOpMasibHBIMU, HO C 6-MeCAYHOro BO3pacTa y HUX pa3BuBa-
OTCA CUMNTOMbI 3a60/1eBaHUSA: HEYK/IOHHOE MpOrpeccMpoBaHue
MUUraTeNbHbIX U MCUXUYECKUX HApPYLLEHWUIA, HauMHatoLLeecs C ABW-
[ATeNbHON LMCKOOPAMHUPOBAHHOCTU, MHEPTHOCTH, APS6/I0CTM MyC-
Kynatypbl U NPOLOJ/DKAIOLLEeCs B BUAE CNenOTbl W BCE BO3pacTako-
LWelt aemeHuun (cnaboymus). Mo npolwectsun 1—2 feT BO3HUKaeT
6/10K BEreTaTMBHON HEPBHOW CUCTEMBI, M Y pebeHKa He cTapLue 3 neT
HacTynaeT CMepTb.

[Jopogosoe pacno3HaBaHWe W onpefeneHVe HOCUTeNbCTBa BO3-
MOXHbI NPY COOTBETCTBYHOLLEM PepMEHTHOM aHann3e 1 1uccnefoBa-
HuM OHK. MMpu3sHakn geyx Apyrmx (opm raHrnmosngosa Gm2 —
6one3Hn CeHpxota (K.SandhofT), BosHuKatoweld npu gedekte &
iy6be,qV|ngb|, M HepoCcTaTOYHOCTU akTuBaTtopa Gm2 — CXOfHbI C
laxoBbiMy 60n1e3HM Tesa—Cakca.

BonesHb HummaHa —Muka (A.Niemann, L.Pick) ox-
HaTbIBAET rPYNMy MpPU3HaKOB, HEOAHOPO/AHbIX C K/MHWNYECKOIA, 610~
XMMMWYECKOM U TEeHETUYECKON ToYeK 3peHus. B To e BpeMsi 06b-
E[VHAIOWMM ABNAETCA HAKOMMEHWE B JIM30COMAX CHUMHIOMUENNHA
(CMHTOMUENMHBI — CNIOXKHbIE IMNKABI, COAEPXKALLMECS B PasHbIX
XaHsAX, rNaBHbIM 06pa3oM B HEPBHOMW) W XONecTepuHa. BosbHbIX
noApasfenstoT Ha ABe rpynnbl: UMEKLWUX HefOCTaTOYHOCTb CMH-
tommnenuHassl (no Tuny A nnn B) — (hepMeHTa, pacLlennsatoLero
tuHromuenuH, —u Tex, y Koro akTMBHOCTb 3TOr0 (hepMeHTa Hop-
MafibHa UAM nouyTh HopmanbHa (Tvnel C u D). Mpu nocnegHmx
|Mmax umeeTcs NMepBMYHOE HapyLUEHWE BHYTPUKIIETOUHOW aTepudu-
Kaumm (hopMMpOBaHMA CROXHOrO 3upa) XOonecTepuHa U ero
thaHcrnopTa. OAHaKO Ae(heKTHbIA FeHHbIA NPOAYKT, OTBETCTBEHHBIN
i.i Takoe HapyLleHWe, MoKa He HaligeH. Bce Tunbl 60ne3HM BCTpeya-
lOTCS PeAKo, HO Tun A, CONPOBOXAAIOLLMIACA HeA0CTaTOYHOCTHIO
mDVHrOMMeNnHasbl, npeobnagaet. Ha Hero npuxogutcs 75—80 %
T ex HabnogeHnii 6onesHn HumaHa—Tnka. OH OT/IMYaeTCA TsKe-
NbIM NOPaXKEHWEM MaJeHLEB W XapaKTepu3yeTcs pacnpocTpaHeH-
HbIMW HEBPOJIOTUYECKUMU N3MEHEHUAMMW, BbIPaXKEHHBIMW HaKOMe-
HUAMW B OpraHax CUHroMmneninHa, nporpeccUBHbLIMN UCTOLLEHVEM
1 cnabocTblo. Kak npaBuno, AeTu nornéatoT B TeUEHME NepBbIX TPEX
HM >KM3HW. Tpexae Yem NepenTn K pacCMOTPEHMIO Tuna A, cneayet
<HMETWTb, YTO ropasfo 6onee peakuii TN B OTiMYaeTca Tem, 4To y
60/1bHbIX MMeeTCst opraHomeranus (MMraHTM3M OpraHoB), HO OTCYT-
' KYHOT U3MEHEHUNSA B LEHTPa/IbHOW HepBHOI cucTeme. Takme 60/b-
Hble 06bIYHO JOXMBAKOT [0 3PENoro BO3pacTa.

Mpn Knaccuyeckom MnafdeH4yeckom Tune A 6onesHn HumaHa—
Muka 0OHapy)XMBaeTca MOYTU MOMHAsA HeAOoCTaTOUHOCTb CHMHIO-
umenMHasbl. B Hopme CHUHIOMMENMH — MOBCEMECTHBIA KOMMO-
HEHT HNa3MONEMMbl 1 MeMOpPaH KNeTOUHbIX opraHesn. oaTomy He-
tOCTaTOK (hepMeHTa B/I0KUPYET pacLuenfieHne Nnuaa U NpUBOAUT K
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Puc. 84. CnneHomeranus npy 60ne3HM HmaHa— Mka.

€ro nporpeccBHOMY HaKOMMEHWIO B IN30COMAaxX, B YaCTHOCTU Mpu
Hag/aexawmx KaeTkaM MOHOHYK/ieapHOW (harouuMTapHON CUCTEMb
lMopaxeHHble KNeTKW yBenuumnsaroTca 40 90 MKM M3-3a pacTaXeHUn
NN30COM, CcOfepXawnux maccbl CHPUHIOMMUENNHA W XONECTEpPUH.*
BecuncneHHble 1 OTHOCUTENIbLHO MOHOMOP(HbLIE BaKyonu MNpuaaH u
uuTOonNasMe NMEHWUCTbIA BUA M XOPOLUIO OKpalIUBalOTCA peakTuBamu
BbIABNAOWMUMN XUpP. 0oL 3/1eKTPOHHBIM MWKPOCKOMOM BuAHo, ‘M.
BaKyO/IM NpefCcTaBAsfOT CO60MA 3anosHEHHble KakKuM-1n6o matepu.!
NIOM BTOPUYHbIE IN30COMbI, 3a4aCTYI0 Cofepxalime MeMopaHoum.u
umTonnasmaTnyeckuMe Tenbla, HANnoOMUHAKLWMe KOHUEeHTpu4yea u
nnacTuH4YyaTble Urypbl mmenumHa. WHorga cunyatbl 1M30COM 06|u.
TalT BUL NanucagoB W3 napannefbHblX MAacTUH, (OPMUPYIOLLIH
TaK Ha3blBAEMbIE Tenbua 3e6phi.

MeperpyXeHHble AMNUAAMU NEHUCTbIe KeTKW harouutapHo* m
TWNa B M306MNNKN BCTPeYaroTCa B Cene3eHKe, neyeHu, numdaruny' <
KUX y3nax, KOCTHOM MoO3re, HeBHbIX MUHJaNMHaX, XeNnyLo4YHO KV
WeYyHOM TpakTe U Jierkmx. Cesfie3eHKa MOXET CUJIbHO YBENNUYUT!IN
cs, nHorga ee macca BospacTaet B 10 pa3 (puc. 8.4). B 7o xe HX
BbIpaXEHHOI renatoMeranun Het. MOBCEMECTHO B OpraHu3Me O(>Hu
pYyXM1BaKTCA YMEPEHHO WU CUMNLHO YBEUUYEHHble uMpaTnye< m*
y3nbl. Bce nepeyncrieHHble opraHbl Ha paspese 6nefHee 06bIYHOM
YTO 06BACHAETCA MACCUBHBLIMW HaKOMNEHUAMU CHOUHTOMUCIUM
CneunanbHOro ynoMmHaHWA AOCTOWHbI WM3MEHEHUS B TOM0»....
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mMo3re u rnasax. M3BuavHbI Mo3ra cMopLieHbl, 60po3abl paclupe-
Hbl Tlog MWKpoOCcKOMoOM onpefensetrca AUG@Y3HOe BOBMeYEHUE B
npoLecc HeMpoOHOB BO BCeX OTAeNax HepBHOI cucTembl. BpocatoTcs
M rnasa BaKyo/nusauus u 6annoHu3auus HeWpoHOB, MPUBOASALLAS
MecTaMu K UX rmbenn n yTpaTte BeLLeCTBa FONI0BHOr0 mosra. Y of-
HOW TpeTM — MOJIOBUHbI 6OMbHLIX 06HaPYXWBAKTCA BULUHEBO-
Pp/IEHble NATHA Ha CeTyaTKe, CXOAHble C TEMU, Kakue OblBalOT Mpu
HonesHn Tes—Cakca (CM. paHee). VIX NponMCXOXAeHne Takoe Xe.

KnuHnuyeckne npusHakum 3aboneBaHUs MOSABASAIOTCA YXe MNpu
poXzaeHUn, Ho o06s3aTeNlbHO — B 6-MecA4YHOM Bo3pacTe. XXUBOT y
MafeHLUeB BbICTynaeT M3-3a YBe/MYeHUs cefnes3eHku. HakonneHune
*)MHrOMUENNHA U XONleCTepnHa B fepMasbHbIX Makpogarax MoxeT
WOMPOBOXAATHCA POPMUPOBAHMEM MOLKOXHbBIX KCaHTOM. C noss-
HH/WEM CMMNTOMATUKM MOCTENEHHO pa3BMBAlOTCA MNPOrpeccuUBHOE
oTCTaBaHve B pasBMTUU, PBOTA, MOBbILIEHUE TemnepaTypbl Tena, re-
HepanusoBaHHas numdageHonaTua (BoBAeYeHUE NUMPATUYECKNX
VMIOB) 1 BO3pacTalolliee CHVDKEHME MCUXOMOTOPHbLIX DYHKLUA (co-
HWTC/IbHO YyNpaBnfsemMbiX ABMXEHWA). Ha nepsoM uau BTOPOM rogy
*M KN HACTynaeT CMepTb.

[unarHoctvka OCHOBbIBaeTCA Ha GMOXMMUYECKOM aHanmse ak-
iIBHOCTW C(IMHTOMMENNHA3bl B MaTepuane 6MONTaTOB, MONYYEHHbIX
M1 ne4yeHn MAM KOCTHOTO Mo3ra. [eH COMHroOMMeNnHasbl KIOHUPO-
BaH, NO3TOMY nayueHTbl ¢ Tunamu A n B 6onesHn HumaHa—Iuka,
N TaKXe COOTBETCTBYHOLLME HOCUTENN MOTYT 6biTb BbISIBAEHbI Npu
nHanmsax npo6b AHK.

bonesHb Mowe (Ph.Ch.E.Gaucher) —ayTocoMHO-peLec-
(vHHOe 3aboneBaHuWe, CBi3aHHOE C MyTauuel loKyca rarKouepeb-
[knnpassl B no3numn 1g21. MopaXKeHHbIN reH KOAUPYET YKasaHHbIN
(hepMeHT, KOTOpPbIi B HOpME pacliennseT rNOKO3HbIA 0CTaToK Le-
pavmga. B pesynbTate rawokouepebposn HakannMBaeTCcs rNaBHbIM
obpa3om B (harouuTtax, HO B HEKOTOPbIX CBOMX (POpPMaxX — B LeHT-
panbHON HepBHOW cucTeme. [noKouepe6bpo3nbl HEMPepbIBHO 06-
pa|ytoTca npu kaTta6oin3me rAMKONUMNUAOB, NMPOU3BOAHBLIX NNa3Mo-
H MMbl CTaperoLwWwnx NelKouUTOB U 3PUTPOLMTOB. Pasnuyalot Tpu
PLMHUYECKUX TUNA 60/1e3HN [owe. CaMbIM 4acTbIM U3 HWUX, COCTaB-
nsowmMm o 99 % HabnwogeHnin, saensetca | TN, HasblBaeMblli ele
YPOHNYECKOI «HeHelpoHonaTuein» (Popmoil, NMpM KOTOPOI He 3a-
|[pn:nBatoTCA HeMpoHbl). Mpu 3TOM TUNe COXpaHeHue FaKouepeod-
po!naoB orpaHMYeHO MOHOHYK/eapHbIMU arountamu (6e3 yyactus
1 MOBHOTO mo3ra). JOMUHUPYIOT NOpPaXeHUs CeNe3eHKN N CKenera,
K Uneyaetca | Tun rnaBHbIM 06pa3om y eBpeeB eBponeliues. Y 60/b-
HbIX 06bIYHO YMeHbLUEH, HO BCe Xe OMpejenuM ypoBEHb aKTUBHOE-
[|| rnokouepebpo3naasbl. MPOAOMKUTENBHOCTb XU3HU Takux nuy,
HECKO/IbKO CHUXEHA.

OcTpas HelipoHonaTua, uau Il Tun, BbipaXkaeTca B NOpPaXeHuu
MHIOBHOTO MO3ra B M/iajeH4yecTBe. DTHMYECKON MpespacnofioxXeH-
HOCTM K 3TOMY TUMY HE OTMe4yeHO. AKTUBHOCTb [ll0KoLepebpo3nja-
H| B TKaHAX MpakTU4yeckn He onpegensercd. BosHukaeT renato-
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CMIeHOMEranns, HO BedyLMU SBAAIOTCA WU3MEHEHWUS B LEHTP.! 1

HOW HepBHOI cUCTeMe, MPUBOAALLME K PaHHEA cmepTun. Paznmun'->
ewe I Tun, aBngoWNACA KaK 6bl NPOMEXYTOUHbIM Mexay | 1 1L
TMnamy 60ne3Hun owe. Takue 60bHbIE BLIABASIOTCA B HOHOLLE» U.»
Bo3pacTe. C OfHOI CTOPOHbI, ¥ HUX BO3HMKAIOT CUCTEMHbIE KK
XKEHUs, xapakTepHble 415 | Tvna, a ¢ Apyroii — NpOrpeccupyHoT. ..

M3MEHEHUS B LEHTPaSIbHOM HEPBHOM CUCTEME, HauMHaloWT
006bI4YHO BO BTOPOI WK TpeTbeli Aekafax Xu3Hu. Bce aTu xapakni

Hble (hOpMbl HaBMOZAOTCA BHYTPW OTAEMbHLIX CEMEl 1 MPOUCXOHH

13-3a pasHbIX aneNbHbIX MyTauuii CTPYKTYPHbIX FEHOB, KOAMPYHO

LLMX rmor<ouepe6p03m,qa38/.

Mpn Bcex ¢opmax 6onMe3Hn [owe B pasHbIX TKAHAX MO*X
BCTPETUTbL (haroumTbl C MaccaMu rKoLepedpo3naoB B uuton..
me. PasfyTble Makpodaru ¢ Aunuaamu, W3BECTHble Kak Kiews»
lowe, 00HapyXMBAKOTCH B Cene3eHKe, MeYeHW, KOCTHOM MoK
NMMATUYECKMX Y3naX, HEOHbIX MUHAAIMHAX, TUMYCe, NeinepoTu
6nAWKax KuweyHnka. CxogHble Makpodaryu onpesenstoTes Tak *
MEXa/bBEONIAPHbLIX Neperopofkax W anbeeosnax Nerkux. B otamyt-
OT KNEeTOK C IMNUAHLIMU MaccaMu KneTku [olle peako 6biBaku 1
KYO/IM3MPOBaHHbIMU. BMECTO 3TOro OHUW CogepXkaTr B uurtonsa >
(hMOPUNNAPHBIE CTPYKTYPbl, HAaNOMWUHAIOWME CUIbHO CKOMKaUT™
TOHYalLWY Gymary. 3TV KpynHble KNETKW AOCTMratoT MOAYac- fn»
meTpa B 100 MKM v 061a4atoT ogHUM (M BoNee) TEMHbIM 3KCLLK.
pryecky nexkawimm aapom. OHU UHTEHCKMBHO OKPALLMBAIOTCA UM<
NNHOBO-KpacHbIi UBeT ¢ nomowpto LUWK-peakuyun. Mog »p<
TPOHHbLIM MWUKPOCKOMOM BWAHO, YTO (MOPUNNSPHbIE CTPYKTYPbI
He UTO MHOE, KaK YA/IMHEeHHbIe 1 Pa3fyTble /IM30COMbI, COAEPXAHT «
CBOMX MHOTOUMC/EHHbIX ABOMHBIX CMOAX HaKanjMBaemble SIMHA W

CkonfieHna Knetok [owe CONpOBOXAAKTCA Pas3/MYHbIMK NI
POCKOMUYECKMMW U3MeHeHusmKu. Tpu | Tune ceneseHka odumm
CUNMbHO yBenuueHa (macca gocturaet 10 Kr), ofHOPOAHO 6ncaH =
NM60 UMeeT NATHUCTBIA BUJ, YTO CBSA3AHO C 0YaroBbIM PacLUNT™
HMEM KOHr/iomepaTtoB KneTtok [owe. [1oBCeMeCTHO OTMeHa. . -
cnabo WM yMepeHHO BbIP@XEHHOE YBeNMYeHWe NumaTnuc......
y3/10B. HakonjeHue yKasaHHbIX KIeTOK B KOCTHOM MO3re M/
NPYBOLAMTL K MENKMM 04aroBbIM y3ypauusam (UICTOHUYEHUAM) io» .
WM 06PA30BAHMIO O6WMBHBIX CEPOBATLIX U «COYHBIX» ONyX0ai Hu
HbIX Y3/10B, BbI3bIBAIOLLMX KOCTHblE fedopMauuyv 1 MOBPEXUl.....
BNAOTb A0 MEPENOMOB. Y 6OMbHbIX C MOPaXXeHWsAMU [oo"
mMo3ra K/eTku [owe BUAHbI B MEPUBACKY/ISPHLIX MPOCTPaX im
Bupxosa—PobeHa (R.Virchow; Ch.Ph.Robin), a apTepuonbl c.-
OKPYXeHbl My(hTamy M3 HabyXLIMX afBEHTULMAIbHbLIX 31CMIT
Yb6eauTenbHbIX AaHHbIX O HAKOMMAEeHWW NUNUL0B B HEMpoHax -
OAHaKO HEMPOHbI BbIFNAAAT CMOPLLEHHLIMU W NPOrpeccuBHO [>a4
WwatoTeq. MonaratoT, 4TO MMNUABI, HakanuBarolmecs B ¢arorT..
BOKPYT KPOBEHOCHbIX COCYZI0B, TOKCUYHbI /1 HEPBHON TKaHW

KnnHuyeckoe TeueHne 60ne3Hn owwe 3aBMCUT OT ee Tuna 11
| TMMe cMMNTOMAaTMKA MOAB/AETCA /ML Y B3POC/bIX U Bbipa™.
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N <WSIEHOMETa/IMK TN MOPAXKEHUAX KOCTeld. BTOPUYHO NO OTHOLLE-
HUIO K runepcnsieHn3My (crijieHoMerannum) MOXeT BO3HMKATb MNaH-
HVCOMNeHMs (YMeHbLUEHME COAepXKaHUs BCeX (DOPMEHHbLIX 3/1eMeH-
HM Kposu) wan TpomboumuToneHus (no R.S.Cotran, V.Kumar,
I Collins, 1998). Ecnu cTeneHb NopaXKeHWs KOCTHOrO mo3sra Befu-
W[ [0 BCTPEYaloTCa NaTto/ornyeckme nepenomsl Uamn 6onu B KOCTAX.
HCcMOTPsA Ha TO UTO 60/1€3Hb NPOrPECCUPYET BO B3POC/IOM OpraHu3-
Me, OHa OCTaeTcA COBMECTUMOW C JonroXxutensctsom. MMpu 11 n 111
IMHUX LOMUHWPYIOT AUCHYHKUNA LeHTPaIbHOM HEPBHON CUCTEMbI,
VIopory, YMCTBEHHAA fJerpagauus. Ho nopaxarotcs 1 Takue opra-
Hbl, KaK MeyeHb, Cefie3eHkKa, IMMMaTnyeckme y3nbl.
PacnosHaBaHue roMO- WM reTepo3nroTHbLIX HOCUTeNen ocyLlg-
141IMD npu M3mepeHMn akTUBHOCTU ratoKouepebposmaasbl B nei-
SMnTax Nepudepryeckor KpoBM WK e 3KCTpaKTax KynbTUBMPO-
bHBK punbpobnacTtoB Koxxn. HO MOCKONbKY YPOBHU (DEPMEHTA Y
HOPMa/IbHBIX NINLL 1 Y TeTepo3UroT MOryT COBNafaTh, HYXHbl 6onee
'0YHble noaxodbl.

Kak 1 npu Bcex 60ne3HsX HaKOMIeHUs, NepcreKkTuBbl NeveHuns
MHKa He BbIrnaaaT oboapatowmnmmn. BecbMa ath(heKTUBHO, HO Kpaii-
M [JOPOroCTOSLLel OKa3anach 3aMecTUTe/lbHas Tepanus ¢ MUCMofb-
*OMMHYEM PEKOMOUHAHTHbIX (0OMeHHbIX) (hepmeHTOB. HeopgHo-
BOUTKO U C NEPeMEHHbIM YCMEXOM BbINMOMHAMUCL Mepecafku KocT-

0 MO3ra, NMOCKONbKY OCHOBHOI fAetheKT npu 6one3Hn [olle Ha-
nanTcad B MOHOHYK/eapHbIX (haroumTax, Npou3BOAHbIX CTBOMOBbIX
* " TOK KOCTHOro Mo3ra. lpefnpuHUManuncb MOMbITKM KOPpeKuun
I" pMeHTHOro fgehekta C MOMOLLbIO NepeHoca HOPMasIbHOrO reHa
nokoLiepebpo3naasbl B KNeTkn 60nbHOro. CospaHa 3KCnepyMeEH-
<"H.nas Mogenb 60ne3HM [oLwe nyTem reHHOro HOKayTa, T.e. TOYHO
<»aBN30BaHHOI0 BblOMBaHWA FeHa YKa3aHHOro hepmeHTa y nabo-
ke HOPHbIX Mbileid. MonaratoT, YTO 3Ta MOAENb NPUHECET 6ObLUYHD
........ npy JanbHeAWwnx pa3paboTKax reHHOW Tepanuu 60Ne3HK
lowc

Mykononucaxapugo3sb (MMC). 310 ogHa u3 opm
...MHN NIN30COMASILHOTO HakomieHusi. OHW COCTaBMIAKOT rpymnny
B BHO CBfI3aHHbIX CMHAPOMOB, Pa3sBUBAOLLMXCA B pe3ysnbrarte reHe-
*HYCCKM O6YCNOBNEHHOr0 HeJoCTaTKa Creuufuyecknx nu3oco-
N "U.MbIX (PePMEHTOB, YYaCTBYIOLUMX B PACLLENSIEHUN MOMEKYN My-
*"'nonucaxapungos (rnnkosammuHornvkados). Mpu MIMC Hakanau-
. ClEfylolMe FIMKO3aMUHOININKaHbI: AepMaTtaH-cynbdar, re-
¢ yTn-cynbaT, KepaTaH-CynbdaT U XOHAPOUTUH-Cynbdat. dep-
“1Irbl, y4acTBytole B pacLLenieHnn 3TUX MOJEKy/, OTpe3aroT

PMUHaJIbHbIE CaxapHble TPynMbl OT MOMMCaXapuaHbIX Lienen, pac-

ROXEHHbIX BAO/b NONMNENTUAA UK oceBoro benka. Mpu 6nokage
""eHNA TepPMWHANIbHOrO caxapa OCTa/lbHasdA 4acTb nosucaxapui-

LLluenn He nopBepraeTcs fasbHelliemMy paclienseHmto. Moatomy
MMC LENN HakanjMBalTCA B /IM30COMaX KMETOK Pas/NYHbIX TKa-
"Il 1 opraHoB, YTO NPUBOAUT K TAXKE/NbIM COMaTUYECKUM U HEBPO-

' MMCCKUM N3MEHEHUAM.
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13BECTHbI HECKO/IbKO KIMHUYeCKMX BapnaHToB MIIC, KoTou*»
0603HavatoTCA NopAaAKoBbIMKU Homepamu oT MIMC | go MIMC VIl n
pa3BMBAIOTCA BCNEACTBME HEeLOCTATOYHOCTU KAKOro-TO OLHOH -HC
ummueckoro epmeHTa. Bce MIMC, Kpome 0AHOro, Hacnegyw.....
KaK ayTOCOMHO-peLlecC/BHbIE 3a60/1eBaHNsA, a 3TOT OAMH, KOMU,....
HasblBalOT  cuHapomom  [dayHanepa—Xypnep  (M.Pfauixll- t
G.Hurler), a B aHrNosA3bIYHOI nUTEPaType — CUHAPOMOM XaH 113 U1
(G.Hunter), HacnegyeTca Kak peLeccuBHoe 3aboneBaHue, Cvn MM
HOe C X-XpOMOCOMOIA. Kaxablil BapuaHT UK KNacCU(UKaLMOT. *
rpynna MMC (Hanpumep, MIC |, xapakTepusylowWmncs HeoM. M
TOYHOCTbIO a-L-naypoHuaasbl) MMeeT MNOArpymnnbl, OTpaXaH=uHe
nocnefcTBUA (PYHKLMOHUPOBAHUS Pa3/IMUHbIX MYTaHTHbIX anir--mM
Ha TOM >Xe TFeHeTUYeCcKOM fokyce. Mo3ToMy TSXECTb (hepMeHnU<H
He0CTaTOYHOCTU U KIMHUYECKAA KapTUHA 3a4acTylo 3aMETHO <4 B
yaloTca ke B NoArpynnax.

B uenom MIMC — nporpeccupytoLlee 3a60n1eBaHne C MopaeH™™
eM MHOIMX OpraHoB, OCOGEHHO MeyYeHW, Cene3eHKu, cepaua U MM
BEHOCHbIX COCYfO0B. BOMIbHbIM CBOMCTBEHHLI TpyOble YepThl YWH-
NOMYTHeHMS (MATHA) POroBuMLbl, TYFONOABUXXHOCTL CYCTaBOB U \ <
CTBEHHas OTCTa/I0CTb. 3a4acTyt0 OTMeYaeTCsl U MOBbLILLIEHHOE UM >
NeHne HaKOMUBLUMXCA MYKOMNoamcaxapuios ¢ MOYON.

o4 MWKPOCKOMOM CKOMJIEHUS MYKOMO/MCaxapuaoB OnpesrvH
OTCA B MOHOHYK/eapHbIX (arouutax, s3HL0TeNUN, rMagKoMbILLC..... .
KNeTKax BHYTPEHHE 060/M04YKM COCYO0B, a Takke B (mbpobnn *>
CambIMM  YaCTbIMY JIOKaNIU3aLUAMU ABMAKOTCS Cele3eHKa, MeYeM,
KOCTHbIA MO3T, MM(aTnyYecKune y3nbl, KPOBEHOCHbLIE COCYAbl U i< m
ue. No cpaBHeHUO C WX HOPMa/IbHLIMW aHanoramy MoparkeHUn™
KNETKN UMEKT 60s1ee CBET/YIO LUTOMNMa3My U PacTaHyTbl [0 '»e<"
CTerneHu, YTo ynogo6/isoTCs Tak HasbiBaeMbIM 6a/IIOHHBIM KNETKAM
Mpn 3NeKTPOHHOW MUKPOCKOMUW CBET/LIA TOH LMTONIa3Mbl oftivm
HSETCA Ha/IMYMEM MHOTOUUCIEHHBLIX MENIKMX BaKyosiel, 3anoiHeTn ¢
MenKo3epHUCTbIM LUK-NoNoXnTensHbIM MaTepuanoM, Koropi.iit
MOMOLLbIO TMCTOXUMUYECKUX PeakLMin AEHTUPULMPYETCS Kak My~
nonucaxapua. CxoAHble 1M30COMa/bHbIE N3MEHEHUs 0BHaPYKMBai-
CS U B HEMPOHAX NPy TeX CUHAPOMAX, /1 KOTOPbIX XapaKTepHb! imp.
XKEeHUA LEeHTPa/IbHOM HepBHOM cucTembl. MpaBaa, B HeilpoHax Mo
TOpble W3 /IN30COM ObIBAIOT 3aMelLeHbl MNaCTUHYATLIMU TefIMHI-,
3ebpbl, Kak npy 6one3Hn HumaHa— Inka. O6WMMK A1 BCEX *|Mm
MTIC aBnstoTCA renatocnicHOMEranus, KOCTHble feopMauum  H>
BpeXeHns KnanaHoB cepAua v cocyfoB, Cy63HA0TeNMabHbIe
3UTbI (OT/IOXEHNSA) B apTEPUAX, B YaCTHOCTW B KOPOHAPHbIX apTCPH-
a Takke MOpaXkKeHUs rofIOBHOMO Mo3ra. [pun 3aTSHKHOM TedeHun <
Ne3HN BO MHOTUX CNy4asix cy63HA0TeMabHble Aen03UTbl NPUK-bIM. .
vwemnm Mrokapga. Pa3BuBaroLLMecs B TaKoW CUTyaumum UHpapK.....
oKapfa W cepAeyvHas HefoCTaTOUHOCTL (6e3 MH(apKTa) YacTo ...
BATCS NPWUYMHON CMEPTW.

N3 cemun BapmaHToB MIC Yalle BCero BCTpeyarTcsd gpa <X
apom Xypnep (cuHgpom MdayHanepa—Xypnep), uam MPS | Il n
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MWKaeT Mpu HeAoCTaTOYHOCTW a-L-uaypoHupasbl. 3TO OfHa U3
MHW60Mee TsKenbix opm MIIC. MopaXeHHble AeTW BbIFASAAT HOp-
MaiYbHBIMWA NPU POX[IEHWUM, HO B BO3PaCTHOM WHTepBasie OT 6 [0
* MCC Y HUX 06Hapy>KuBaeTca renarocnnaeHomeranms. WX poct 3a-
MOLLUEH, 1, Kak 1 npu gpyrux opmax MIIC, oHW UMEIOT rpybble
HOPThI ML U KOCTHbIE Ae(opMaumn. CMepTb HacTynaeT Mexay 6-m
n KO-M rofamMm Xu3HW, 4acTo OT CepLEeYHO-COCYAMCTLIX OC/OXHE-
HUiA. CuHpoM XaHTepa (cuHgpom [dayHanepa—Xypnep, cMm. pa-
Hre), uam MPS [l, oTnMyaeTcd OT cuHApoOma Xypfiep He TOMbKO
VHoMHacnegoBaHuns (X-CBA3aHHbIM), HO M OTCYTCTBMEM MATEH Ha
x>10MNNLE, a Takke 60/ee NerkuM KNMHUYECKUM TeYeHUEM.

FMMKOTreHOS3bl. V3BeCTHO HECKONBLKO reHETUYECKUX CUH-
|pomMoB, hopmupytowmuxcst Npu meTabonmyeckmx geekrax B CUHTeE-
M W KaTabonmsame rnukoreHa. Hawmbonee u3yyeHHas W camas
Hy)XHas KaTeropusi BK/OYaeT 60/1e3HU HAKOMNIEHUS TIUKOreHa, pas-
MUHaOLLWeCs MNPU HAcNeACTBEHHOW HeLOCTaTOYHOCTM OfLHOro U3
PepMeHTOB, Y4acTBYIOLLMX B €ro CUHTe3e WM MOCNeLyHoLeM pac-
TenneHnn. B 3aBMCMMOCTU OT TKAHEBOTO WM OPraHHOro pacnpefe-
[rHMA cneumnguyeckoro GepmeHTa B HOPMe HaKOMJIEHUE FNIMKOreHa
MOXET OblITb OrpaHW4YeHO HEMHOTMMW TKaHAMU; BbIpaXXeHO 60see
LUMPOKO, HO 6e3 BOBNEYEHUSI MHOTMX TKaHeM; BbIPaXXEHO B Ka4ecTBe
WK TEMHOrO MpoLecca.

3HaueHve HefoCTaTOYHOCTU Creunpuyeckoro thepMeHTa nerde
MOHATb MOC/e PacCMOTPEHUS HOPMa/IbHOro Metabonu3Ma rankore-
Ha [MKOreH — rnaBHbI pe3epBHbIA Moaucaxapug U opma Ha-
OMN/IEHNS TNIIOKO3bl. Ero CMHTE3 HauYMHaeTCca C MpeBpaLleHuns ro-
MHbl B T/1I0K030-6-pochaT noj AeCTBMEM TeKCOKMHa3bl (r/0Ko-
Minasbl). [loTom hepMeHT ocdornokomyTasa TpaHchopmupyet
| NKK030-6-thocaT B rNOK030-1-hoctaT, KOTOPLIA B CBOKO OYepe/pb
WIHBEPTUPYETC B YpUAUHAMGOCHATINIOKO3Y (Y AP-TNKK034).
MHeM BbICTPaMBAeTCA CWU/bHO Pa3BETBMEHHBIA W O4YeHb GOJbLUOIA
noAMMep C OFPOMHONM MONEKYNAPHOM MacCcoi, CoaepXalimini go
10 TbIC. MOMEKYN T/OKO3bl, CBA3AHHbLIX BOEAUHO a-1,4-rnioKo3uni-
MbIMU CBA3AMU. Llenb rnvkoreHa v ee BETBU MPOLO/DKAOT YA/M-
MUTLCA MyTeM A00aBNeHWUs MOSEKY/ T/HOKO3bl, OMOCPeA0BaHHbIX
| LWUKOreHCUHTETa3amu.

Mpn pacwienneHnun onpegeneHHble gocopunasbl B MeYeHN U
*t0-7IETHOM MYCKyNaType OTKa/lblBatoT rNH0K030-1-(hocthaT OT rnKo-
iciia, MOKa Ha KaXX[0W BETBW HE OCTaeTCH NPUMEPHO YeTbIpe ocTar-
». [/110KO3bl. O6pa3yeTca pa3BeTB/IEHHbIA OnMrocaxapug, HasblBae-
MblA NpefenbHbIM AeKCTPUHOM. TlocnegHUin MOXeT MoABePrHyThCS
| WbHelLWeMy pacLLeneHunto Nnlb Nog AeiCTBUEM (epMeHTa, yia-
S/IIOLLEr0 pa3BeTB/ieHNs. KpoMe 3TUX NaBHbIX MPOLLECCOB, NKO-
IrM pacliennsercs B fIM30COMax C MOMOLLbH KWC/IOW Ma/bTasbl.
| <m e B MM30cOMax Masio WM HET YKa3aHHOro (hepMeHTa, TO CO-
H'pXaLLMiics TaM FIMKOreH OCTaeTcs HeLOCTYMHbIM A4NS pacLuensie-
HUSA LMTONMa3MaTUYecKUM epMeHTaMmn, TakumMm Kak ¢ocopu-
an M.
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C yueTom Buaa cneunduyeckoin hepmMeHTHOW HeJoCTaTOMHOCTU
N KAMHWYECKON KapTUHbI TIMKOTeHO3bl TPaAULUOHHO MOApasaent
0T NPUMEPHO Ha 12 cuHAPOMOB, 0603HaYaeMbIX PUMCKUMU Lidpa
mu. CnmMcokK 3TMX CMHAPOMOB MPOLO/MKAeT pactu. Bmecto onuca
HUS KKAOM0 M3 HUX Mbl pacCMaTpuBaeM TpW FNaBHble Fpynmbl [n
KOreHO030B, BblAe/IEHHbIE B 3aBUCMMOCTY OT MaToreHesa COOTBETCT
BYKALMX paccTpoicTs (Tabn. 8.7).

Tabnuua 8.7. OCHOBHbIe Ipynrbl [/IMKOreHO30B

KnuHuko-
naronornyec-
Kas hopma

[MeyeHO4YHan

Mwnonatuye-
CKas

3%

Cneuundu-
YecKunin Tvn

Hepocrato-
LKA hepMeHT

[enaTope- [ NOKO30-
Ha/lbHbIA — 6-hocchaTasa
6onesHb

oH upke
1 1un)

CuHgpom MblLweyHas
Mak-Apana cgocthopunasa
(V tvn)

Mopdonoruyeckue
N3MEHEeHNsI

[enaTtomeranus:
BHYTPUKNETOY-
Hblé HaKOMN/eHUSA
rNINKOreHa n He
60NbWINX  KONKU-
YecTB  IUNUAOB;
BHYTpUSiAepHble
BKJ/IOYEHUSA T[NN-
KoreHa. PeHome-
ranvsa; Hakonne-
HUS TNINKOreHa B
KneTkax anuTe-
NN M3BUTBIX Ka-
Ha/bLEeB

HakonsieHus

rnMKoreHa npe-
MMYLLLECTBEHHO
noj  capkosem-
MOW  CKEeNeTHbIX

‘Mbl LU

KnnHnyeckne
Npu3HaKn

3afepXka pocTa,
TeNnATo- U peHo
meranusa.  uno
rMKeMust  13-3a
HefoCTaToOuHOM
Mobunmnsauunm
r0KO3bl,  YacTo
npusogswein K
cygoporam. I'u
nepaAUNUACMUA ”
rUncpypuKecmMus
BC/eAcTBUe 6ec e
NOpPAA0YHOro MC
Tabonusma o
KO3bl;  BCTpeya
l0TCA nogarpa u
KCaHTOMbI KOXM
KpoBoTounBoCTb
n3-3a AUCHYHK
LM TPOMOBOHM
TOB. CMmepTHoe! |
okono 50 %

BonesHeHHble Cy-
[OpOry Npu 3HCP
TUYHBIX  [BWKC
HUAX. Mwuornobu
Hypusa y 50 %
60/1bHbIX.  3a6o
neBaHMe HauvHM
eTcs y nuy crap
we 20 net. [pu
thunsmyeckoin Ha
rpyske B BeHOa
HOV KpOBW He Mo
BbILLIAeTCA  ypo
BeHb Nnaktata 10
Ne3Hb COBMECTU
Ma C HOpMa/lbHOWA
NPOAC/HKUTENb
HOCTbIO XM3HU



KnnHuko-

MpoponxeHue Ta6bn. 8.7

NATONOrMYEC Cneuugu- HepocTalo-  Mopdonornyeckve  KnuHudeckue
" Jeckuii TN nii hepMeHT n3MeHeHna npusHaKku
Kast hopma WiA cpep p

CMmellaHHble [eHepanu- Jlnsocomanb- Hebonbliasa rena- Tskenaa Kapawo-

thopmbl 30BaHHbIi  Hasa F/1IOKO3U- TOMeranivs: 6an- Meraims U - Mbl-
ravKore- fasa  (Kucnas NIOHM3auus Nn3o- LWeyHas  runoTo-
HO3 — MasibTasa) cOM, npupalolas HWs, B TeuyeHue
6onesHb renatouuTam 2 net BO3HMKaET
Momne KPY>XeBHOW  BuUA. cepfeL,HO-Nneroy-
(11 Tnn) Kapavomeranua: Has HefocTaTou-

rMKOTeH B cap-
Konnasme, a Tak-
e CBSi3aH C nnas-
MO/IEMMOIA. B
CKEeNeTHbIX MbiLl-
Lax To Xe, 4T0 1
B MUOKapae

HoCTb. Bornee ner-
Kass  opma Yy
B3pPOC/bIX MpOoTe-
KaeT TO/IbKO C Mno-
pPaXKEHVEM MbILLILL
1 pasBuUTHEM XpO-
HUYECKOA  MMO-
naTum

lMeyeHoYHble (OOpMbl. XOPOLLO WM3BECTHO, 4YTO MeYeHb WrpaeT
K/IOYEBYIO pONb B MeTabonn3me rnnkoreHa. OHa COfEPXWT ep-
MEHTbI, COCOBCTBYIOLLME CUHTE3Y [NIMKOTeHa /19 ero pe3epBMpoBa-
HUA 1 pacLlennieHns Ao cBOBOAHON rOKO3bl, KOTOpas 3aTeM OCBO-
6oXaeTcs B KpoBb. HacnefcTBeHHas HefOCTaTOYHOCTbL MeyveHoY-
HbIX (DEPMEHTOB, YYacCTBYIOLLUMX B MeTabo/nmM3Me rNIMKOreHa, npueo-
OUT He TONMbKO K ero HakOM/eHUIO B MeYEHU, HO U K CHWKEHUIO
YPOBHS [/IOKO3bl B KPOBU (runorimkemun). HegoctatouHocTb ep-
MeHTa [0K030-6-ochaTasbl [60ne3Hb ¢oH [upke (E. von
Gierke), nnm ravkoreHos | Tuna] CAy>XuT Hauayywmm MpUMepoM
renaTornnorIMKeMmn4eckoin opMel 60ME3HN HaKOMIEHNS TINKOTe-
Ha. Hpw gpyrmx qopMax B neyeHn OTCYTCTBYIOT U hochopunasa, u
(hepMeHT, yaansoLMiA pa3BeTBNEHNA MOMMMEPHON Lenu, T.e. ob6a
I3MMa, y4yacTByHOLMe B pacLUenseHun raMkoreHa. Bo Bcex aTmx
CNy4asX [/IMKOreH HaKan/ivMBaeTCs B pasHbIX OpraHax, OfHaKko B
KIMHWYECKOW KapTWHe LOMWHUPYHOT YBE/MYEHME MEYEHU U TUMo-
rnvkemuns (cm. tabn. 8.7).

MwuonaTunyeckme hopMbl. B OTinume OT neyveHW B CKeNeTHbIX
MbILLLAX TNIMKOTeH MPerMYyLLEeCTBEHHO UCNOMb3YeTCA KakK UCTOYHUK
Xeprumn (KOHeYyHo, AONONHUTENLHOW 3HEPruKn, NOCKONbLKY 1aBHbINA
CC UCTOYHMK — AT®Pa3Hasa aKTUBHOCTb MbILLEYHbIX 6efKoB). Tem
HC MeHee 3TO WCMO/b30BaHWEe MPOUCXOAMT NPU TUKOAM3e, NPUBO-
JAWeM K 06pa3oBaHMi0 flakTata (COMM MOMIOYMHOW KucnoTbl). Ecnn
»eué)epmemos, obecneyunBatoLLX rNNKON3, HELOCTaeT, TO B MblLL-
LaX HakannuBaeTCs FNMKOreH, a BCNeACTBUE CHUXEHUS BbIpabOTKM
XKeprum passrBaeTcs MbllleyHas cnadboctb. K aToi rpynne 3abone-
BaHWA OTHOCATCA HeJ0CTAaTOUYHOCTb MbILeYHON dochopunasbl [6o-
ae3Hb Mak-Apgna (B. Mac Ardle), nam rankoreHos V tunal, mbl-
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LWeyHol thocodpykTokmHasbl (VI Tun) n gp. O6bIMHO Y 60/IbHbI,
C MMoMaTNYeckuMun opmamu nocne (U3NYeCKOo HarpysKu BO3HU
KaloT CYLOporu, a B KPOBU He NPOUCXOANUT Hvomaanoro NS TaKoM
CUTyauun nogbeMa YPOBHS fakTaTa. 3TO OOBLACHSETCA 0/10Kadoi
rnvkonusa (cm. tabn. 8.7).

bonesHn HaKoMNeHUsA rMUMKoreHa, CBA3aHHbIE C HefOCTAaTO4YHOCTb, <
a-rnkosnaassl (KMCNo ManbTasbl) M OTCYyTCTBUEM (hepMeEHTa, yau
NAOLLEro pa3seTBAEHUS MONNMEPHOI Lenn. 3T 60NE3HN HE COOTMr i
CTBYHOT (DOPMaM, pPacCMOTPEHHbIM Bbile. OHWM CONPOBOXAato!, 1
HaKOMMNEeHWEM [/IMKOreHa BO MHOMMX OpraHax W HacTynfieHueM paH
Helt cMepTu. Kucnasi manbTasa —nM30CoMasibHbIA (hepMEHT W, CAr
[l0BaTe/IbHO, €ro HeJOCTaTOYHOCTb NPUBOAMT K HaKOMIEHUIO [IUKO
reHa VMeHHo B fimsocomax (Il TMN rAMKoreHosa, wnu Gorne HA.
Momne (J.C.Pompe)]. 3T npoueccbl MAyT BO BCEX OpraHax, HO B
AyLeli aBnseTca Kapavmomeraama (cM. Taon. 8.7).

AnkanTtoHypusa (0XpoHo3). MNpu 3TOM ayTOCOMHO-PCLLE.
CYBHOM 3ab0/s1eBaHUM OTCYTCTBME OKCWAa3bl FOMOrEHTU3MHOHOU
KUCNOTbI 610KMpYeT MeTabonM3M (CHUAANaHMHTUPO3NHA Ha Ypou
He FOMOreHTWU3WHOBOW KUCNOTbl. M03TOMY MOCNeAHSS M HakaluLl
BaeTCs B HEKOTOPbIX TKaHAX. Bofblive ee KONMYeCTBa BblgensatoT! H
C MOYOW, KOTOpasi Moj BO3AENCTBMEM KMCMOpOAa BO3AyXa TEMHEE i
MHOrAa fake CTaHOBUTCS YepHOI. STOT NPU3HAK N3BECTEH C [Tyou
KO PeBHOCTM.

3ajiep>kaHHasi roMOreHTU3MHOBasA KWCIoTa U36bupaTenbHO om
3bIBAETCSA C KOMMAareHOM B COEAMHWTENIbHOM TKaHW, CYXOXUMAX W
XpALLEBOA TKaHW. Tpu 3TOM TKaHW 06peTalT CHHEBATO-YepHYHD
NMUrMeHTaumnio (OXpOoHO3), OCOBEHHO BbIPWKEHHYIO B CK/epax, MH
Hocy U Wekax. OfHaKo Hanbonee cepbesHble NOCNEeACTBUA OXPOHO U
CBA3aHbl C OT/IOKEHUAMU MUIMEHTA B XPALLEBLIX YacCTAX CyCTaBOM
Mo HeW3BECTHOW MPUYMHE MUIMEHTauus BbI3blBaeT YTpaTy HOp
Ma/IbHOM YMpyroctu CycTaBoB, WX JIOMKOCTb W (PUOPUNNSPHYIO
NepecTpoiKy Xpslla. 3po3ns U3HALUMBAHWUA Takoro Xpslia conpo
BOXAaeTca OOHaXeHMeM Cy6XOHApabHbIX 30H KOCTM. 3a4vacTyro
KpoLUeyHble parMeHTbl (MOPUNNSPHOro Xpslla BAABAMBAKOTCA U
NoA/IeXxaLllyto KOCTb, YCyry61ss nospexaeHune. Yatle BCero nopaxn
OTCA MEXMO3BOHKOBbLIE [JUCKM, 3aTeM KOJMIEHHbIE, MNeyeBble U Gen
PeHHble CycTaBbl. MefiKne CycTaBbl KACTEW W CTOM, Kak mpasuio,
WNHTaKTHbI.

HecmoTps Ha TO 4YTO paccMaTpuBaeMblii AeheKT MeTabosIn3M,i
06Hapy>XK1BaeTCA TOTYAC NOCNe POXAEHWUS, [ereHepaTuBHas apTpo
naTns pa3BMBaeTCA MeANEHHO M YacTO He MposBAsSeT cebs Kamnu
yeckun fo 40-neTHero Bo3pacTa. XOTS OHa He YrPOXKaeT XXU3HKU, M>
MOXET 3HAUYUTENIbHO ee OC/MOXHUTL. VHBaIMAHOCTL MOXET [0enun
ratb Takux e KpalHuWX ()OopM, Kak Mpu TSHKENOM OCTeoapTpuTe y
NOXWbIX nuy. OfHaKo apTponaTva Npy ankanToOHYpUK BCTpeYae i
CAl BCE Xe B 3HaUUTeNlbHO 60/1ee paHHeM BO3pacTe.

3aboneBaHusa, cBs3aHHble C AedieKTaMu 0OenKOB, perynupytoLime
pocT kneTok. HopmanbHbIiA pocT (nponudepaums) n anpdepeHT!
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POBKa K/ETOK PerynmpytoTcs AByMs Knaccamu reHoB: NMPOTOOHKOre-
HamMu 1 reHamu-cynpeccopamu. MpoayKTbl 3TUX TEHOB CMOCOGCTBY-
tOT POCTY KNIETOK U/ CAEPXKMBAIOT €r0. YCTaHOB/IEHO, YTO MyTaLuK,
MPOVCXOAALLME B FeHax 3TUX [BYX KaccoB, UrpatoT BaXHYHO posib B
Pa3BMTIM 3M10KAYECTBEHHBIX OMyXo/neidl. OHW NOpaXaroT coMaTunyec-
Ke KNeTKU 1 B MOAABNSAIOLLEM OO/MbLUMHCTBE C/ly4YaeB He MepeaaroT-
CS1 B 3aPO/blLLEBbIE KNETKU W Yepe3 HUX MoTomcTBy. OAHAaKO npu-
MepHO B 5 % Hab/1tofieHuii BCex 3/10Ka4eCTBEHHbIX HOBOOOPa3oBa-
HUA Takas nepegaya MyTauuii Bce XKe MPOUCXOAUT, W 3TO CnocobCeT-
BYET Ma/IMrHM3auMn. BONMbLIMHCTBO CEMEHbLIX 3710KAaYeCTBEHHBIX
OMyxoneil HacneayeTcss Mo ayTOCOMHO-AOMUHAHTHOMY TWMy, HO
M3BECTHbI M HEMHOFOYMCNIEHHbIE PELLECCUMBHbIE BapuaHTbl (CM. rna-

7).

& heﬁpquMGpowlaTos (I v I TMNbI). 3Ta onyxonb AB-
NSETCA BbIPOKEHWEM MO MeHbLUEn Mepe [BYX ayTOCOMHO-AOMU-
NaHTHbIX 3aboneBaHuniti. B CLUA eto cTpagatoT okono 100 ThiC. ye-
noeek. | TmMn 3aToro HoBOOGPa30BaHWA 4YacTO HasblBalOT 60ME3HLIO
thoH PeknuHrxayseHa (F.D. von Recklinghausen), a Il Tun —akyc-
TUYECKMM HelipodmbpomMaTo3om. HecmMoTps Ha HEKOTOPOe KAWHU-
Ueckoe CXOACTBO, 06a Tuna FeHeTUYEeCKN pasnnyHbl. [lepBblid U3
HWX BCTPEYaeTCs OTHOCWUTENIbHO 4YacTo, B COOTHOWeHUM 1 Ha 3000
yenosek. XoTs 0Kono 50 % 60nbHbIX CBA3aHbI C CEMENHON nepeja-
Yell ayTOCOMHO-AOMUHAHTHbIX MPU3HAKOB, Y OCTa/IbHOW 4YacTu na-
LMEHTOB 0BHapyXXuBaloTCa MyTaluu, BO3HWKLUME BHOBb. [pu ce-
MEeNHOM MpOoLecce BbIPpaXXEHHOCTb MPW3HAKOB CULHO BapbUpYeT,
M0 NeHeTPaHTHOCTb (BEPOATHOCTbL MPOSIBNEHUS MYTAHTHOrO reHa)
coctasnset 100 %.

Y Helipothmbpomarosa | Tvna ecTb TPU FMaBHbIX NPU3HaKa: MHO-
YKECTBEHHbIE HEBPa/IbHbIE OMYXO/U; MHOFOUYUC/EHHbIE MUTMEHTHbIE
MOPaXKEHNs KOXM, 4acTb KOTOPbIX MMEIOT BUZ NATEH BMAA KOe C
MOJIOKOM; MUTMEHTHbIE ramapToMbl pagy>XHOW 00010YKM [Na3, Tak
Ha3blBaeMble y3enku JSuwa (W.Lisch?. Helpodhnbpombl BbipacTatoT
1 CaMUX HEPBHbLIX CTBOMAX MM COOKY OT HMX B KOXe, BK/KOYas no-
BEPXHOCTW Nlafi0Held 1 CTOM, N BO BCEBO3MOXHbIX BHYTPEHHUX 30HAX
opraHu3Ma, B YaCTHOCTU B pailoHe NPOXOXAEHWUS YepernHOo-MO3ro-
BbIX HEPBOB, HanpuMMep C/lyx0BOro Hepsa. lMOpaxkeHUs CyxOBOro
Hepsa npu Helipogubpomartose | Tuna Bcerga Of4HOCTOPOHHUE B OT-
nnuve ot Il TMNa ¢ ABYCTOPOHHUMY HeBpPOMamu. Ha noBepxHOCTU
rcna HeiporbpoMbl, Kak NpaBuio, MOSBAAKOTCS B mM3obunnu. Nx
Y3/l MOTYT 6bITb MOLKOXHBIMW, YETKO OrpaHUyeHHbIMU, MArKUMU,
Yrpyrumuy, UMeoLmrMn MeHee 1cMm B fnameTpe; 60nee KpynHbIMU,
PacTyLLMMN Ha HOXKE; FUraHTCKUMM, [O0MbYaTbIMK, CBUCAIOLLUMMU,
JocTurarowmmn B nonepevyHmke 20 cm 1 6onee. NocnegHuin Bapu-
aHT, OTHOCALMIACA 06bIMHO K MNEKCUGOPMHBLIM (CeTyaTbiM, Mepe-
NNeTeHHbIM HelipothnbpomMam), BOBMEKAET B MPOLIECC OGLLMPHbIE
YYacTKM MOAKOXHbIX TKaHel W COAEPXWUT MHOTOYMUCIEHHbIE WN3BU-
NACTbIE N YTOSLLEHHbIE HepBHbIe CTBOSbI. KoXa, NOKpbIBatoLLas 3Tu
KPYMNHbIE Y3/1bl, CUILHO MUIMEHTUPOBaHa. Takue y3/ibl MOryT npu-
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BOAUTL K 3aMETHOMY YBE/MYEHUID KOHEYHOCTU W/ KaKOW-/IMbH
apyroi yactu Tena. CXOf4HbIE OMyX0/W, HEPeAKO KPYMHbIE, BETPEUs
OTCA U BO BHYTPEHHUX TKaHAX OpraHu3ma.

Moa MMKPOCKOMOM HeipothmbpomMbl NpeACTaBAAOT CO60I ouLl U
KMETOYHON nponudepaunn, COCTOSLLME N3 BCEX TPEX 3/IEMEHTOB K
pPUEpPUECKOro HepBa: akCOHOB (OCEBbIX LWMAWHAPOB, WK Helipm
TOB), LIBAHHOBCKUX KNETOK (femmouutoB) u thmbpobnacto. |
MepeYnCNIeHHbIX KOMMOHEHTA pacrpefenstoTcs, Kak MpaBuo, (&
NopsA0YHO, YacTo B PbIX/ION, MUKCOUAHOR (CO CNM3enofo6HbIM Ui
MeHeHveM) cTpome. [MpeobnagaloT Y4/MHEHHbIe, W3BUTbIE LM
HOBCKME K/ETKW C Y3KUMMW, BEPETEHOBUAHLIMU fifpamu. Pbix/ioe u
6ecrnopsfoyHoe pacnosiokKeHne KOMMOHEHTOB OMYXO/M MOMOMM i
OT/IMYUTL HEMPOPUOPOMbI OT POACTBEHHLIX OMYXOJEM, LLIBAHHOM

He/ipyHOMbI, COCTOSALLME LE/MKOM W3 LUBAHHOBCKUX KIETOK
MPaKTUYECKN HE MaSMTHU3MPYIOTCA, TOrAa Kak HeiipombpoMbl npu
60ne3Hn (hoH PeknMHrXxay3eHa MOABEPrarTCa 03/10Ka4eCTBIEHUM'
npumMepHo y 3 % 60/bHLIX. ManurHusauusa yallle Bcero Habnogae i
CA B O4YeHb OOMbLIMX MAEKCUPOPMHBIX OMYXONsX, PacTylyx u>
KPYMHBIX HEPBHbIX CTBOMIAX LUEU WM KOHEYHOCTeW. [1oBepXHO
Hble Y3/lbl, HE3aBUCUMO OT WX BEIMYMHbI, O03/10KAYECTBNAOU U
peaKo.

BTopoii rnaBHblii NMpusHak Helipotmbpomarosa | Tuna — mil
MEHTaLMM KOXXN —umeeT MecTo 6osee vem y 90 % 6onbHbIX. 3au;H
TYI0O 3TO CBeT/10-KOPUYHEBbIE MATHA C HEYETKUMU O4vepTaHusMU
NOKaNU3yHLMecs Haf HePBHbIMU CTBOMaMU. OKpYrble WA OBase
Hble, 3TU NATHA pacnofiaratoTcs CBOMMU AJIMHHUKAMUW BAO/b MOANe
Xallero Hepea. HakoHel, y3enku Slwa (MUrMeHTUPOBAHHbIE bl
MapTOMbl Pagy>XKu) 06HapyXXuBatoTCA He MeHee Yem y 94% 6onb
HbIX, HauMHasa ¢ 6-11eTHero Bospacta. OHM He COMpOBOXKAAKOTCA UM
PaXEHHON CMMMNTOMATMKOM, HO CNOCOGCTBYHOT YCTAHOBNEHWIO AVH
rHO3a.

Mpu | TuNe HelporbpoMaTo3a PasBMBAETCA TAKXKE UMbl pus
HapyLLUeHWA, CBA3aHHbLIX C OCHOBHbIM 3a6onesaHnem. Y 30—50 Y
NUL, NPOABASAKOTCA BecbMa pasHOOOpasHble NOpaXKeHUs 0Ceno.i
3p03UBHbIe Ae(heKTbl, BO3HUKAOLME OT CONPUKOCHOBEHNS KOCTU <
y3/1aMu ONyXo/u; CKoMMo3 (MCKPUBMIEHWE MO3BOHOYHMKA BO (DPOH
TaNbHOW NNIOCKOCTN); BHYTPUKOCTHbIE KUCTbI; KACTbLI MO HafKorM
HULEN; NceBaoapTpo3 B CycTaBax 60/bLlebepLoBoin kocTu. Mogm(
YEHO, YTO Y Nl C 60NE3HbI0 (POH PeKNMHrXay3eHa CTeMeHb PUCK <
pasBUTUSA APYruX Onyxoseid, 0CO6EHHO MEHVMHIUOM, FMOM 3puUTene
HOro HepBsa, PeoxXpomMoLUTOM (OMyxoneid 13 KNeToK XxpoMadduLusmn'
TKaHW, BOCMPUHUMAIOLLMX KpacuTenn ¢ COMsSIMU XPOMa M BO3HUK.!
tOLLMX 06bIYHO B TKAHW MO3rOBOrO BELLECTBa HaAMNOYEeYHNKOB) B ?
4 pasa BblLe, YeM Y 3[0POBbIX /OAEN.

Y 60MbHbIX C HelipotmbpoMaTo3oM | TMa 06HapY)KNBAETCA He
COMHEHHas TEHAEHLMS K CHVDKEHWUIO YMCTBEHHbLIX CMocobHoe!lcu
Mpn nokanusaumMm HelpopuobpoM B XenyLo4HO-KuweyHoM Tpal! un
MOTYT BO3HWMKaTb OOCTPYKLUMM KULIKW WU FaCTPOUHTECTUHAS yHbI

400



KpoBoTeueHus. CaB/IMBaHUE OMYXO/bl0 MOYEYHOW apTepuu Bbi3bl-
BaeT BTOPUYHYIO apTepuanbHYH0 runepTeH3nio. B cooTBeTcTBUM C
MHOTFOYMCNIEHHbIMI  BapuaHTamy 3KCMPeccun COOTBETCTBYHOLLErO
reHa Habop KIMHUYECKMX MPOSBAEHWIA Heilpodmbpomarosa | Tuna
yyTb N He GecnpegeneH. Ho Bce Xe AmarHo3 06bIYHO OCHOBaH Ha
Ha/MUUM NOAKOXHBIX OMNyXO/e U MHOXECTBEHHbIX NATEH TuNa
Kothe ¢ Mosiokom. I'eH Heipodmbpomatosa | Tuna, HasBaHHbIA NF-
I, kKapTupoBaH B no3uumm 17qll.2 n kognpyeT 6enok Helipothnbpo-
MWH, HapyLIaloWmin perynaumio PyHKLMN OHKOMpoTenHa p2l ras.
Takmm 06pa3oM, 3TOT reH NPUHAAIEXMUT K CEMENCTBY OMyXO/eBbIX
reHOB-CYMpecCcopoB.

Il TMn HeiipohnbpomaTo3a BCTPEYaeTCS 3HAUUTENbHO pexe |
imna. Ero nocTosiHHbIM MPU3HAKOM ABASAKOTCA ABYCTOPOHHUE Hei-
(tothmbpoMbI CNYXOBbIX HEPBOB, KOTOPbIE COMPOBOXAAKOTCA NOLKOX-
HbIMW HOBOOGPA30BaHMAMMN UN PacTyT 6e3 HUX. VIMelTcs 1 nsaTHa
TMNa Koe ¢ MOJSIOKOM, HO Y3e/nku Jinwa B pafy>XKe OTCYTCTBYHOT.
'eH ans 3Toro TMna HelpogrbpomaTosa TOXE ABNAETCA reHOM-Cyn-
peccopom. OH KapTUpoBaH Ha XpOMOCOMe 22 1 KoaupyeT 6enok,
CBA3bIBAIOLLMIA MHTErpasibHble MeMOpaHHbIe NMPOTEWHbI C LUTOCKe-
neToM. Kakum 06pa3om 3TOT GeN0K y4acTBYeT B pasBUTUM Heipo-
(hmbpomaTo3a, Noka Hem3BeCTHO.

8.4. 3aboneBaHUsA ¢ NOANGAKTOPUASIBHBIM
(MynbTUakTopuasibHbIM) TUMOM Hac/ef0BaHUA

Mpn MoHOhakTOopuanbHOM HacnefoBaHUM POAUTENIN Pa3iMyaroTCs
no annensaM OAHOro reHa, npu 6udakTopuanbHOM — MO a/11eNam
[BYX TreHOB (pacLienieHue Mo KaxAoMy W3 3TUX FEHOB COrJlacHO
MepeoMy M BTOPOMY 3aKOHam MeHgens). Mpu mynbTudakTopuanb-
HOM HacnefoBaHWM POAMTENN Pa3NNyaloTCAa MO anfefiiM  MHOTUX
ICHOB, ¥ pacLuenfieHne BO 2-M MOKOMIEHNUM YCNOoXKHAeTCA. MNonndak-
topuanbHble 3a60/1eBaHNSA NPEANONOXKUTENBHO ABNAKTCA CNeACTBU-
eM KOMOVMHUPOBAHHOIO AeCTBMS (PaKTOPOB OKPYXKatoLeli cpefbl U
[BYX UK 60Miee MyTaHTHbIX FEHOB, OKa3blBalOLLMX LONOAHUTENbHOE
BUAHWE. [eHETUYECKUIA KOMMOHEHT Kak Obl pPerynmpyer «gosy»
BO3ZeNCTBUA —YeM OO/bLUIE YMCI0 YHACeA0BaHHbIX FEeHOB, TeM TH-
Kenee MposiBeHns 60Ne3HN.

HecKoNbKO XapaKTePUCTUMK HopMmanbHOro ¢eHoTwuna HaxoaaTcs
Nof ynpasfieHWeM MyNbTU(AKTOPUAIbHOINO HAaCcNefoBaHWA:  LBET
BOJIOC, IN1a3 U KOXW, POCT, YMCTBEHHbIE CNOCOBHOCTU. ITUM Xapak-
1ICPUCTUKAM NPUCYLLM MOCTOSHHOE U LUMPOKOE pasHoobpasue B Mo-
NYNAUMOHHBIX TPYyNnax W CTaH4apTHas KpuBas pacnpefeneHus B
BUge konokona. OfHako BIMSHUE OKPY>KatoLLel Cpefbl 3HaunTenb-
HO M3MeHSET (PeHOTUNUYECKYIO 3KCMPECCUIO MONNPAKTOPUAIbHBIX
ocobeHHOCTe. Hanpumep, onpefeneHHbIM BapuaHTaM CaxapHoro
Ovabeta CBOWCTBEHHbI MHOTME MPU3HAKKM MYyNbTUHAKTOPUaIbHOIO
HacnefoBaHWsA. Y TakuMx 60/bHbIX MepBbIM MNPOsBAEHNEM 60/1e3HU
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MOXET ObITb YBENMUEHME MacChl Tena. TakuM 06pa3om Ty4HOCTb, a
TaKkKe Apyrve cneAcTBus BO3AENCTBMS OKPYXKatoLLeli cpefibl «06Ha

XKatoT» TeHETUYECKY OCOOEHHOCTbL AuabeTa. BausiHMe nuTaHum
MOXET [JaXKe BbIPaXaTbCA B Pa3HOM POCTE Y MOHO3UIOTHbLIX 6/1M3HE-
LoB. M3BECTHO TaKkke, YTO y pebeHKa, TMLIEHHOTO Ky/bTypHOro 06

LLEeHMs, He MOXET ObITb MOIHOrO NPOSABNEHUS (3A10XKEHHBIX Y HEro)
YMCTBEHHbIX COCOGHOCTEIA.

MU

Monudak ToprasibHOE HaciefoBaHe XapakTepu3yeTcs 6 FiaBHbI
MPU3HaKammn, YCTaHOB/IEHHbIMU MPY BPOXAEHHLIX MOPOKax U

BCEX MpouYMX 60/1e3HAX, 00YCMOBAEHHbIX MYNbTU(aKTOPUaSbHLIMU
reHeTUYeCKUMK NpuYnMHaMu (3T 60M1e3HN Ha3bIBAOT MYIbTU-, WK
nonuakTopuanbHbIMK):

—pU1CK pa3BuUTUA 60/1e3HN 06YCNOBMEH HECKONBKUMU Hacnemyc
MbIMW MYTaHTHbIMW reHaMu. MO3TOMY OH CUJ/IbHEE BbIPaXKeH
y cnbcoB (poAHbIX B6paTbeB M CecTep, T.e. MOMHbIX KPOBHbIX
POACTBEHHUKOB) OT TeX POAWTENEN, KOTOPbIE NMEKOT TSHXKENble
thopMbl 60/1e3HU;

—BO3/ECTBME OKPY>KaloLLel cpedbl 3HAYNTENbHO BAUSET Ha
PUCK pasBUTUSI BONE3HN;

—YpOBEHb peunanBoB 6onesHn (2—7 %) OAUHAKOB [Ans BCEX
POACTBEHHUKOB 1-ii CTeneHW pofctBa [(poamTeneit, cubcom
(1 nx NoToMKOB)] NopaXKeHHbIX nnL. Mo3aTomy, ecnm y poan
Tenein NMeeTca OANH PeBEHOK C nonutakTopuanbHbIM 3360
NeBaHWEM, PUCK BO3HWKHOBEHWUA aHANIOTUYHOIO NMOPAXKEHUS Y
cnegyroulero pebeHka konebnetca B npegenax 2—7 %. TOYHO
Takas >ke 3aKOHOMEPHOCTb MPOCNEXWMBAETCA B OTHOLUEHWM
MopaXkaemMoCTV OAHOI0 U3 POAUTENEN;

—BEPOATHOCTb MOPAXKEHWNA UAEHTUYHLIX HN3HELOB 3HAYUTESb
HO HmXKe 100 %, HO OHAa ropasfo Bbille MOPaXKaeMOCTU HC
NOEHTUYHBIX 61KM3HeLoB. OMbIT MOKAa3blBaeT, UTO 4YacToTa
KOHKOPAAHTHOCTM (CX0ACTBA) MEXAY OAMHAKOBbIMK 6/M3HE-
Lamun Kone6netca ot 20 go 40 %;

—PWCK peumnamBa PEHOTUMMYECKUX HapyLUeHUiA Npu Mocnegy
HOLWMX BEPEMEHHOCTSX CBA3aH C MOSBMEHMEM 3ab0MeBaHUSA 1
XOfe npefblayliux 6epemeHHocTeild. Ecnim nopakeH oguH [c
6EHOK, BEpOATHOCTb MOPaXeHWs CNeayloLWero He npeBbILac i
7 %, HO nocne nopaxeHus AByX cMOBCOB OHa BO3pacTaeT [0
9 %,

—yacToTa pacnpefeneHus TsHKECTU MPOsBAeHWA 60Me3HN MO
XKET OMMCbIBATLCA KPMBOM B (hOPME KOMOKOMA, HO MOXC!
ObITb 1 MPEPLIBUCTOA. HECMOTPS Ha NOMMIEHHbIA BUZ, HACC
[0BaHWS, BCE XX& MOXET CyLeCcTBOBaTb HEKWI MOPOrT, 3a KO
TOPbIM YefIOBEK MOABEPraeTcs PUCKY nopaxeHus. Tak, 4
HEKOTOPbIX MNONMKaKTOPNabHbIX 3a60/EBaHNIn  XapaKTepHO
TO, UYTO HACNefoBaHWE OMNPeAeneHHOro 4nUcna MyTaHTHbIX
reHoB MpeALlecTBYeT aKcnpeccun. Ho Bce ke BAUAHWE OKpY
XaKoLLein cpefbl UrpaeT onpefenieHHyY porb.



CneflyeT C OCTOPOXHOCTbIO OTHOCUTb MPWYMHBI KaKoi-nm6o 60-
NE3HN K TaKOMy TUNYy HacnefoBaHus. OHW AeACTBUTENbHO MOTYT 3a-
BMCETb OT MHOrMX (DaKTOpPOB, HO B MEPBYHD O4epedb OT BHyTpuce-
MEMHOIM nepefaun, a Takke MOryT ObiTb 00YCMOB/EHbI OTCYTCTBMEM
MCH/IeNIeBCKOr0 U XPOMOCOMHOr0 TUMOB nepegayn. O nonugakro-
pvanbHOM HacnefoBaHUM MHOrAa CBUAETENbCTBYET pasHas CTeneHb
TSXKECT 60M1e3HM, HO A/1S 3TOr0 TUMa HacnefoBaHUs ObIBAIOT Xa-
paKTepHbl BapbUpPYHOLLAsA 3KCMPECCMBHOCTb W CHVDKEHHAs MeHeT-
PaHTHOCTb MYTaHTHbIX FE€HOB.

Hepeako BO3HMKAlOT pasHOrnacus B TOM, COracyeTcs v npo-
NCXOXAEHNE 6ONE3HU C MEHAENEBCKUM WK MY/bTU(aKTOPUa/IbHBIM
TUNOM HacnefoBaHWs (Hanpumep, B Cly4vasx C caxapHbIM AuabeTom
n anunencueid). lMpobnema nonngakTopnanbHOro HacnefoBaHNs
paspaboTaHa SIBHO HeaoCcTaTO4yHO. B oTnmume oT 60ne3Held, Hacne-
JyeMbIX MO MeHAENeBCKOMY TUMy, HabMoAaloWmMXCa [0BOSBHO
pesko, rpynna mMynbTU(AKTOPUaNbHbIX FEHETUYECKMX MOPaXeHWI
BK/IOYAET HECKOJIbKO BECbMa YacTbIX 3ab60/eBaHWiA, KOTOpbIe Yeno-
BEK MOXET HacnefoBath. UNEPTOHUYECKYHO 60/1E3Hb, CaxapHbIi
OvabeT, MOpaXeHWst KOPOHApHbIX apTepuil, CTEHO3 MpPMBPATHUKA,
nofarpy, BPOXAEHHbIE MOPOKU CepALa, pasfgBoeHune rybbl U/mnm He-
6a. BoMbWMHCTBO 3a60neBaHW OMMCAHO B COOTBETCTBYHOLUMX [fa-
Bax y4ebHMKa.

8.5. LiuToreHeTn4veckune 3aboseBaHus

Abeppauyun XpoMOCOM, fieXalline B OCHOBE LMUTOMEHETUYECKMX
3a60M1€BaHNIN, — XPOMOCOMHbIE My TaLyn — MOTYT BbIpaXaTbCs B W3-
MEHEHWMW UMCna N HapyLUEHNN CTPYKTYPbl XPOMOCOM.

OGbIYHBIMU MPUYMHAMMU aH3YMIOUANMN CYXUT HepasbeauHeEHUe
XPOMOCOM NpU AeneHnn Nnbo 3afepXKKa YABOEHWS Ha YPOBHE aHa-
(hasbl. lMepBas U3 3TUX NPUYUH [eiACTBYeT, KOrga roMosiornyHas
mapa XpoOMOCOM He pacxOAWTCA BO Bpems MepBOro AefieHWs npu
MCIi03e WM e ABe XPOMaTWfbl He PacxXofsaTcs BO BTOPOM MeNoTu-
UCCKOM JefneHun nMbo npy JeNneHmsX COMaTUYeckmx KneTok. Bce
3r0 NPMBOAMT K (DOPMMPOBAHMIO [BYX aH3YMJOWUAHLIX KETOK.
Korpa B xofe rameToreHesa NpPOMCXOAUT TaKoe HepacxoXaeHue, 06-
pasytoLLmMecs rameTbl MMEKT B CBOEM XPOMOCOMHOM Habope OfH
NNLLHIOKW Xpomocomy (n + 1) unu TepsieT ogHy xpomocomy (N —1).
OnnoaoTBOpeHME TaKMX KETOK HOPMalbHbIMM ramMeTamu MOXET
NPVUBOAUTL K 00Pa3s0BaHUIO IBYX TUMOB 3UrOT: C TPMCOMUMEN (2n + 1)
UM MOHOCOMYeR (2n —1).

Mpu aHada3HOW 3aepPXKKE B Mei03e «OTCTaeT» 0fHa roMONorny-
Hasl XpOMOCOMa WM B MWTO3e —OfHa XpoMaTuga. 3aTemM OHU MOKW-
[aloT A4p0 KneTku. B pesynbTate MosBAAOTCA OfHa HOpMasibHas
KMeTKa U o0fHa ¢ MOHOCOMMEn. MOHOCOMUS U TPUCOMMS MOJOBbLIX
XpPOMOCOM, a Takxke 6onee NpuuyanvBblie abeppalmm COBMECTUMBI C
XN3HbIO N 0ObIYHO CBA3aHbI C PasNNUHbLIMK YPOBHAMU HapyLIEHWi
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theHoTNa. MOHOCOMMS, BO3HMKAKOLWAA Y L, C ayTOCOMMENA, Bbipa-
XKaeTcsa B yTpaTe M30bITOYHOW reHeTUYecKon MH(opMaLnm, Y4To no-
3BONSIET OCYLLECTBUTLCA 3MOPUOreHe3y W XXMBOPOXIEHWIO, a He-
CKOJIbKO ayTOCOMHbIX TPUCOMUI AalOT BOSMOXHOCTb JINLLIbL A5 Bbl-
XueaHus. Kpome Tpucomum 21, Bce npoyune NpUBOASAT K TSXKESbIM
JeeKTam y aeTeid, KOTOpble NoYTH BCe 6e3 UCKIIUeHUs nornéatot
Ha 1-M rogy »u3Hu.

WHorga owmnbkmM, nNpoucxogsiive BO BPeEMS MWUTO3a Ha paHHUX
CTaAMAX Pa3BUTUSA Kakoro-nmbo opraHn3ma, JaloT Hayano AByM Wn
6onee NoONynALMAM pa3BMBAOLLMXCA KIETOK. JTO 3ab0neBaHUe Ha-
3blBa€TCA MO3aU4HOCTbtO, WIN MO3anLIM3MOM. OHO MOXET pasBuBaTb-
Csi nocne OWMB0K B MWUTO3e, BO Bpems Apo6/aeHns oniofo0TBOPEH-
HOIN AMLEKNETKN MO0 B COMATUYECKUX KMETKax.

Mo3anyHOCTb, NopaxaroLLas NosoBble XPOMOCOMbI, BCTpeyaeTcs
[0BOMbLHO YacTo. [pyu fgeneHun ONMOAOTBOPEHHON ALEKNETKM
OLWnbKa NPMBOAMT K (DOPMUPOBAHMIO JOYEPHEN KNETKW C TPEMS Mo-
NOBbLIMM XPOMOCOMaMK, B TO Bpems Kak Apyras K/eTka nony4vaeT
TO/MIbKO OfHY Takyt Xpomocomy. Co3faeTcd MO3auyHOCTb MO Xpo-
MOCOMHOMY Habopy (nnm uncny): 45,X/47, XXX. Bce KNeTkn —no-
TOMKM TakuX NpeALecTBEHHMKOB MMEKT Habop nnmbo 47,XXX, nnbo
45,X. Taronorns y 4yenoBeka C TakMM YMC/IOM XPOMOCOM MOXET
npeacTaBnaTh cob6oM BapuaHT cuHapoma TepHepa (H.H.Turner; —
OTCYTCTBME Y XKEHLLMHbI OAHOI X-XPOMOCOMbI B Kapuotune). [pu
3TOM BbIP@KEHHOCTb (PeHOTUMUYECKOI 3KCMPECccUn 3aBUCUT OT KO-
NNYecTBa W pacnpefenieHns B opraHu3Me KneTok ¢ Habopom 45,X
Ecnm owmbka cnyyvaetcs npy 60nee no3gHeM ApobneHnn, To mMo3a-
MYHOCTb NPOSBATCA 6narofaps TPeM KNeTOUHbIM MOMynsuuam ¢ Ha-
6opamu 45,X [ 46,XX | 47, XXX. OgyH 13 3TuX HabopoB — 45,XX
—6yaeT HopMasibHbIM. [MOBTOpPHbIE OLUINGKN B MUTO3€ YBENNYMABAKOT
KOMIMYEeCTBO NOMYNALUUIA C pasHbIM KapuoTUMOM.

AyTOCOMHas M0O3aU4HOCTb BCTPEUAETCH 3HAUUTENIbHO Pexe, Yem
abeppauuy nonoBbIx XpomMocoM. Owmbka B Xofe paHHEro MUTOTK-
YeCKOro fefieHuns, nopaxarowas ayTocoMbl, OObIYHO MPUBOAUT K
MO3aMYHOCTM, He COBMECTUMOW C XXM3HbIO W BKIOYatOLLEN B Cebs
ayTOCOMHYI0 MOHOCOMWIO. V3peaka B nepuof ambpuoreHesa opra
HWU3M MNepPeHOCUT YTpaTy HEXWU3HecrnocOOHOW KNEeTKU U BO3HUKHO
BeHMe Mo3anmyHocTn 46,XY/47,XY+21. Y Takoro pebeHka nosBns-
€TCA MO3aNYHOCTb TPUCOMMU 21 C YaCTUUYHO BbIPaXKEHHbLIM CUHAPO
mMoM [ayHa (CTeneHb BbIPaXEHHOCTU 3aBUCUT OT KOJSIMYECTBA Kie-
TOK C TPUCOMUENA).

[ns 06Hapy>XeHNs CTPYKTYPHbIX abeppaupii XpOMOCOM C MOMO-
LK COBPEMEHHOW TEXHMKM GeHAMHra (0 GeHAMHre cM. rnasy 1u
pasgen 8.1), HyXHO, 4TO6bI 3TK abeppaLuy VMENM 3HAUNTE TbHbIN
06beM 1 BKKOYanM B ceba 6onbwoin yyactok AHK (okono 4 miH
nap OCHOBAHWIA), CofepPXalLLmil HECKO/IbKO reHoB. CTPYKTYpPHble U3
MEHEHWS, KakK MpaBuo, ABASIOTCA CeACTBMEM MOJIOMA XPOMOCOM,
COMPOBOXJAKOLLErocs yTpaTo WaM nepepacnpefeneHneM reHeTu
yeckoro matepuana (cxema 8.6). B HeGONbLLIOM KOMMYECTBE 3TU U3
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Cxema 8.6. CTpyKTypHble abbepaLy XpOMOCOM

MEHEHUs MOryT MPOMCXOAMTb CMOHTAHHO, HO WMHOrAa WX 4acToTa
BO3pacTaeT NOA B/USHWEM MyTareHOB OKpY>Katollel cpefbl, rnas-
HbIM 006pPa30M BCEBO3MOXHbIX XMMUYECKUX COEAMHEHUN, a Takke
noHu3mpyoweidr pagnaumm (no R.S.Cotran, V.Kumar, T.Collins,
1988). Kpome TOro, HeCKONbKO PeaKuUX ayTOCOMHO-PELECCUBHbIX
reHeTuueckux 3abonesaHuii (aHemus daHKOHM, cMHAPOM Bayma um
aTakcusa-TeNneaHrnaKTasus) CBA3aHbl C TaKUM BbICOKUM YPOBHEM
HecTabuNbLHOCTM CTPYKTYPbl XPOMOCOM, 4YTO WX Ha3blBalOT CUHAPO-
Mamu Mo/IoMa XPOMOCOM.

YTpara Kakoi-1mbo 4acTi XpOMOCOMbI Ha3biBAeTCs [Ae/eLyent.
OHa MOXeT ObITb TEPMUHANILHON WM UHTepCTULMansHOM. Tepmu-
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Ha/TbHble [ENeHUM MPOUCXOAAT B pesy/ibTaTe OAMHOYHOrO MosiomMa B
KakoM-TO nJeye, Npu 3TOM BO3HWKAeT ()parMeHT 6e3 LeHTpoMepbl,
KOTOpPLIA NpY 0YepefHOM [eNeHUU KeTKW ncyesaeT. Tak, mpu yT-
paTe 4YaCTM KOpPOTKOr0 Mnjievya XpoMOCOMbl 16 3TO M3MEHeHue mos-
HOCTbIO 0603HauaeTca Kak 46,)Of,16p-. YacTo Hy>XHO yKas3aTb No

TOYHee, B KaKOM paiioHe M B Kakoi nosoce npousoLunia feneHus

Mpuvep —46,XY, del(16)(p) — yKasblBaeT, YTO TOUYKa MosomMa /o

Kann3yeTca B 30He Mosockl 4, paiioHa 1 KOPOTKOrO Mjeva XpoMoCo-
Mbl 16, VHTepcTULMa/bHble AENeUun MPOWCXOAAT B TOM C/ydae,
KOrfa Mcue3aeT y4aCTOK Kakoro-mbo mjeva XpoOMOCOMbI, pacnona-
ralowuiica Mexay AByms TO4Kamu MosioMa.

Elwe oavH BUA abeppauuii — TpaHC/loKaUys — BbIPaXaeTcs B
nepeHoce CerMeHTa OfIHOW XPOMOCOMbI Ha Nobyto apyryto. [Mpu
OAHOW ee pasHOBWMAHOCTW, HA3BaHHOW YpPaBHOBELLIEHHOW PeLvMnpoK-
HOW TPaHC/OKaLWEN, B KaXKAOW M3 ABYX PasHbIX XPOMOCOM MMEETCA
M0 OAWMHOYHOMY MOJMIOCY W MPOMCXOAWT B3aMMOOOMEH FeHeTuyec-
KUM MaTepuanom. Ta abeppaums MOXET ObITb Hepacrno3HaHa 6e3
NpUMeHeHns G6eHAMHIa. Y paBHOBeLLEHHAA PeLunpoKHas TpaHcio-
Kauma Mexay AAMHHbIM MIeYOM XPOMOCOMbI 2 U KOPOTKUM Me-
YoM XpomocoMbl 5 0603HavaeTca Kak 46,XX,t(2;5)(g31;pl4). Pac-
LUNPOBKA: Y AaHHOIO YefioBeKa 46 XpOMOCOM; Y OJHOIN 13 XPOMO-
COM Napbl 2 1 Yy OAHON — napbl 5 CTPOEHME M3MEHEHO. OCKONbKY
yTpaTa FeHeTMYecKOro Marepuana He Mpou30LLia, 3TOT YenoBeK
ocTaeTcs HEHOTUMMYECKN HOPMasbHbIM. OfHAKO Yy AaHHOTO HOCK
Tens yYpaBHOBELUEHHON TPaHCMOKaUWW MMEETCS  MOBbILUEHHbI
PUCK BOCMPOM3BELEHWNSA HEHOPMa/bHbIX rameT. B npusegeHHOM
CNnyyae MOXeT 00pa3oBaTbCsl ramera, CoAepXallas 0gHy HOpMasib-
HYH0 XPOMOCOMY 2 U OAHY XPOMOCOMY 5 C TpaHC/noKauueid. Takas
rameTa He 6blfa Obl FeHETUYECKM YPaBHOBELUEHHOW, TakK KakK HC
cogepxana 6bl HOpManbHbI Habop reHeTMYEeCKOro Marepuana
Mocnepytollee OMIOAOTBOPEHME HOPMaNbHOM rameToin MNpPUBENo
Obl K (hOPMUPOBAHMIO HEHOPMa/bHOW (HeypaBHOBELLEHHOW) 3Uro-
Tbl, YTO BbIpa3naoCb 6bl B CMOHTAHHOM abopTe WM POXAEHUM
60/1bHOr0 pebeHka.

Ewe ofHa BaxHas pasHOBMAHOCTb TPaHCAOKAaLWMW, Ha3BaHHas
pobepTcOHOBCKOM (J.Robertson), nnnm cavsHMEM LEHTPOMEP, Npea-
CTaB/feT COO0N PELUNPOKHYIO TPAHCNOKALMIO MEXAy ABYMS akpo-
LIeHTpUYeCKUMU XpoMocomamu. OBbLIYHO pa3pbIB MNPOUCXOAUT BOM
31 LEHTPOMEp KaXJoW XpOMOCOMbI, 3aTparveast 4/IMHHOE MIeYo y
OAHOW N KOPOTKOe —Y Apyroi. CneaytoLimii 3a pa3pbiBOM NEPEHOC
reHeTMYeCcKOro MaTtepuana BNe4vyeT 3a COOOI MOsIBNEHME O[HOWA
OYeHb OOMbLLOW WM OMHONM COBCEM MENKOW XpoMocoMm. [locneaHss
HepeaKOo MCYe3aeT, U KOMb CKOPO OHa HeCeT TaK Maslo reHeTUYeCKol
nHhopMaumm, aTa yTpara SBISETCA COBMECTMMON C HOpPMasibHbIM
theHoTMNOM. T103TOMYy pOGEPTCOHOBCKAs TpaHCNoKauus Mexay
[BYMS XPOMOCOMaMU 06GHapPYXXMBAETCH HEOXMAAHHO U Y SBHO 340
POBbLIX /L. 3HAaYEHMEe e 3TOr0 MOBPEXAEHUS 3aKMYaeTCs B BOE
MPOV3BOACTBE HEHOPMaIbHOTO MOTOMCTBA.
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Cnepytolwimm Buaom abeppaunii aBnsietcs (opMyUpoBaHue M30-
XPOMOCOMBL. [1py 3TOM Of{HO M40 XPOMOCOMbI YTpaynBaeTcs, a oc-
TaBLUEECs Y/[BauMBaeTCs, YTO NPUBOAUT K 06PA30BAHMIO XPOMOCOMbI
Nn6o ¢ ABYMS KOPOTKUMU, MO0 C ABYMS A/IMHHBIMU Niedyamu. A30-
XPOMOCOMa COAEPXKMT TFEHETUYECKYHD WH(OpMaLMIo, Mopdonoru-
UECKN WAEHTWMYHYIO B 060MX nnevax. Hambonee yacTblil BapuaHT
M30XPOMOCOMbI, BCTPEYAOLLMIACSA Y XKUBOPOXAEHHBIX, BbIPaXaeTCs
B M3MEHEHUM [/IMHHOTO M/ieda XPOMOCOMbI X 1 0003Ha4aeTes Kak
i(Xq). 3TOT BapuaHT CBA3aH C MOHOCOMMUEN FEHOB KOPOTKOTO rnneya
XPOMOCOMbI X 1 TPUCOMUEN TEHOB ANMHHOIO ee nieva.

KorbLeBasi xpomocoma — ocobast thopma geneumm — obpasyercs,
Korja fefneLmns BCTPeYaeTcs Ha 060MX KOHLIAX XPOMOCOMbI U Npouc-
XOAUT CNMSHNE MOBPEX[EHHbIX KOHL0B. ECM Npu 3TOM yTpaueH
3HAYUTE/IbHBIA TEHETUYECKNIA MaTepuas, To paSBVIBaIOTCFI HapyLue-
Hua (eHotuna. Mpumep: 46,XY,r(14). KonblLeBble XPOMOCOMbI He
NPOXOAAT HOPMASIbHO Yepe3 Mero3 MM MUTO3, YTO 0ObIYHO MPUBO-
[T K Cepbe3HbIM MOCNeCTBUAM.

HakoHeL, elle oavH BUZI abeppaLuii —mHeepcus —B nepepacrpe-
OENEHN TEHETMYECKOro Marepuana. 3TO MPOUCXOAUT B pesy/bTare
paspbiBa ABYX YYaCTKOB B OAHO/ XPOMOCOME C MOC/iedytoLLein penH-
Kopriopauuein (BK/OUYEHNEM CHOBA) CErMeHTa, MepeBepHYTOro Ha
180°. NHBepcus, NPOMCXOAsLLAasA TOMbKO B OLHOM MNseye, Ha3bIBAeTCA
napaLeHTpuyeckon. Ecnm e paspbiBbl BO3HWKAKOT Ha MPOTMBOMO-
NOXHbIX OT LLeHTPOMEpbI MN/1evax, TO MHBEPCUA CTAaHOBUTCA NEPULIEHT-
pUYeckoi. VIHBEpCMU MPaKTUYECKW He BANUAKOT Ha HOPMaslbHOE pas-
BUTKE.

B cneuunansHoi nuTepatype onNmMcaHo 3HauMTeNbHO 60/bLe KO-
NINYECTBEHHbIX U CTPYKTYPHbIX abeppaLnii, YnCio OTKPbIBaEMbIX He-
HOPMa/IbHbIX KapuoTUMOB, BCTPEYUAKOWMXCA MPU reHeTUYeckmx 6o-
NE3HAX, BO3PACTAeT C KaxX/bIM rofoM. HO BCe e K/IMHNYECKOe 3Ha-
YeHMe XPOMOCOMHbIX HApPYLLEHNI HaXOANTCA Ha CTau HauabHOro
n3yyeHuns.MNMo coBpemMeHHbIM AaHHbIM, 0Kono 7,5 % Bcex 3ayaTuii
COMPOBOX/AeTCs XPOMOCOMHbIMU a6eppau,vmmm 60/bLUNHCTBO U3
KOTOPbIX HECOBMECTUMO C XXMBOPOXAEHWNEM UMW BbIXMUBaHWEM. Tak,
yKa3aHHble HapyLleHus BblsiBieHbl Npyu 50 % CroHTaHHbIX abopToB,
y 5 % MepTBOPOXAEHHbLIX U HOBOPOX/AEHHbLIX, YMUPAOLUX HEMo-
CPeACTBEHHO nocne poxaeHus. [axe Yy XXMBOPOX/EHHbIX yacToTa
abeppauunii konebnetca mexay 9,5 1 1,0 %.

LI,VITOFEHeTI/Il—IECKI/Ie 3360HEBaHVIFI CBA3aHHbIE C ayTocomMamwu.
Tpucomusa 21 (cuHapom Ll,ayHa J.Down). CuHgpom [JayHa —
Haubonee 4actoe XpPOMOCOMHOE 3ab0/ieBaHME UenoBeka M OCHOBHas
npuYMHa yMCTBEHHON oTcTanoctn. B CLUA pacnpocTpaHeHHOCTb
ero cpefn HoBopoxAeHHbIX gocturaet 1:800. MpumepHo 95 % nopa-
YXEHHbIX UHAMBMAYYMOB UMEKOT Tpucomuio 21 (puc. 8.5), Takum 06-
pasoM, MX XPOMOCOMHOE 4WC/O PaBHO 47. BOMbLUMHCTBO Apyrux
MMEIOT HOPMa/bHOE XPOMOCOMHOE YMC/IO, HO TaKXKe W3MMLLHNIA
XPOMOCOMHbIVi MaTepuan, NosiBUBLUNIACA B pe3y/ibTaTe TPaHC/oKa-
umn. Kak y>xe ynoMmMHanoch, camoid 4acToi NpUUMHON TpUCOMUmM W,
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Puc. 85. Kapuotun 47, XY, + 21 (cuHgpom [ayHa). Okpacka ¢yioopoxp™
moM Hoechst 33258. MeTathasHasi NacTUHKa W PacKiafKa XpoMOCOM.

crnefoBatesnibHO, cuMHApoMa [layHa, ABNAETCA HepacxXxoXAeHWe Xpo
MOCOM B XOfle Mei03a. Y poauTeneld Takux AeTeil KapmoTun Hopma
NeH, U caMn OHU MOTYT 6bITb MOSIHOCTBIO HOPMabHBbI.

Bo3pacT MaTepu CyLLECTBEHHO B/IMAET Ha 4acTOTy CUHApOMA
JayHa. Tlo ctatMCTUYecKMM faHHbIM 3a 1991 r., 3TOT CUHAPOM
BCTpeYaeTcs Y 1 HOBOPOXKAEHHOIO M3 1550 KMBOPOXAEHHBIX Y Ma
Tepeii Mmnafwe 20 neT M COOTBETCTBEHHOO Yy 1 u3 25 y matepeid
ctapwe 45 net. Takoe COOTHOLUeHMe 3acTaB/isieT npefjfonararb,
4YTO B GOMBLUMHCTBE C/lyYaeB B AWLEKNETKE BO BpeMs Melo3a npo
NCXOAUT HepacxoXpgeHne Xxpomocombl 21. WccnefoBaHus € UC-
noNfb3oBaHMEM noaumopHoin OAHK ana MeTKu poaMTenbCKOi
XpOMOCOMbI 21 mokasanu, 4to B 95 % cnyyaeB TPUCOMUN NINLLIHASA
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XpoMocoma 21 vMmeeT MaTEpUMHCKOE MNPouCXoxaeHune. HecmoTps
Ha MHOXECTBO BbICKa3aHHbIX FMMOTE3, MpUYMHA BO3POCLUE BOC-
NPUMMUYMBOCTU ANLIEKNETKU K YKa3aHHOMY HEpacxXOX[eHUIO Heus-
BeCTHa.

MpuMepHO y 4 % 60/bHbIX CMHAPOMOM [layHa NULLHNIA XPOMO-
COMHBIA MaTepvian obpasyeTcs nocsie po6epTCOHOBCKOW TpaHC/OKa-
LMW AIMHHOTO MJ/1e4a XPOMOCOMbI 21 Ha Apyryro aKpoLEeHTPUYECKYHO
Xpomocomy, Hampumep 22 wunn 14. T10CKO/bKY OMI040TBOPEHHAS
ANLEKNeTKa Yxe 06najaeT ABYMS HOPMasbHbIMU ayTocomamu 21,
maTepuas, MepemeLLeHHbIA Mpu TpaHcnokauuu, obecneynBaeT Ty
e TPOWHYIO «03y» TeHOB, Kak npu Tpucomuu 21. MogobHble cny-
Yyam 4acTo (HO He BCerga) UMET CeMeliHbli XapakTep, 1 nepeme-
LLieHHast XpOMOCOMa HacnefyeTcs OT OAHOrO M3 POAUTeNel, ABNSO-
Leroca HocuteNleM PoGepTCOHOBCKOM TpaHcnokauuu. B kadvecTse
npuMepa MOXHO MPUBECTU KAPWUOTWM C MAaTePUHCKUM HOCUTENLCT-
BOM: 45,XX,-14,-21,+t(14q 21q). B Tex cnyyasx, Korga HA OAnH po-
OUTenb He fBNSeTCA HOCUTeneM 3abonieBaHuWsi, nepepacnpefeneHune
reHeTMYecKoro matepuana NPOUCXOAMT B XOfe rameTtoreHesa. Teo-
peTUYECKN POAUTENb-HOCUTENb UMEET 1 LWaHC 13 3 «NoNyUUTb» XKK-
BOPOX/AEHHOro pebeHka ¢ cMHApomoM [ayHa, OfHaKo 4acTtoTa rno-
paXeHUs AeTeil B TakKMX CUTyauusix ropasgo Hwxke. M mpuuuHbl
3TOr0 PacXoXAeHWs NMOKa HEMOHATHbI.

Okono 1 % 60nbHbIX cMHAPOMOM [ayHa MMEKT MO3au4HOCTb,
KOTOpas 06bIYHO MPOSABASAETCS Y HUX B CMELUAHHON KIEeTOYHOM no-
nynauum ¢ 46 n 47 xpomocomamu. Mo3amyHOCTb (hopMmupyeTcs B
pesynbTate MUTOTUYECKOIO HepPacXOXAeHUS XPoMOCOoMbl 21 Ha paH-
Hel cTagun ambpuoreHesa. Y Takux 00MbHbIX CMMMNTOMATUKA pas-
Hoo6pa3Ha 1 6onee ymepeHHa (Mo CpaBHEHWIO C APYTMMW NauuveH-
TaMu, UMEIOLLUMU TOT Xe CUHAPOM), UTO 3aBUCUT OT Ymcna HeHop-
MaJ/IbHbIX K/1ETOK. HECOMHEHHO, B C/lyyasx TpaHCMoKauum wim Mo-
3aMyHOCTM Mpu cuHapome [layHa BO3pacT maTepu He UMeeT 3Haue-
HUS.

KNMHWKO-OMarHoCTUYeCK e MpU3HaKM CUHAPOMAa COBepLUEeHHO
OYEBUAHbLI YXXe NPU POXAEHUW: YNOLWEHHOe NNULO0 B MPOgub,
KOCOW pa3pe3 /a3, BEPTUKa/lbHas KOXHas CKagKa, MPWKPbIBaKO-
Was MeauanbHbliA Yron rnasHoi wenm (3NuKaHTyc). Takue npusHa-
KN OTpaXaloT YyCTapeBlUMe W HeydauHble HAa3BaHUA «MOHTON3M»
WK «MOHronougHas wuauotus». Cpeau NpUYMH cnaboymus CUH-
Apom [ayHa — Befyuiasn. Pa3BuBaeTcs TsXenas YMCTBEHHas OTCTa-
noctb: npumepHo 80 % nopaXKeHHbIX WMEKT MoKasaTe/lb YMCTBEH-
Horo passuTtua (IQ — intelligence quotient) B npegenax 25—50. Ho
MPOHUSA CyAbbbl COCTOWUT B TOM, YTO Takue AeTW UMEKT MSATKUIA Xa-
pakTep, 3aCTEHYMBLI U YNPAB/ISEMbl 3HAUYNTE/ILHO flerye, HEXem mux
Gonee ypaunmeble GpaTbs W CECTPbl, MeHee OTArOLEeHHbIe XPOMO-
COMHbIMW HapyLleHusamun. CreflyeT OTMEeTUTb, UTO Y HEKOTOPbIX HO-
cuTeneld MO3aMyHOCTU U cuHApoMa [ayHa (heHOTUN M3MeHEeH He-
3HAYMTENBHO, Y HUX MOXET ObITb HOPMa/IbHOE WK MOYTU HOPMaslb-
HOEe YMCTBEHHOE pa3BuTHe.
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YNOMSHEM O HEKOTOPbIX APYrMX KIUHUYECKUX Npu3Hakax 3abo
neBaHns. Okono 40 % 60NbHbLIX MMEIOT BPOXAEHHbIE MOPaXKEHUN
cepAua, valle Bcero aetekTbl aMOPMOHANIbHOW 3aKNafKyM 3HA0Kap
[a, BK/IOYaloLWye Ae@eKT HUKHER YacTu MeXnpencepAHoi nepero
pogkm (ostium primum) wnn Apyroi ee yacT [KpOMe 30Hbl OBa/lb
HOM SIMKK (aeeKT HasbiBaeTcs ostium secundum) M BEPXHEN 30HbI
SII‘]US Venosus)], MOpoKM_ aTpUOBEHTPUKY/IAPHBLIX KnanaHoB 1 [Ac

eKTbl MEXOKeNY0YKOBO Meperopojkn. BOMbLIMHCTBO CMepTe/b
HbIX UCXOJ0B B NepUoLe HOBOPOXAEHHOe™ 1 paHHeM [eTCTBe 00y
CIOB/IEHbI UMEHHO 3TUMW AetheKTamMu.

Y petein ¢ Tpucomment 21 B 10—20 pa3 MoBbILLIEH PUCK Pa3BATUN
OCTPOro fieiiko3a. Y HUX HabMAarTCa U OCTPbIA NMMGO6NACTHbIM,
W OCTpbIii HENMM(OGNACTHBIA BapuaHTbl. OTHOCKTENbHAsA YacToTa
KaK[0ro 13 3TUX BapMaHTOB CXOHa Yy feTeil C CMHApPOMOM [layHa u
y AgTeit 6e3 Takoro cMHapoma. ®akTUYecKM y BCeX B0/bHbIX C TP
comueil 21, «nepewlarHyBwux» 40-NeTHWIA BO3pacT, pa3BMBatOTCA
HEBPO/IOrMYECKME U3MEHEHNSA, XapaKTepHble AN 60M1e3HN AnbLireii
Mepa, (hOPMbl CEHWNBHOWA [AeMeHLMM (CTapyeckoro craboymust)
Kpome TOro, OoTMeuatoTcs HapyLUeHWs WUMMYHHOI peakTMBHOCTM,
npegpacronaratoLiye K nosBfeHNI0 Cepbe3HbIX UHMEKUNA (B yacT
HOCTU B NIETKMX), & TaKXKe K pasBUTUIO ayTOMMMYHHOIO TMponauTa
HecMoTps Ha TO YTO ONMCAHO HECKOMbKO HapyLUeHWi, BO3HUKALO
LUMX B OCHOBHOM B cy6rnonynaumsx T-MM{OLNUTOB, KNeTOUYHbIE OC-
HOBbI MMYHO/IOTMYECKNX PACCTPONCTB OCTAtOTCS HesiCHbIMU. U Bee
e 6onee 80 % 6OMbHBIX C TPUCOMUER 21 XKMBYT MPU HaNKEHHbIX
MeANLMHCKOA nomoLyn 1 yxoge ao 30 neT u Gonee.

N kapuoTtun, n cumnToMaTMKa TpMcoMumn 21 XOpoLlo u3BecT
Hbl B TeueHue Gonee 30 ieT. HO O MOMEKYNAPHBIX MeXaHu3Max
cuHapoma [JayHa cBefeHuid mMano. lMpy uccrefoBaHUM y 60/bHbIX
CUHAPOMOM JlayHa C TeM ero BapvaHTOM, Ans KOTOPOro XapakTep
Hbl TPAHCNOKaLMsA 1 HenosHas Tpucomus 21, 6bi10 0GHAPYXKEHO,
4YTO PaiioH XPOMOCOMbI 21, ynpaBnstoLniA SKCNpeccuen tatanb
HbIX, HEBPO/IOrMYECKUX U CEPAEYHO-COCYAUCTLIX M3MEHEHWUW, Oi
paHu4yeH npegenamun 21022.2 v 21922.3. 'eHbl, pacnonararoLimnecs
BHYTPM 3TOr0 palioHa, C KOTOPbIM CBf3aHO pas3BUTUE CUHApPOMA
[ayHa, OO/MKHbI UIPaTh PELLAloLy0 poNib B NaToreHese HapyLulc
HWUK (heHoTmMNa.

Apyrue Tpucomuu. VI3BECTHbI TPMCOMUM, 3aTparu
BatoOLLIMEe XPOMOCOMbI 8; 9; 22 1 13. o cBOeit OTHOCUTENBHON Yac-
TOTe BCTPEYAEMOCTM 3aCNYXMBAKOT pPacCMOTPeHUs [ABe TPUCO
mMun — 18 n 13. Tpucomma 18 (cuHapom 3asapaca; J.H.Edwards)
3alepXXKa pas3BuTus, cnaboymue, rayxorta, napesbl ¥ napanmum He
pueprnyecKMx HEPBOB, MasleHbKME YentocTa, BbICOKOE Hebo,
CABOEHHas no,u,KOBoo6pa3Ha;| noyka u gp.; Yactota — 1 Habno
feHne Ha 8000 popoB; KapuoTunbl 47, XX +18 (puc. 8.6); TWH
Mo3auyHocTn 46,XX/47,XX,+ 18. Tpvlcowlvm 13 [cvHgpom TMatay,
K.Patau; MI/IKpOLI,eraJ'IVIﬂ cna6oyM|/|e 3a84bsa ryba, BOMYbSA Machbl,
(pasp,BoeHme BEpPXHeN ry6b| 1 BepxHero Heb6a) (puc. 8.7; 8.8), mop
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Puc. 8.6. Kapuotun 47, XX, + 18 (cuHgpom 3JaBapfca). Okpacka hioopo-
xpomom Hoechst 33258. MeTagaszHass nnacTMHKa M packiagka XpoMOoCOM.

WMHNUCTaA KOXa, aHoOMa/Mn no4vek W ap.; vactota — 1 Habnoge-
Hve Ha 6000 pofos; kapvoTwumn: TpucoMms Tun 13 — 47, XX+ 13;
™MN TpaHcnokauun 46,XX,-14,+t(14q 13g); TMN MO3aM4HOCTUN —
46, XX/47,XX, + 13].

B 60nbLUMHCTBE Cy4YaeB 06e TPUCOMUW Pa3BUBAKOTCA B Pe3y/ib-
TaTe HepacxXoX[eHWs XPOMOCOM B Meio3e, UTO MPUBOAUT K HOCU-
TCNLCTBY U3NMNLLHEN KOMUM XPOMOCOMbI 18 man 13. Kak v npu cuH-
Apome [layHa, 0TMeyaeTcs CBA3b C MOXW/bIM BO3pacToM matepu. Ho
B OT/IMYME OT TpUCcOMMKN 21 B LlAHHOM C/yyae MOPOKM PasBUTUA TO-
pas3fo TsKenee U MHoroob6pasHee. JInlb HEMHOTME AETU NepeXxxmBa-
toT 1-ii rog Xun3Hu, 60/IbLUMHCTBO MOrMGa0T B TEYEHME HECKOMbKMX
MecsLLeB NMoc/e POXAeHWS.
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Puc. 8.7. Kapuotun 47, XX + 13 (cuHgpom [lMaTay). OKpacka (p/roopoxpo-
MoMm Hoechst 33258. MeTaga3Haa nnacTMHKa U packiagka XpoMOCOM.

CuHpopom «kKowaubero kKpuka» (Cridu chat). Tak
ObINI0 Ha3BaHO HapyLleHWe KapuoTuna, BbipaXatoleecs B yKOpoye
HUK Nfeva XpoMocoMbl 5 (5p-). [eTam B BospacTe A0 1roda, MMeto-
WM TaKoli AedeKT, CBOMCTBEH XapaKTEepHbIA MNay, MOXOXWiA Ha
KOLlaybe MsiyKaHbe. BakHelilune KIMHUYECKME MPU3HAKWL: TshKenas
YMCTBEHHas OTCTaN0oCTb, MUKpoLeganus, Kpyrnas (opMa nuua.
Takve [AeTV pacTyT fyudlle, YeM WX CBEPCTHUKU C TPUCOMUAMU, U
HEKOTOpble JOXMBAOT [0 3pe/noro sospacTa. Mo mepe pocta B ne-
proae HOBOPOXK/EHHOCTM OHU MOTYT MOCTENEHHO TEPSTh «KOLLAYMNIA
KPWK» 1 BbICOKWIA TOMIOCOBOI PErmcTp.

LI,I/ITOFeHeTI/ILIeCKI/Ie 3a6oneBaH|/|;|, 3aTparmBarwuine nosioBble Xpo-
Mocombl. TN 6OMIE3HW PacrpoCcTpaHeHbl ropasgo LUMpe, Yem 60ne3
HW, CBS3aHHbIE C ayTOCOMHbIMU abeppauusmun. bosee Toro, HecooT
BeTCTBME (M3BbLITOK MM TpaTa) FeHEeTUYeCKOro matepuana B Moso-
BbIX XPOMOCOMaXx MepeHOCUTCH 3HAUUTENIbHO flydlle NoAO6HbIX He-
COOTBETCTBMIA B ayTOCOMax. Takas MepeHOCUMOCTb 0OBACHSETCA
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Puc. 8.8. CuHapom MMatay: 3as4ba ry6a v Bon4vbsa NacTb.

[BYMS (DaKTOpamu, XapakTepHbIMWU [ MOMOBbIX XPOMOCOM: BO3-
MOXHOCTbI0 MHaKTMBaLMKM BCEX XPOMOCOM, KpOMe X, a Takxe He-
60nbLLIMM 0OBEMOM FEHETUYECKOr0 MaTepuasia B XpoMocomax Y.

B 1961 r. Mapwu flaiioH (M.Lyon) oxapakTepu3oBasia MHaKTUBa-
LIMI0 XPOMOCOMbI X 1 NPeSnonoxuna To, YTo Nno3gHee cTano LWunpo-
KO M3BECTHbIM Kak runotesa JlaioH. Bblno KOHCTAaTUPOBAHO, UTO
NWWb OfHA M3 XPOMOCOM X ABMSETCSH FeHETUYECKWU aKTUBHOM, Apy-
ras e He3aBMCHMO OT TOro, MMEET OHa OTLLOBCKOE WM MaTepuH-
CKOe MpoUCXOXJeHWe, MOoABepraeTcs reTeponukHosy (MHauve okpa-
LUMBAETCA) M OCTaeTCA HeaKTWMBHOW. VHaKTuBauus MpoucXoguT Mo
C/lyYaiiHOMYy BbIGOPY B KaKUX-MOB0 KeTkax 61acToumcTbl (3apospl-
LLEeBOro My3blpbka) NPUMEPHO Ha 16-i AeHb amOpuoreHesa, B Aasb-
HellleM OHa MOCTOSHHO COXPAaHSEeTCA Y TOM e XPOMOCOMbl X B
K/IETKax-NoTOMKaxX KaxAoro npegliectseHHuKa. Mostomy y 60/b-
LUMHCTBA HOPMASIbHbIX YXEHLIUH O0OHApY>XMBAKOTCA MO3aMYHOCTb U
[Be K/eTOYHble MOMynAuMW: OfHA C MHAKTUBMPOBAHHON MaTepuH-
CKOI XpOMOCOMOM X, fpyras ¢ MHaKTUBUPOBaHHOM OTLLOBCKOMW Xpo-
Mocomoii Y. B 3TOM 3aKntoyaeTcs 06bACHEHME TOT0, NOYEMY Y XKEH-
LUMH MMEETCH TO XXe KOMMYECTBO aKTUBHbLIX MeHOB, OTHOCALLMXCH K
XpoMocoMe X, YTO M Y MY>KUMH. HeakTuBHaa xpomocoma X XOpoLLo
onpefenseTcs B UHTep(ha3HOM fape B Ka4eCTBE WHTEHCUBHO OKpa-
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Cxema 8.7. Kapuotun (ngvrorpamma) X-XpoMOCOMbI, NOy4YEHHAsA C MOMOLLbIO 6eHAVHra

PaiioH Cy6nonoca
Mneuo Monoca

Anb6UHN3M rnas3 (AenurmeHTauna pagyxkm)

[VcKongHbIi XpOHUYECKUI FpaHynemMaTod
KOXW. MblweyHas guctpodus [ioweHHa

Cunapom Menkeca (J H.Menkes)

CWHAPOM TECTUKYNAPHOW heMuHn3aLum

X-CLENNeHHbI TAXENbI UMMyHOAeDUUNT

X-CLLeI'IﬂeHHaR aFaMMarﬂ06yl'II/IHeMVI9I
bone3Hb Pabpu

Crneunduyecknii reH-TpaHckpunT
X-n«aktTusayum

CuHpapom Jlewa -MuxaHa

Femodunna B CuHgpom XaHTepa
Xpynkoctb X-XpOMOCOMbI

Femotnnus A HepoctatoyHocTe G6PD

O6o03HavyeHunsa: CnpaBa- 0603HaYeHUS NPUGNN3NTENLHBIX IOKANU3aLNii BaXHENLWUX reHoB (NOKy-
cOB), a Takxe 3a60/1eBaHUNSA, BO3HMKALOLLME NPU NOPAXKEHNN X-XPOMOCOM BYyKBEHHble CMBOJbI FEHOB
POLA - a-nonumepasa AIHK, DMD - mbiweyHas guctpodua AroweHHa, OTC - opHUTUHTpaHCKap6amu
nasa, CGD - XpOHUYecKuii rpaHynemaTtos, TIMP - TKaHeBblii MHTMBUTOP MeTannonpoTemHas: AR - pe-
uenTop aHgporeHos, PGK1 - tdochornuuepatknHasa 1, GLA - a-ranaktosungasa, HPRT - runokcaHtum
thocopubosuntpaHcthepasa, G6PD rnokoao-6-thocthataerngporeHasa; MIC2 - 6en10K KNeTOYHOI no-
BepxHocTu, STS - cTepougcynbdartasa, ALS9T - hepmeHT E1, akTUBMPYHOWNIA YOUKBATUH. RPS4X - pu-
60COMHbIN 6en10K S4

LUEMHOro M MPUMbIKAIOLLErO K A4epHON membpaHe Tenbua Bappa
(M.L.Barr), nam nonosoro XxpoMaTuHa, X-XpoMaTVHW. [1010BoI Xpo-
MaTWH MMEETCH BO BCEX COMATMYECKUX KNeTKaxX HOPMasibHbIX YKEH-
WWH, HO OCOOEHHO XOPOLUO OH BbISIBSETCA B Ma3Kax-OTreyarkax
OYKKa/IbHOr0 3NMUTENUA CIM3NCTON 060M10YKN LLUEK.

OCHOBHblE MONOXEHWUSA TUMNOTe3bl J1alloH BbILEPXAIN NPOBEPKY
BpEMEHeM, HO, pasymeeTcs, GblinM YTOUHeHbl. Hanpumep, BHavase
nonaranu, 4To BCE TeHbl B HEAKTUBHOM XpoMOcoMe X HaxoasTtcs B
BbIK/TIOYEHHOM COCTOSIHWMU. 3aTeM BbISICHUIOCH, YTO MHOTUE W3 HUX
n36erat0T MHaKTMBALMIO 3TO XpOMOCOMbI (cxema 8.7). CunTaeTcs,
YTO MO KpailHeli Mepe HeCKOIbKO TeHOB, 3KCMPecCUpOBaHHbLIX B
06emx XpoMocoMax X, BaXHbl 419 HOPMalbHOI0 pPocTa U PasBUTUS
3T0 NOATBEPXKAAETCSH TEM, YTO Y 60/bHBIX C MOHOCOMUE XPOMOCO
Mbl X (cumnTom TepHepa; 45,X) SPKO BblpaXKeHbl TSHXKe/ble coMaTh-
Yyeckune 1 roHafHble HapylleHus. Ecnv oguHOYHas «ao3a» (Konuue-
CTBO) X-CBf3aHHbIX MEHOB A0CTATOYHA, TO HUKAKOro BpPeAHOro ag-
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thekTa HeT. bonee Toro, XoTs OfHa U3 XPOMOCOM X BO BCEX KNETKax
WNHaKTUBUPYETCA B XOAe IMOpUOreHesa, oHa M3bUpaTeNibHO peakTu-
BMPYETCS B 3apPOAbILLEBbLIX KMETKax nepes MepsbiM MenoTUYeCKUM
feneHvem. TakuMm 06pa3oM, BEPOATHO, 00e XPOMOCOMbI X HyXKaa-
0TCA B HOPMa/lbHOM 0BOreHese (pasBuUTUU ANLEKNETOK).

YCTaHOBNEHO, YTO reH, KapTMpoBaHHbIA B Xql3, cnyxuT B Kaue-
CTBe [N1aBHOTO MepekntoYaTens, Heob6XOAMMOro Ans MoLaBfeHus
60MbLUMHCTBA FEHOB B HEAKTWBHOW Xpomocome X. lMopasuTtenbHo,
HO 3TOT reH, Ha3BaHHLIA reHOM X-HeaKTMBHOIO CreuupuuecKoro
TpaHckpunTa (XIST) (TpaHCKPUNT —3TO NPOAYKT TPaHCKpUNuum),
He KOAMpYeT CUHTEe3 6enka. AcHo, uto PHK-TpaHcKpunT reHa X1ST
HMKOT[ja He MOKMAAaeT K/ETOYHOro A4pa M KakuM-To (noka Heobb-
ACHUMbIM) 06pa3oM, NpefynpexaaeT TPaHCKPUMLMI0 ApYruxX reHos
B XpoMocome X. HapyuieHus B reHe XIST, npefoTspalLaroLLime Hop-
MaJTbHY0 MHAKTVBaLMI0 XPOMOCOMbI X, MOTYT O6BACHUTDL, MOYeMY B
OnpefeneHHbIX CeMbSX BCTPeYaeTcs nepefava Mo XKEHCKOM NMHUK
X-CBS3aHHbIX 0COOEHHOCTEW, HanpuMep remMoquInu.

XpomocomMa Y onpeaensaeT pasBuThe MyXCKoro nona. Mpuyem
Ha/mume OfHOM XPOMOCOMbl Y 6e30THOCMTENbHO OT KOMM4YecTsa
XPOMOCOM X y>Ke JIeTEPMUHUPYET MYXXCKOW non. [eH, npegonpeae-
NAOLWNIA pa3BuTHe andek (Sry, uamn reH paioHa Y, feTepMUHUPYIO-
Lero noJs), NOKann3yeTcs B KOHLEBOW 30He KOPOTKOro njeya Xpo-
MOCOMbI Y.

MepeuncnMM HeCKONbKO MPU3HAKOB, 06LWMX ANs BCex 3ab0/eBa-
HWIA, CBA3aHHbLIX C MOJIOBBIMU XPOMOCOMaMu. TV 3ab0/1eBaHNS
NPUBOJAT K MOSIBAEHUIO Psfa CHOXKHBLIX U A0MTOBPEMEHHbLIX MPO-
61eM Npy NOMIOBOM Pa3BUTUK, BAUSKOT Ha NNOLOBUTOCTb. YacTo aTy
NaTosiornio TPYLHO pacno3HaTh NPU POXKAEHWMW, Y MHOTME Takue 3a-
60neBaHNA BMepPBble AMArHOCTMPYIOT B MEPUOL MOJSIOBOW 3PenocTy.
HakoHel, 4Yem 6GOnblle KOAMYECTBO XPOMOCOM X Y >KEHLUH nau
MY)XYUH, TeM BbllLe BEPOATHOCTb BO3HWKHOBEHWS YMCTBEHHOMW OT-
CTa/IoCTU.

CuHpoppom KnanHdentepa (H.F.Klinefelter), nnm
MY)XXCKO TrunoroHagusm (HefopassBuTUE MOJMOBLIX OPraHoB W BTO-
PUYHbBIX MOMIOBLIX MPW3HAKOB), BCTPEYAETCa Yy UL, C ABYMA WK
6onee xpomocomamu X wan apyms unm 6onee xpomocomamu Y.
Cpeay reHeTUYeCKMX 3a00/1eBaHUIA, KOTOPbIE 3aTParnBatoT MoJOBbIE
XPOMOCOMbI, 3TOT CUHAPOM SB/SETCA OAHWM M3 PacrpocTpaHeH-
HbIX. OH Xe CNYXXWUT efjBa I He CaMOl YacTON NPUYMHOW MY>XKCKOro
rMnoroHagm3mMa 1 BcTpeyaeTca npumepHo y 1 u3 850 XXMBOPOXKAEH-
HbIX Ma/ib4yMKOB. [l0 HacCTynfeHWs MosoBOro CO3PEBAHWUA CUHAPOM
KnaitHthentepa pacnosHaeTCst peAKo, MOCKOMbKY HapyLleHUs B And-
Kax 40 paHHMX (pa3 NOM0BOro CO3PeBaHNS He NPOsABAATCA. Y 60/1b-
LUMHCTBA BOJ/bHBIX UMEETCH PS4 XapaKTepHbIX MPU3HAKOB, Hanpwu-
Mep YBe/IMYeHVe A/IMHBI HOT Ha BCEM MPOTSXEHUM MeXIy cTornamu
M JIOHHBIMW KOCTAMW, UYTO CO3JaeT Breyat/ieHne YA/ IMHEHHOr O Tena.
XapaKTepeH eBHYXOMAM3M, NPU KOTOPOM HapsafLy C HeHOPMalbHO
ONVHHBIMW - HOTaMK  OGHAPYXMBAIOTCA  MasieHbKMe, aTponyHbIe
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SNYKM, YaCcTO OYeHb MasIeHbKMIA NOJSTOBOW Y/IEH, a TakXKe OTCYTCTBYUE
TakMX BTOPUYHBLIX MOMOBLIX MPU3HAKOB, KakK HU3KWUA MY>KCKOW
rofioc, PocT 06opoAbl U OBOMOCEHME /106K MO MyXCKOMY TUMy.
CpefHU/ noKa3aTe/lb YMCTBEHHOrO pasBUTUS HECKONBbKO HWKe
HOpPMbI, HO YMCTBEHHAas OTCTa/IOCTb OTMeuyaeTcsa peako. OfHako
TakoM TWUMNWYHBLIA BapuaHT 3ab0NeBaHUA BCTPEYAeTCA He BO BCEX
cny4yasx. EQUHCTBEHHbIM MOCTOSHHLIM MPU3HAKOM SBASETCS MUMo-
roHaavsm. BbISIBNSIETCA TakKe CTOWKOe MOBbILEHWE YPOBHA Mnas-
MEHHOro roHafloTponuHa, B YaCTHOCTU (hONNUKYNOCTUMYNNPYIOLLE-
ro ropmMoHa, B TO BPEMS Kak KOJIMYECTBO TECTOCTEPOHA CHWDKEHO.
YBefMUeHO cofepXXaHue MNasMeHHOro acTpagmona. B kaxaom oT-
[leNnbHOM Cny4yae cTeneHb (PeMMHM3aLUM ONpefenseTcs COOTHOLLe-
HWEM B Ma3Me KpPOBY YPOBHEN 3CTPOreHOB U TECTOCTEPOHa.

CuHgpom KnaliHpenTepa —OCHOBHas MpUYMHA MYXXCKOro 6ec-
nnoama. CHU>KeHVE CriepMaToreHe3a CBA3aHO C HECKO/IbKMMU BUAa-
MU MOP(OSIOrMYECKUX N3MEHEHUIA B AIMUKAX. Y HEKOTOPbIX 60/bHbIX
KaHa/bLbl AMYeK NOSHOCTbIO aTPOUPOBaHbl U 3aMeLLeHbl HEXXHbIM
OKCU(UNbHBIM TU/IMHOBBLIM W KOJIareHOBbIM MaTepuaiom Y apy-
rMx nauueHToB AMcreHesvs (HapylleHWe SMOPUOHANLHOMO pa3Bu-
TNA) XapaKTepu3yeTcs MMCTOMOrMYECKN HOPMa/IbHLIMU KaHanbLiamu,
yepeayloLMMUCA C aTPOPUUHbIMKA. VIHOTda BCe KaHasblbl AMYEK
BbIrNAAAT MPUMUTUBHBIMU, KakK Y 3SMOPUOHA, U COCTOAT M3 KNeTou-
HbIX TSDKEN, B KOTOPbLIX HUKOr4a He 6bl10 NPOCBETOB U KOTOPbIE He
Yy4yacTBYHOT B Pa3BMTOM crniepmatoreHese. ObpawatoT Ha cebsi BHUMa-
HMe MHOroyucneHHble Knetkn Jlegura (F.Leydig; rnaHgynouuTbl
ANYKa, HaxofsLmecs B CTPOMaNbHBIX Meperopofkax), Yto o6ycnos-
NeHO aTpodneld 1 CKONMEHNAMMN KaHasbLEB.

Knaccuyeckuid BapuaHT cuHapoma KnaiiHdenTtepa cBsi3aH ¢ Kapu-
otunom 47,XXY (82 % HabntogeHuid). Takon Habop opmupyeTcs
nocre HepacxXoXxaeHns XPOMOCOM BO BPeMs MENOTUYECKUX LeNeHniA Y
0AHoro n3 poguteneii. HemHorum 6onee 50 % Takux HabMHOAEHNI OX-
BaTbIBAaeT OTLOB; M3 OCTaBLUECS MaTEPUHCKOW YacTu GOMbLUMHCTBO
CNyYaeB CBA3aHO C HEPACXOXK/AEHMEM XPOMOCOM NpY MEPBOM AeNeHnn
B Melioze. Mexay TeMu, KTO MOSy4YaeT MMLLHION XPOMOCOMY X OT
0TUa, U TEMM, KTO NOJSIyYaeT ee OT MaTepu, HET HUKAKON peHoTunu-
YecKOoW pasHuubl. B cnyyasx, cBA3aHHbLIX C OLUMOKamy B OBOTeHes3e,
BO3pacT matepy 06bIYHO HEMOMOZOW. Kpome ykazaHHOro Knaccmuec-
KOro BapuaHTa Kapuotuna, npumepHo y 15 % 60nbHbIX 06HapYy>KnBa-
FOT MO3aMYHOCTb Habopa, Yalle BbipaXKatoLlytoca Kak 46, XY/47, XXY
BbiBaloT 1 gpyrue pasHoOBUAHOCTY KapuoTuna: 47, XXY/48,XXXY, n3-
p%qka Jake 48, XXXY nmm 49.XXXXY. Y Takux nui, ¢ nonmcomueid X
06HAPY>KMBAKOTCA BCEBO3MOXHbIE PU3NUECKME HapYLIEHWS: KPUNTOp-
Xu3m (3afepXkKa OAHOro MM 060MX ANYEK B 3aOPHOLLMHHOM MpPO-
CTPaHCTBE W HEeOMyLLeHNe UX B MOLLOHKY), runocnagus (aHomaims
WN OTCYTCTBUE KaKOW-MBO YacTu ypeTpbl), 6onee Tsxenble opMbl
Helopa3BUTUA INYEK, a TakKe U3MEHEHWUS CKeneta, Harnpumep npo-
rHaTusa (BbICTYNAlOLLAs BEPXHASA YENOCTb) U PafMoybHAPHbIA CUHO-
CTO03 (CpaLLeHie).
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CuHpgpom XYY. [ononHUTENbHblE XPOMOCOMbI Y MOryT
6bITb 06HAPYXKEHbI Y MY>XUMH € Habopamu 47. XYY nnn gaxe 60b-
LWe, BNIOTb A0 noaucomuu Y. MNpumepHo 1 n3 1000 >KMBOPOXKAEH-
HbIX Ma/IbYMKOB WMEET KakoW-1mb0 M3 3TUX Kapuotunos. [loutu
BCE Ma/IbUMKWN C TAKUMWU U3MEHEHHbIMU Habopamy heHOTUMUYECKU
HOpPMa/ibHbI, OQHAKO /1 HUX XapaKTepHb! CAMLLIKOM 60/bLIOA pocT
1 0COB6EHHO BbICOKasA YacToTa BO3HUKHOBEHUS KOXHbIX Yrpeid B TA-
Xenoi dopme (yrpy — BOCManeHne CaNbHbIX Xee3 U BONOCAHbIX
(hONNIMKYNOB). YMCTBEHHOE pa3BUTNE HOPM&a/ILHOE.

TpaKTOBKa BAWUSHWS JULIHEA XPOMOCOMbI Y Ha MnoBefeHue
60/1bHbIX OCTaeTCs CrOpHOA. [MoBbILEHHAs YacToTa Takoro Kapuo-
TUMNa HabMoJaeTca Y 3aKNHYEHHbIX B THOPbMY YrOMOBHbIX MPecTyn-
HVKoB. OTMeuatoT NoBefeHYeCKMe OTKIOHEHWS MO aHTUCOLMNANIbHO-
My Tuny (6e3 CKNOHHOCTU K HAaCWAWK0) npaBoHapywnTens. Mocnes-
HVe 1ccnefoBaHns MokKasanu, 4yto Anwb 1—2 % nnL ¢ KaproTUMoMm
XYY nmvetoT aHoManbHoe nosegeHune. Mogasnstollee 60/1bLIMHCTBO
13 HAUX — He 6oNee aHTUCOLUMaNbHbI, YeM ApYrue I0AMN C MEHbLUUM
KO/INYeCTBOM XPOMOCOM Y.

CuHppom TepHepa (H.H.Turner) passmBaerca npu
MOMHOW WM YaCTUYHO/ MOHOCOMUM XPOMOCOMbI X 1 XapaKTepu3y-
eTCA MpeXx/aie BCero rmnoroHaavaMoM y nnL, ¢ GeHOTUMUYECKM XKeH-
CKuUM nonomM. BcTpeyaercs ¢ yacToToil 1 Ha 3000 HOBOPOXAEHHbIX
feBoyek. MpumepHo y 57 % 60/1bHbIX NOAHOCTLIO OTCYTCTBYET OfHa
Xpomocoma X 1 UMeeTcs Knaccuyeckuii kapuotun 45,X. Y ocTasib-
HbIX 43 % BO3HUKAIOT Apyrue abeppauuun. CnegyeT OTMETUTb, UTO
b okono 1 % nnogos ¢ Kapuotunom 45,X A0XMBaKT A0 poxae-
HUS. Y BbDKMBLUMX HOBOPOXKAEHHbLIX 06HapY>XUBAKOTCA TSHXKeSIble No-
BpeXaeHus. B oTnmuve oT gpyrux (opMm aHayniougum nonosbIxX
XpPOMOCOM BapuaHT 45,X cuHgpomMa TepHepa 4acTo pacrno3HaloT yke
npy POXKAEHUN WU B PaHHEM [ETCTBE.

bonee 50 % naumMeHTOK C yKasaHHbIM CUHLPOMOM, KOTOpbIe He
06nafaloT KapuoTunoMm 45X, MMeT CTPYKTYPHble HapyLleHus B
xpomocome X. B nopsgke y6blBaHUS YacTOTbl 3TWU HapyLUEHWS
MOXHO PacnonoXuTb ClefyowmuM o6pa3oM: Aeneums KOPOTKOro
nneya n GOPMMpPOBaHME N30XPOMOCOMbI AJIMHHOIO nneva —45,X,i
(Xq); peneuun yacteid KOPOTKOro MM A/IMHHOTO nieda — 46,XXq
nnn 46,XXp; geneuns vactein M KOPOTKOro, 1 AIMHHOTO NAeYen ¢
(hopMMpOBaHMEM KO/bLIEBOW XPOMOCOMbI — 46,X,r(X). Y ocTas-
LUeCA YacTn 60/bHbIX 06HAPY>KMBAETCH MO3an4HOCTL Habopa ¢ Ta-
KUMW KapuoTunamu, Kak 45,X/46,XY nnn 45.X/47. XXX. Tpn CuH-
Lpome TepHepa BaXHO OLEHWTb TETEPOTEHHOCTHL KapuoTwuna, no-
CKO/bKY OHa CBA3aHa CO 3HaYMTeNbHbIM Pa3Hoobpasvem (PeHoTUMa.
B oT/mume 0T 60/bHBIX C MOHOCOMUER X, MLa, UMeKoLLe Mo3auny-
HOCTb UMK feneumnmn, Hanpumep 46,XXd’, MoryT obnagatb noutw
HOPM&a/IbHOM HapyXXHOCTbLIO U XKasl0BaTbCsA Pa3Be YTO Ha NMepBUYHYHO
amMmeHOpeto (OTCYTCTBME MEHCTpYyaLuid).

Y Hanbosnee TAXKENO NOPaXKEHHbLIX HOBOPOXAEHHbIX, KaK npasu-
NO, 0BHapyXMBalOT OTEK Thifa KUCTEN U CTON, BbI3BaHHbLIA NMM$O-
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CTa30M, U UHOTfa onyxaHue 3agHeid yactu Wwew. MocneaHee cBA3aHO
C 3aMETHbIM paclUMpeHneM NUMEATUYECKUX COCY[O0B, CO3LAOLLMX
TaK Ha3blBAEMYH KUCTO3HYIO TUrpomy (OrpaHuyeHHOe CKOMeHue
XWUAKOCTU B TKaHMW). Mo Mepe pa3BUTMSA TakMX HOBOPOXAEHHbIX
onyxaHue yMeHbLLAeTCsl, YacTo OCTaBNAs nocne cebs ABYCTOPOHHUIA
CeTyaTblli PUCYHOK Ha LUee U CTOMKYH ApA6/0CTb KOXW Bbiv (LLeu
c3agun). HabnogaroTcs n BPOXAEHHbIE NMOPaXKeHWs cepaua v Kpyn-
HbIX COCYf0B, OCOGEHHO KoapKTauumsa aopTbl (CyXeHue B 06/1acTy
Lyru, CTEHO3 YCTbA aopTbl C 3HAOKApAUaIbHLIM (MOPO3NACTO30M.
Bce 3T aHOMasMn MOryT NpUBOAUTL K paHHEn rndenu.

Ba>kHelilLMe KMHWYECKME MPU3HAKM B HOHOLLIECKOM W B3pPOC/OM
BO3pacTe: ManeHbKWUiA POCT, ONyLLUEHWe 3afHel TpaHuMLIbl BOMOCK-
CTOW 4acTW roMoBbl, LWIMPOKaA rpyfHas KMeTka U CMeLLeHHble naTe-
pasibHO COCKM MOJIOYHbIX Xefe3, cubitus valgus (aeopMmnpoBaHHbIi
WM M30THYTbIA, MHOTAA KHapyXW, JIOKTEBOW CycTaB), HeAopassu-
Tble AMYHUKKN (B BMAE Y3KMX MOMOCOK), aMeHopes (OTCYTCTBME MEH-
CTpyaumii), 6ecnnogme, MHOXeCTBO NMUIMEHTHbLIX HEBYCOB. B nyb6ep-
TaTHOM MNepuoje He pa3BMBalOTCA BTOPUYHbIE MOMIOBbIE MPU3HAKM
(no R.S.Cotran, V.Kumar, T.Collins, 1998). eHuTanuu octaroTcs
NH(AHTUNbHLIMW, MOMOYHbIE >Xefie3bl He LOCTUraloT afeKBaTHOro
pasBUTUS, BOIOCMCTOCTb TIOGKOBOM 30HbI He6O/bLas. MeHTanbHbIl
CTaTyC Y Takmx 60/bHbIX 06bIYHO HOPMAseH, NNLLL HEKOTOpPble U3
HUX CTPafatoT YMCTBEHHON HEMOSHOLEHHOCTLIO. V3 Bcex mepeumc-
NeHHbIX NPU3HAKOB 418 pacro3HaBaHWsA NaTtonorMm y B3POC/bIX
00/1bHbIX 0CO6YH BKHOCTb UMEKT OYeHb MaseHbKUIA POCT, PeAKO
npesbiwatrownn 150 cm, 1 ameHopes. CMHAPOM TepHepa —oOfHa 13
Hanbonee BaXKHbIX MPUYMH NepBUYHOl ameHopen (okono 30 % Ha-
61t0eHUIA).

B xoge oBoreHe3a 06e XpPOMOCOMbI X aKTMBHbI U HEO6X0AMMbI
NS HOPM&/IbHOTO PasBUTUSA SAWYHWUKOB. UTOObI fydlle OCMbICIUTb
naroreHes cuHApoMa TepHepa, BaXXHO BCMOMHUTbL HEKOTOpbIE fAeTa-
Ny ero passutus. MepBoHaYaNbHO AMUYHUKK Y MNOL0B COAepXKaT Ao
7-106 oBouMTOB. [lOCnegHWe HauMHAKOT McYe3aTb eLle Npu BHYTPU-
YTPOGHOM pa3BUTUM, & K MOMEHTY poxaeHus 13 71060BOLUTOB OC-
TaeTca okono 4106. Mepen HacTynneHnem MeHapxe (NEPBOA MeH-
CTpyaumm) nx 4mcno yxe He npesbiwaet 400 000. JanbHenwas yT-
paTa 0BOLMTOB NPOLO/HKAETCA B MEPUOL, MOMOBOW 3PENocTu, a Korga
HacTyrnaeT MeHoMay3a (MPeKpPaLaroTCs MEHCTPYa/IbHbIA LMK U Ae-
TopoaHas yHKUMSA), OBOLMTOB ocTaeTcs MeHee 10 000.

MMpn cuHgpome TepHepa AWYHUKKW Naoja pasBUBAKOTCA HOP-
MasibHO. OHAaKO OTCYTCTBME BTOPOM XPOMOCOMbI X NPUBOAUT K yC-
KOPEeHHOW MoTepe 0BOLMTOB, MOJIHAA yTpaTa KOTOPbIX HaCTynaeT B
2-eTHeM BO3pacTe — MeHOomMay3a onepeXaeT MeHapxe. ANYHUKM aT-
pothMpyoTCA 10 Y3KMX (hMOPO3HbIX MONOCOK W NULLAOTCS ALEKNe-
TOK 1 (DON/IMKY/NOB. YMEHbLUEHHAs MPOAYKLMS 3CTPOreHoB Conpo-
BOX[aeTCA MOBbILLEHHOW BbIpabOTKOM roHafOTpPONMHa (CyMMapHoe
Ha3BaHWe TOPMOHOB MepefHer Jonu runogusa, CTUMYIUPYHOLLMX
(hopMUPOBAHME M aKTUBHOCTb MOJIOBbIX Xefes).
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Puc. 8.9. iByporaa marka.

MHoOXecTBeHHble XxXpoMocombl X Bcrpeyatorcs
KapuoTunel ¢ 1—3 NUWHUMKU XpOMOCOMaMK X, KX 4acToTa COCTaB-
nsaet 1Ha 1200 HOBOPOXAEHHbIX. BOMbLUMHCTBO XEHLLWMH C TaKUMU
KapuoTunamm nosHOCTbH HOpMasibHbl. OfiHAKO BCTpeYatoTCs 1 pas-
HOOGpa3Hble CyyaiiHble HaXoAKN. Kak y)e 0TMeyanoch, TeHAeHLMs
K YMCTBEHHOW OTCTanoCcTU BO3pacTaeTt nponopu,l/lomaano KONnye-
CTBY NULLIHMX Xpomocom X. Moatomy cnaboymwue Habnwogaetcs y
BCEX XXEHLUMH C KapmoTmnom 49.XXXXX, B TO BpeMS Kak 60/bLUNH-
CTBO ML, ¢ KapnoTmunom 47,XXX He NnopaxkeHbl. Y HEKOTOPbIX YKeH-
LUMH BbIBAET aMeHOopes WM HapyLUEHUS MEHCTPYa/lbHOro LMKIa.

FepMapoAMTU3IM W NOXHBLIW TepMmadpogu-
Tu3m. [pobnema nofoBoi HeonpeaeneHHOCTU UCKIKYUTENLHO
cnoXHa. Mon nHAMBKMAYYMa OMpefesnifaeTcad Ha HEeCKOJIbKUX YPOBHSIX.
eHeTUYECKWIA NON AeTEPMUHMPOBaAH (00YCNOBNEH) HaMuMEM WK
OTCYTCTBMEM XPOMOCOMbI Y. HeBaXXHO, CKONbKO MPU 3TOM MMEeeTCs
XpOMOCOM X, 0fHa XpoMocoMa Y yrKe onpefenseT pasBuTue auyeKk u
MY>XXCKOM reHeTuyecknin non. llepBoHa4anbHO WHANMGPGEPEHTHbIE
rOHadbl Y MY>KCKMX, W XXEHCKUX 3MOPMOHOB MMEIT CBOUCTBEHHYIO
MM TEHOEHLMIO (heMUHU3MPOBATLCA A0 TeX Mop, MoKa He HauHyT
AECTBOBaTb MACKYNMHM3MPYLOLLME Y-XPOMOCOMO3aBUCUMbIE (hak-
TOpbl. [OHagHbIA Mo 06YCNOBNEH aHATOMO-TUCTOMIONMYECKUMMN Xa-
PaKTEPUCTUKaMU MOOBbIX Xene3. [JyKTabHbIA Mo 3aBUCUT OT Ha-
Nnunsa epyBaToB napame3oHepaibHOro nNpoToka (MHJIepoB npo-
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TOK, J.P.Mueller; n3 atoro kaHana obpasyerca anUTeNnii MaTku, Ma
TOYHbIX TPYO M Bnaranuwa, y My>UnH OH pefyLupyeTca B npocTa
TUYECKYI0 MaTouKy) (puc, 8.9) mam Me3oHedpasbHOTo MNPOTOKaA
(Bonbthos npotok, C.F.Wolff, n3 Hero o6pa3yeTcs CeMsBbIHOCALLMIA
MPOTOK, Y XKEHLWH OH PeAyLMpYyeTcs B PYAUMEHT BHYTPU NpuaaTka
ANYHUKA). DEHOTUMUYECKWA, WM TEHWTaIbHbIA, MO 3aBUCMT OT
CTPOEHUS HapYXHbIX MOMOBbLIX OPraHoB. Ecnn Mexay nepeyncreH-
HbIMWU MPU3HAKaMW UMEETCA «HECOrnacoBaHHOCTb», TO BO3HMKAET
nosioBasi HeonpeseneHHoCTb.

TepMUH «MCTUHHBIA repMacypoAV TU3M» NOZPa3yMeBaeT 0fHOBpE
MEHHOE Ha/nume AUYHWKOBOI 1 TECTUKYNSAPHONW TKaHel. B oTnume
OT 3TOr0 NP JIOXKHOM repMapoauTU3IME UMEETCH «HECOr/nacoBaH
HOCTb» Mexay (eHOTUNUYECKUM W TOHaAHbIM MonaMu. VHbiMy
C/IOBaMW, YefIOBEK C XKEHCKUM JIOXKHbIM repMapoamT13MOM MMeeT
AUYHUKKN, HO MYXXCKME HapYXXHble FEHUTAINU, @ C MYXXCKUM JI0XK
HbIM repMapoAUTU3IMOM — TECTUKY/APHYIO TKaHb, HO reHUTaIMm
YKEHCKOro Tuna.

VICTUHHBIA repmMacpoMTU3M BCTPEYAETCA PeKO. Y HEKOTOPbIX
Ntofiedi 06HaPYXKMBAIOT SAMYKO Ha OJHOI CTOPOHE U AUYHUK Ha fpy
rov. BT0 e Bpems 6biBatoT 1 KOMOMHALMW 13 0BApPUOTECTUKYNAPD
HOW TKaHW, Ha3blBaeMble ovotestes. Y ZA 60/bHbIX KapuoTmn 46,XX,
y 6OMbLUINHCTBA OCT&/lbHbIX MMEEeTCS MO03aM4HOCTb, Hanpumep
XXIXXY, npy KOTOPOiA 06HapYXXMBAETCA IMHUA KNETOK—HOCUTE
neii xpomocomsbl Y. Ipu KapunoTune 46,XX NponucxoanT TpaHCNoKa-
LUnA XpoMocombl Y Ha Xpomocomy X uau ayTocomy, a npyv mosamd
HOCTWU MMeoTCS XpOMOCOMbl X 1 Y. Takum o6pa3om, Moagn c uc-
TUHHBIM TepMapPOAUTMIMOM COCTaBAAIOT PasHOPOAHYK rpynmny,
yallle BCero uves ABe XPOMOCOMbI X W MOMHYIO NGO HEMosHyto
XPOMOCOMY Y 10 KpaiiHen Mepe B HEKOTOPbIX K/IETKax.

JKEHCKMIA  NOXKHBIA - repMacpoavTV3M  NPeACTaBNSeTCs  ropasao
MeHee CMoXHbIM. Bo BCex cnyyasx reHeTUYeCKWin Mo BbIpaXKeH Kak
XX, v pa3BuUTUE roHaz (SMYHUKOB) U BHYTPEHHUX MOMOBbLIX OpraHoB
MPOUCXOAUT HOPMa/IbHO. TOMBKO HapyXHble MO/0BblE OpraHbl Heor-
peaeneHHbl UK BUPWUNN30BaHbI (Pa3BUTLI MO MYXCKOMY TuUMy). 31O
3aboneBaHne 00YyC/OBIEHO YPEe3MEPHON 1 HeafleKBaTHOW MOABEPXEH-
HOCTbIO NSI0fa LEeCTBUIO aHAPOreHHbIX FTOPMOHOB B paHHEM Mepuoje
BHYTPUYTPOOHOTO PasBUTUS. STV CTEPOMADI Yallie BCEro NpoAyumpy-
tOTCA HaAnoueyHMKamn 1n1o4a, NOpaxeHHbIMW HacNEACTBEHHOW K-
nepnsasven, nepejatoLLeiics Kak ayTOCOMHO-peLieccuBHOe 3aboneBa-
Hue. BaTuX ciyyasx BO3HUKAIOT AeeKTbl B CUHTE3E rMAPOKOPTU30HA
(KopTn3ona), KOTOpble BTOPMYHO MPUBOASAT K M3OITOUHOMY CUHTE3Y
aH/IPOreHHbIX FOPMOHOB KOPOVA HaAMOYeYHNKOB N/I0fa.

My>KCKOI NOXKHBIA repMacthpoanT13M — Hanbosiee CIOXKHbIN Ba
PUaHT 13 BCEX MO/OBbIX HAPYLLEHNI TEHETUYECKOI NpUpoAbl. Bosb
Hble 06/1aal0T XPOMOCOMOW Y, NO3TOMY WUX FOHafbl MpefAcTaB/eHsbl
NCKMIOUNTENIbHO ANYKaMU. Op,HaKo Mo/IOBblE MYTU B HAPYXHbIX MO-
NOBbLIX OpraHax AvgepeHLMPOoBaHbl M0 MY>CKOMY (eHOTUMy He-
MOMHOCTbIO. ITW FEHUTANUN WU «HEONPedeNeHHbI», WX NOJHOE -
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TbO (DEMUHM30BaHbI (Pa3BUTbI MO XXEHCKOMY TUMY). MYyXCKOW N0X-
HbIA repmMagpoauTM3M O4YeHb HEOAHOPOLEH M WUMEET MHOXECTBO
nprumnH. O6LLe ANa KaXXAOro ciyyas sBnseTca gedekTHas BUpUAU-
3aLMs MY>XCKOro 3MOpMOHa, KOTOpas MPOMCXOAUT B pe3ysbTate re-
HETUYECKN AeTePMUHUPOBAHHbIX HapYLLEHW B CUHTe3e U/unu aei-
CTBUM aHaporeHoB. Hambonee pacrnpocTpaHeHHas (opma, Ha3BaH-
Has CMHAPOMOM MOJHOA aHAPOreHHON HeYyBCTBUTENbHOCTH, WU Tec-
TVIKYNIAPHOA (heMyHU3aLMKN, pa3BMBAETCA MOCNe MyTauuil reHa pe-
LlenTopa aHAPOreHoB. JTOT reH fokanusyetcs B 30He Xqll—Xql2,
Mo3ToMy [aHHOe 3abofieBaHMe HacnefyeTcs Kak X-CBA3aHHOe pe-
LIECCUBHOE.

8.6. 3aboneBaHnsl ¢ HEKNACCUYECKNM Hac/eJoBaHUNEM,
00yCNOB/IEHHbIE OAHWUM FeHOM

Mepegaya onpefeneHHbIX MOBPEXAEHWI, CBA3AHHLIX C OLHUM
FeHOM, He OTBeYaeT K/IaCCUYECKUM MEHAENEBCKAM MNPUHLMNAM.
pynna Takux 3aboneBaHWin BKIOYaeT 3 KATeropyn: 60/1e3HM, Bbl-
3BaHHble MyTauMsMKU TPUMIETHbIX (KOLOHOBLIX) MOBTOPOB; 60ne3-
HW, 00YCNOBNEHHbIE MYTaLMAMU MUTOXOHAPUAIbHBIX TEHOB; 60/1e3-
HW, CBA3aHHbIE C MMMPUHTUHIOM (OTMeyaTbiBaHMEM) reHoma. Pac-
CMOTPUM K/IMHWYECKNE U MOJIEKY/APHbIE MPU3HAKM HEKOTOPLIX M3
yKa3aHHbIX 3a60n1eBaHuIA.

MyTauunm TPpUNAEeTHBIX NOBTOPOB — CUHAPOM
XPYMNKOA XpOMOCOMBI X —ABNAOTCA NPOTOTMMOM 6ONE3HEN,
MPU KOTOPbIX MyTauusl XapakKTepusyeTcs A/IMHHOW MOBTOpSHOLLelics
MoCneAoBaTe/IbHOCTbI0 3 HyKNeoTUA0B. HecmMoTps Ha TO YTO cnewuu-
(huyeckas HyKeoTuAHas MOC/eA0BaTeNlbHOCTb, MpeTepneBaroLLas
aMnInduKaumio, pasnmyaetca npu 4 3aboneBaHWsX, BK/IKOYEHHLIX B
paccMaTpyBaeMyHo rpymmny, BO BCEX MOPaXEHHbIX MOC/eA0BaTeIbHOC-
TSIX Y4acTBYHOT HYKeoTUabl ryaHnH (G) v uutosuH (C). K atum 3a60-
NEBaHMAM OTHOCAT: CMHAPOM XPYMNKOWA XpPOMOCOMbI X, 6051e3Hb [eH-
TUHrTOHa (Xoped [eHTUHrTOHa, C.S.Huntington), MWOTOHWMYECKYIO
ANCTPOdnIO, CNNHAMBHYIO 1 ByNb6apHYHO aTpotnio.

CUHAPOM XPYMKOA XPOMOCOMbI X— OfHa M3 Hanbonee 4acTbIX
MPUYMH CEMEViHO YMCTBEHHOMN OTCTanoCTW. 3TO 3a60/1eBaHue CBA-
3aHO C XpOMOCOMOM X W TMCTONOMMYECKN NPOABASETCA B BUAe npe-
PLIBUCTOW OKPacKu WM ©Xatus ANMHHOMO Mjeva XpoMocoMbl. J1o-
Kanusaumio Takol abeppauum OTHOCAT K XPYNKOMY CaiTy M3-3a ero
0Cc060ii NOABEPXXEHHOCTU XPOMAaTWUAHOMY MOAY NPU Ky/bTUBMPOBA-
HUW KNIETOK B cpefe ¢ aeuumToM honata (conb hoNMEBOI Kncno-
Tbl). MOpaXeHHbIE MYXUMHbI YMCTBEHHO HEMO/HOLEHHbI, UMEOT
KoamumeHT nHTennektyansHoctn (1Q) ot 40 go 70. Y HuX GbiBa-
€T BbIP&XEH XapaKTepHbI (U3NYECKUIn (EeHOTUN: YAIMHEHHOE
NNLO C KPYMHOM HWXKHE YentocTbio, 60MbLUME U BbIBOPOUEHHbIE
VWK, KPyMHble SUYKK (Makpoopxmamsm). OpHako 60/bLUMHCTBO
ONUCaHHbIX OCOOEHHOCTE BCTPEYaeTCs He BCErga WM OHU efga
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pasnyMbl. EANHCTBEHHbIA Hanbonee CTOWKWUIA Npu3HakK, onpege-
nsemblii y 80 % NonoBo3penbiX 60/bHbIX, —MaKpOOPXUAU3M.

Kak 1 npoune X-cneupanbHble HapyLIeHWUsl, CUHAPOM XPYMKOi
XPOMOCOMbI X BCTPEYaeTcs Yy My>umH. OfiHaKo aHanm3 poAoCioBHbIX
BbISIBUA HECKO/bKO BWAOB Mepedaqn, KOTOPbIE HE MMEKT TUMNYHOW
KOppensauuy ¢ apyruMm X-cuensiieHHbIMU PeLeccMBHbIMU 3ab60/1eBa-
HUAMW. PasnnyatoT 4 rpynnbl TaKUX HEOBbIYHLIX BUAOB Nepeaayn.

+ HocuTenu-my>kumHbl. OKono 20 % My>XUMH, Y KOTOPbIX Mpw
aHanM3e PoOLOCNOBHOM BbISIB/IEHA MyTauus B BapuaHTe Xpyn-
KO XpOMOCOMbI X, KAMHWYECKM W LWUTOreHEeTUYECKU Hop-
MasibHbl. TTOCKOMbKY 3TU MY>XUMHbI Yepe3 BCeEX CBOMX (heHO-
TUNWYECKM HOPManbHbIX [Jouepeid nNepedaloT 3abosieBaHUe
CBOMM BHYyKam (nocnefHue CTaHOBATCSH OO0MbHLIMU), UX Ha3bl-
BalOT My>X4YnHamu, nepegaroLinmmn 3aboneBaHue.

« Topa>keHHble >KeHluHbl. [Mpy 3TOW MaTo/ornM cnaboymuem
cTpagatoT okofo 30 % HocuTenel-XeHWMmH, 4To ropasao
6onblle, Yem Mpu NO60M ApYyroM X-cLensjeHHOM peLeccuBs-
HOM 3ab0n1eBaHNN.

» Puck BosgeiicTeus Ha teHoTun. CTeneHb puUCKa 3aBUCUT OT
NOMOXEHNS KOHKPETHOro YenoBeka B poAocnoBHor. Hanpu-
Mep 6paTbs MyXXKUMH, nepedarolimx 3abonesaHue, B 9 % cnyva-
€B MNOABEPXEHbI PUCKY pa3BUTUA Claboymus, a BHYKU 3TUX
MYXUUH 1MetoT yxe 40 % pucka.

« AHTUUMnaums (NPosiBEHNE NPU3HAKOB 3ab60/1eBaHNsA B Noche-
AyloWmx nokoneHusx B 6onee paHHeM Bo3pacTe). Habntoge-
HUSA MOKa3bIBAKOT, UTO KAMHWYECKME MNPOSBIEHUS 3ab0/eBa-
HUSA NPU XPYNKOA Xpomocome X YTSXKENATCA B K&XKA0M Moc-
NefytolweM MOKONEeHWUM, CI0BHO MyTauusi CTaHOBWUTCA BCe
60/1ee OMacHOM No Mepe Mepejayn ee BHyKam 1 npaBHyKam OT
MY>KYMHbI, NepejaroLLlero 3aboneBaHuve.

MepeuncneHHble 4 BUAa nepefadn HeoObIUHbIX Ans X-cLenseH-
HbIX PeLEecCUMBHbIX 3ab0/eBaHWI [OMr0e BpeMsi CTaBUIN B TYMUK
MHOTVX TEeHEeTMKOB. TpaKTOBKa C/OXHbIX MexaHW3MOB Hayanacb
TOrfa, Korfa usyyeHve BHYTPUXPOMOCOMHbIX CBS3ei MOMOT/O /I0Ka-
NN30BaTb MyTaLWIO, NPUBOASLLYIO K 3TOMY 3a60/1eBaHUI0, B 30HE
X027.3, HaxoJALelcs B LUTOreHeTUYeCKN HEHOPMa/IbHOM paiioHe.
KnoHuposaHuve (nonyyexune noboro konnyectsa AHK nocne BcTpa-
MBaHMS B Hee Yy)XXepoaHbIX (parmeHToB AHK mav BeKTOpPOB) U1 on-
pefgeneHne nocnepoBatenbHocTen AHK BbISBUAM CEKTOP BHYTpU
YKa3aHHOr0 paiioHa, KOTOPbIA XapakKTepU3yeTCsi MHOXECTBEHHLIMY
TaHAeMHbIMU MoBTOpamMu (TaHAEMHbIA O3HaYaeT [apyr 3a [Jpyrom)
HyKneoTuaHou nocnegosatensHocT GGG. B HopmasibHOM nonyns-
U Konuyectso noetopoB GGG HeBenMKO —OT 6 J0 54 1 B cpes-
HeMm cocTaBnset 29.

Hannune KNAMHWYECKUX CMMMNTOMOB W LUTOrMEHETUYECKM Onpe-
[lensieMoro Xpyrnkoro cainta CBUAETeNbCTBYET O paclUMpeHHOW amn-
nugpukaumm nostopoB GGG. OKas3anocb, YTO HOPMabHbIE MYXUK
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Hbl, NepejatoLLme 3a60/1eBaHNE, N HOCUTENIN-XKEHLUNHBI UMEOT 52—
200 nosTopoB GGG. Takoe paclLuMpeHue MOayynno HassaHue rpe-
MyTaumi. B NpoTUBONONOXHOCTL 3TOMY WCK/IHOUYUTENBHO O0/bLLIOE
paclinpeHne MOBTOPSIOLLMXCA paiioHoB (250—4000 noBTOPOB) Ha-
3bIBAETCS MOSHOM MyTauweid. MonaratoT, YTO MOJIHbIE MyTauun BO3-
HUKAOT Mpu JanbHeiweld amnaugukauum nostopoB GGG. 3T10
BeCbMa CBOeOobOpasHblii mpouecc. HocuTenu-my>kumHbl nepegatoT
MOBTOPbLI CBOEMY MOTOMCTBY C HEGO/MLLUMMU U3MEHEHUAMU B KOMU-
yecTBe MOBTOPOB. Korfa npemyTtauus nepefaercs fanblle HOCUTe-
Nem-XeHLWnHon, amnandukalyms nostopos GGG MMeeT gpamatu-
YECKWIA XapaKTep, TaK KaK COMpoBOXAaeTca crnaboymuem y 60Mb-
LUMHCTBA NMOTOMKOB MYXCKOro U 6onee yem 30% >KEHCKOro nona.
Ortclofa ACHO, YTO B XOfe OBOreHe3a, HO He criepMaTtoreHesa, npe-
MyTaLmn MOryT NpeBpaLwlaTbcs B MyTalum ¢ MOMOLLLIO aMnanguKa-
LMW TPUMNNETHBLIX NOBTOPOB. 3TO 0OBACHSAET CTENEHb PUCKA BO3Lel-
CTBUIA Ha (DEHOTUM, CBA3AHHYIO C MOJIOXKEHWEM B POAOC/IOBHOI: Be-
POATHOCTbL CN1aboyMus Y BHYKOB ropasfo Bbllle, YeM Y 6paTbeB My>-
YMHbI, NepejatoLLlero 3aboneBaHne, NOCKO/bKY BHYKW MOABepratoT-
CA PUCKY HacnefloBaHWUsA MNpeMyTauun OT fefa, amnauguuupyeTcs
[0 MOMHON MyTauuu B AWALEKIETKE MaTepu 3TUX BHYKOB. B To e
BpeMsa AnS YNOMSIHYTbIX 6GpaTbeB, CTOALMX B POAOCNOBHOW BblLLe
(6nmxe K My>KumnHe, nepegatoliemy 60ne3Hb), BEPOATHOCTb MOyYe-
HWS MOMHOWA MyTauyMW MeHbLUe, YeM Y BHYKOB. [10f06Hble AeTanu
nomoratoT 06BbACHUTL aHTULUMNALMIO (heHOMeHa, HabntoaBLLErocs
MeOULMHCK/MMW TEHETUKaMW, HO He NMPU3HAHHOI0 MOJeKYNSPHbLIMU
reHeTUKaMm 10 Tex nop, Nnoka He 6bl1 YCTaHOBMEHbI MyTaLUW TpU-
NNETHbIX NMOBTOPOB.

HecmoTps Ha TO UTO 3TV MyTaLuMK BbITNAAAT Kak NPUUMHHO CBSl-
3aHHble C CMHAPOMOM XPYIMKOW XPOMOCOMbI X, BCE XKe HEACHO, Kak
OHW [al0T Hayano cnaboymuio WU JpYrum HapyLleHusm geHoTuna.
MosTopbl GGG BCTpevaloTcA B Mpefesax TPAHCKPUMLUOHHON OT-
KPbITOW paMKM CUYUTbIBAHUA HeAaBHO 06HapyXeHHoro reHa FMR-1
(paMka CUMTLIBAHUA — OfUH W3 TPeX BO3MOXHbLIX CNOCOBOB CHUTbI-
BaHUA HYK/IEOTWMAHON MOC/ef0BaTeNbHOCTM B BUAE OMpPeAeseHHOro
psga TpunneToB. benkoBbI NPOAYKT 3TOr0 HOBOrO reHa eLle He yc-
TaHOBJIEH, HO WMEKTCA NPeLnoCbIIKA ANs ero uaeHTUuKauum.
lNonaratoT, YTO UMEHHO paspbiB reHa FMR-1 1 nocnefytolan yTpa-
Ta ero NpoAyKTa NpuBOAAT K CUHAPOMY XPYMKOW XPOMOCOMbI X.

MyTaumum MUTOXOHAPUANbHBIX TEHOB — Ha-
CnefCcTBeHHas HeBpoOMNaTWUA 3PUTENbHOTO Hep-
Ba, 6one3Hb Jlebepa (Th.Leber). Nogasnsiowee 60bLLINH-
CTBO TEHOB JIOKA/IM3YeTCAd B XPOMOCOMAx K/eToYHoro agpa. K atum
reHam NpuICXKUM MeHAENeBCKUiA Tun HacnefosaHusa. OfHako cy-
LLeCTBYET elle HECKONbKO MUTOXOHAPWaIbHbLIX [EHOB, MNepejato-
LLMXCA COBCEM MO Apyromy Tuny. ocnegHuii oTinYaeTcs Hacnego-
BaHWEM reHOTMNa TOMbKO OAHOro W3 poguTenei. CumTtaloT, 4TO
npesnoyYTUTENbHLIM TUMOM 418 MUTOXOHApUanbHo AHK (MTOHK,
He nyTaTb ¢ MaTpuyHoin — MAHK) sBnseTcq MaTepuHCKoe Hacneso-
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BaHMe. dTa 0COBEHHOCTb 00YC/IOBMEHA TEM, UTO SIALIEKNETKa MMec!
MUTOXOHAPWM B LUTOMIA3Me, a CnepmaTo30ouibl COLEPXaT Masioe KX
KO/INYeCcTBO, WMHOrga W He cofepxXat BoBce. [103TOMYy KOMMeHo
MTAHK B 31roTe NofHOCTLIO 06ecnevnBaeTcs ANLEKNETKON. Takum
obpasom, matepu nepegatoT MTAHK BCcemM NOTOMKam — K CbIHO
BbAM, M AoYepsM, TOrga Kak fasblle yXe TONbKO Aoyepy nepepato!
aty AHK cBoemy notomctesy. OAHaKO MUTOXOHAPWabHOE Hacneno-
BaHWMe OT/IMYAETCA U HEKOTOPLIMU APYTMMU NMPU3HAKaMMU.

Mockonbky MTAHK KoampyeT (epmMeHTbl, Y4acTBytowpme K
OKMC/IUTENILHOM (POCHOPUIMPOBAHNUM, MyTaLuK, KOTOPblE Mopaxa
0T MUTOXOH/pWaNbHble TeHbl, OKa3blBAOT BPeAHOE BO3AENCTBUE
MNpexze BCero Ha opraHbl, Hanbosnee 3aBUCUMbIE OT OKUC/IUTENLHOMO
(hocthopUIMPOBAHUA: LEHTPA/IbHYKO HEPBHYIO CUCTEMY, CKENETHYIO
MYCKynaTypy, MWOKap, NneyeHb 1 MOoYkW. B Xxoae KNeTovyHoro gene
HUS MPOUCXOAMT CryyaiiHoe pacnpefeneHne MWUTOXOHAPUA U UX
AHK no gouepHum KneTtkam. o3aTomy, Korja Knetka, cofepxallas
HOpManbHYH 1 MyTaHTHYt0 MTAHK, genntcs, nopumn HOpMasbHOM
N MyTaHTHO MTAHK B oYepHMX KNneTkax CUIbHO BapbupytoT. OT
cloga 1 nposiBneHuns 3aboneBaHWii, pa3BMBAIOLLMXCS B pesy/bTaTe
MyTaumin B MTAHK, GbiBatOT 0YeHb PasHbIMU.

MHorve 60/1€3HM, CBA3aHHbIE C MUTOXOHAPWASbHLIM Hacneno
BaHWeM, MOPaXKAlOT HEPBHYIO W MbILEYHYIO cucTeMbl. Bce OHU
BCTPEYaloTCA pefko. HacneAcTBeHHas HeBponaTus 3puTebHOro
HepBa, WM 6GonesHb Jlebepa, — HeMpofereHepaTBHoe 3abo/eBa
HWe, MPOSBASAIOLLEECH B BUAE MPOrPecCUpYHOLLEli ABYCTOPOHHER Mo
Tepy LeHTPaIbHOrO 3peHuns (BOCNpUATUA 00bekTa, (UKCUMPYEMOro
B3rNS40M). YXY[LUEHNE 3peHNA BMEPBble OTMeYaeTcss Mexay 15-m u
35-M rofiamu >XuU3HW, a Mno3fHee pa3BrBaeTCs criernoTa. B HeKoTopbIX
CeMbAX BO3HUKAIOT TAKXe HapyLUeHWs cepAeyHOol NPOBOAUMOCTU U
HesHauuTe/IbHbIE HEBPOOTMYECKNE CUMNTOMbI.

MMNPUHTUHT reHoMma —cuHagpombl lpape
pa-Bunnwn (APrader, HWilli) n 3uagxenmeHna (HAnR
gelman). YenoBek HacnefyeT fjBe KOMUU KaXAOro reHa, Haxogaiiue-
€S B TOMOJIOTMYHBIX XPOMOCOMaX MaTepUHCKOro 1 OTLLOBCKOIO Mpo
NCXOXAeHWs. [0 HelaBHEro BPEMEHW CHMTANOCh, YTO HET HWUKAKOW
pasHULLbl MeXy OTLLOBCKUM U MaTepUHCKUM FeHOM BHYTPU KaxKaol
napbl 1 BCe TpebytoLLeecs 415 HOPMabHOIO Pa3sBUTUS —3TO Hacne
[0BaHN 6AByX HOPMasbHbIX KOMWUIA KaX4Ooro reHa. 3atem 3TW Mono-
KEHMS BblIM MOABEPrHYThI COMHEHWIO, 6narofaps Hakan/juBaro
LMMCS iaHHbIM O TOM, YTO MO KpaitHei Mepe Y HEeKOTOPbIX reHOoB
nvetoTcs (byHKLI,VIOHaJ'IbeIe pasnnumna Mexxgy OTLOBCKOW WM maTe-
PUHCKOW KonuaMU. Pasnuums B yHKLMW ABYX POAMTENLCKUX XPO
MOCOM CBA3aHbl, BUAMMO, C 3MUTeHETUYECKUM MPOLLECCOM, Ha3BaH
HbIM VMMPUHTUHIOM reHoma. C MOMOLLbI0 MMMPUHTUHTA OTLOBCKas
M MaTepUHCKass XPOMOCOMbl pa3MeyaroTcs Mo-pasHomy (nosTomy
npaBu/bHee HasblBaTb 3TOT NPOLECC He UMMPUHTMHIOM, T.e. OTrne
yaTbiBaHVe, a PacCTPONCTBOM MMMPUHTUWHIA; TEM HE MeHee YTBCP
[AMNOCb NepBOE Ha3BaHWue).
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Cungpom Mpagepa—Bunamn xapaktepusyeTtcsi cnaboymmem, Ma-
NEHbKUM POCTOM, TUMOTOHUEN (CHWDKEHHbIA TOHYC MbILWL, CTEHOK
MONOro OpraHa), OXUPeHWeM, MajIeHbKUMUWU KACTAMMW U cToNamu, a
TaKXe rmnoroHaamM3Mom. Y 50—60 % 60/bHbIX ONpeaensieTcs WH-
TepcTuumanbHas feneums nonockl ql2 B AAMHHOM Mjiede XpPOMOCO-
mbl 15, T.e. del (15)(qlliql3). ¥ MHOrMx nauueHToB 6e3 3aMeTHbIX
LMTOTEHETUYECKMX HapyLleHUiA npu aHanuse npo6 AHK Bbisens-
toTCA 60nee MefKue Aeneunn, Ho B TOM Xe paiioHe. Bo Bcex ciyyasx
Jeneumns nopaxkaet 0TUOBCKY Xpomocomy 15,

BosbHbIE C PEHOTUNMNYECKN BbIPDKEHHBIM CUHAPOMOM JHIXKES-
MeHa POXKAAOTCA C fleNelmeid TOUHO TOro Xe ParioHa, HO yxe MaTe-
PUHCKOM XPOMOCOMbI 15. 3TU NnLa ToXKe CTPafatoT YMCTBEHHON OT-
CTa/IOCTbIO, KPOME TOr0, UM CBOMCTBEHHb! AUCKOOPAMHUPOBaHHas
(aTaKCI/IHeCKaFI) NoXofKa, NPUNagKun, HeyMeCTHbI XOXOT.

MMpy cpaBHEHUWN 3TUX ABYX CUHAPOMOB BWAHbI MPU3HAKW BO3-
[eNCTBUSA POAUTENLCKOTO MCTOYHUKA MPOUCXO>KAEHUS Ha (hYHKLMIO
reHoB. Ecnu Obl BCe OTLOBCKME U MATEPUHCKME TeHbI, COAepXaLlme-
csi B Xpomocome 15, OCYLLECTB/IS/IN CBOKO 3KCMPECCUIO MAEHTUYHO,
TO CMMMTOMbI, BO3HMKatOLLME NOC/ie AeneLnii, obiin Obl, BEPOATHO,
TOXE OAVMHAKOBLIMW MPU MOPAKEHUAX KaK OAHOWM, TaK W [pyroi
XpomMocombl 15. HefiaBHMe MOJEKYNSAPHbIE UCCNef0BaHUA MaTepua-
Na OT LUUTOreHeTUYEeCKN HOPMasIbHbIX NNL, C CUH 6,Elp0MOM Mpagnepa—
Bunnn, nokasanu, 4Yto y HEKOTOPbIX U3 HUX 06e CTPYKTYPHO HOp-
MaJ/lbHble XPOMOCOMbI 15 UMEKT MaTepUHCKOe NPOoMCXoXaeHne. Cu-
Tyauus, Korga 06e XpOMOCOMbI B OAHOW nNape Hac/iefytoTcs OT
OJHOTr0 POAUTENS, Ha3bIBAETCA AMCOMMEN OT OfHOro poguTens (4uco-
MWSi — HaMyMe B TEHOME COMATMYECKOW KIETKM ABYX FOMOJIOrnY-
HbIX XpOMOcOM). [lonaratoT, 4TO CUHAPOM 3HIKENIMEeHa TOoxe
MOXXET BO3HMKaTb MpW AMCOMUU OTLOBCKOA XpPOMOCOMbI 15. 3Tu
MPUMEPbI NOATBEPXKAAKOT MOJIOXKEHWE O TOM, YTO A4JI9 HOPMasIbHOro
pa3BUTKS OMpefeneHHbIE TOMOJIOTUYHbIE TeHbl [JOMKHbLI Hacneano-
BaTbCA OT K&XAO0r0 M3 poanTeneil.

MoneKyisipHble MeXaHW3Mbl UMMPUHTHIA MOKa HesicHbl. Co-
MHEHWIA B TOM, YTO CBSI3aHHbIE C HUM WU3MEHEHWS UMEKT 3MnreHe-
TUYECKYI0 MpUPOLY, OCTaeTCs HeMHOro. oBpeXAeHWn B reHeTu-
YeCKOM Kojde HeT, HO, BO3MOXXHO, HeKoTopble M3MeHeHusa B AHK
B/IMSKOT HA 3KCMPECCUIO TeHOB-MMMPUHTOB. VI3BECTHO, YTO METUNU-
poBaHue AHK [eiicTBYyeT Ha 3KCNPECcCUIO TeHOB. I'I03T0|v|y nonara-
IOT, YTO VMMPUHTUHT CBA3aH C PasHbIMW BapuaHTaMu 3TOr0 MeTu-
NIMPOBaHUSA. be30THOCUTENbHO K MEXaHW3MY BblABMIraeTcs rnnoTesa,
YTO pa3MeTKa OTLLOBCKOW M MaTepUHCKON XPOMOCOM MPOUCXOAUT B
XO[e rameToreHesa.

_Crepyet OTMETUTb, YTO BAXHOCTb MMMPUHTUHIA B FeHETMYec-
KO NaTosiorMm YenoBeka He OrpaHUYMBaeTCs TOMbKO PEAKMMU XPO-
MOCOMHBIMW HapyLUeHUAMU. SPPEKTbI TUNA POAUTENLCKOTO UCTOY-
HVKa MPOVCXOXKAEHNSI YCTaHOB/IEHbI MPY PasHbIX HAC/MEACTBEHHbIX
3a00/1EBAHUAX, HaNpyUMep, Npu YNoMUHABLLEACS 60/71e3HN [eHTUHT -
TOHa, MMOTOHMYECKOW ANCTPOtUN 1 HelipothnbpomaTose.



Mnasa 9. MATONIOINA, BbISBBAHHAA
OPAKTOPAMU OKPYXXAIKLWEW
cpBAbl U MNTAHWNEM

BonesHu, no cBoeli NpMpoae He SIBNSOLIMECA YMCTO reHeTndec-1
KUMKW, BbI3bIBAKOTCA TEMU WM WHLIMW (HAKTOPaMU OKPYXatoLLeit
cpedbl. Mpuyem 3TW (hakTopbl MOMYT BAMATL M Ha BO3HWKHOBEHWE
reHeTMyeckux 6onesHeil. HecMoTps Ha TPYAHOCTU B pasrpaHUyeHunm
reHeTUyecknx 60Me3Hell U NaTonoruy, BbI3BAHHOW (hakTopamu OK
py>KatoLeii cpefbl, BblAeNsOT psf 3aboneBaHWii YenoBeka, Hemo-
CPELCTBEHHO CBA3aHHbIX C OKPYXXatoLLel Cpefoi U NUTaHKEM.

9.1. 3HaueHMe OKPYXKatolLel cpeabl

3HauMTeNbHbIA POCT YMCIEHHOCTN HAceneHns 3emnun u rnobanb-
HOe yXyjLleHWe COCTOSHUA OKPYXXaloLeil cpefbl YrpoXatoT BbDKU-
BaeMOCTW YenoBeKa. YBeNnyeHne YMCNeHHOCTU HaceNeHus [oCTur-
no TOro npefena, Korga o6bem MNOTPebneHNs 3epHOBLIX KY/bTyp
MpeBbILIAET MX BOCMPOU3BOACTBO. IKCNepTbl MPULLIN K BbIBOLY,
yTo 60MIEE MONYMUNNMAPAA YEeNOBEK MOJyYatoT C efol KOMMYeCTBO
Kanopuii, HefoCTaTO4HOE AN HOPMaIbHOMO Pa3BUTMS U 3[L0POBbLA
PacTyluas YnMCNEeHHOCTb NI0Ae U UX aKTUBHAA AeATe/IbHOCTb Mpu-
BOAAT K NOCMeACTBUAM, NarybHbIM 405 BCEro yesoBeyectsa. 70 3a-
rpsa3HeHMs BO3fyXa WM CUCTEM BOJOCHAOXeHMs, yTpaTa OrpoMHbIX
nowafeii NaxoTHbIX 3eMeslb, BbipybOKa NecoB, BbIMUPAHUE MHOMMX
GMONOrMYECKNX BULOB, pacLUMpPeHne MYCTbIHHbLIX naowaneid (MHor-
[a C paAnoaKTMBHLIMU MPOLYKTaMK, 415 KOTOPbIX NMOKa HeT yAoB/e-
TBOPUTE/IbHBLIX METOA0B 06e3BpeXMBaHNA), paspyLleHme aTMmochep
HOr0 030Ha, COMPOBOXAatoLIEecs MOTEHLMaIbHO OnacHbIM o-
BblLLEHMEM YNbTPapuoNeToBoN paguauun, yrposon rnobaibHoOro
NOTENEHNS W 3arpsa3HeHns aTMocgepsbl.

B3anmocBsA3aHHbIE MOTepy 030HA W rnobaibHOe MNOTENIEHNE Co
CTaBNSOT BaKHEMLUYO YacTb Mpobiem OKpyxatolleid cpefpl. O30H
(03 obpasyetcs nNpu COeAMHEHWM MOJEKYNSIPHOIO M aTOMapHOro
Kuncrnopoga. AToMapHbIA Kucnopog hopMupyeTcs npy BO3AECTBUM
CO/IHEYHOW pafmaLmn Ha MONeKynbl KUCMopofa W ABYOKUCK a3oTa
(NOj) B0 BHewHUX cnosix atmoctepbl. OcHoBHaa Macca 0 3 pacno
NOXKEHa B BUfe Cnos — 030HOC(epbl —Ha BbicoTe 10—50 KM € Mak
CYMaJIbHOM KOHLIEHTpaUueid Ha BbicoTe 20—25 KM OT MOBEPXHOCTU
3emnu.  Hanmuve o030HOCGepbl  obecreynBaeT  CyLLECTBOBaHUE
XXU3HU Ha NnaHeTe, NOCKOJbKY NpefoXpaHsieT BCe XKMBOE OT ryou
TEeNbHOr0 YNbTPAPUONETOBOr0 CO/IHEYHOTO U3/yYEHUS, B YACTHOCTU
oT UVC- n UVB-uacTeit conHeuHoro cnektpa (cm. rnmasy 7). Or
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POMHOE KO/IMYECTBO XUMWKATOB, MOJ BAUSHMEM KOTOPbIX 06pasy-
lOTCA aKTWBHble CBOGOAHbIE pafuKasbl (aTOMbl WKW COEAUHEHUS C
HecrnapeHHbIM 3/1IEKTPOHOM), MPEeBPALLatoOLLMX 030H B KUCOPOL,
paspyLLatoT 030HOBbIN CNOW. BaXHEALWMU U3 HUX ABNAKOTCA XI0p-
n iTopyrnepodbl (CFCs), ncnonb3yemble Kak aspo3onn u pedpuxe-
paTtopbl (0Oxnagutenu), a Takxke ABYokucb as3ota (NO02), BbipabaTtbl-
Baemas ABuratensiM1M BHYTPEHHEro CropaHusi BO BpeMsi MHOTMX Mpo-
MbILLMIEHHBIX MPOLLECCOB, a TaKXXe MUKpoopraHusmamu. pumeHe-
Hne CFCs B HEKOTOPbIX CTpaHax 3arnpeLleHo, OfHaKo CyMMapHoe
MCNOMb30BaHWe 3TUX XMMWUKATOB Ha MnaHeTe NPOLO/MHKAET BO3pac-
TaTb. OfIHUM 13 paspyLLnTeNei 030Ha AB/ISETCA OPOMOBBIV paauKarn,
BCerfja cofepxalluics B OrHeTywmTensx. VCTOLeHWe 030HOBOr0O
CNnos MpYBMEKO BHUMaHWe nccnefoBatenein nuwb nocne 1984 r.,
Korfa B OOLUMPHOW 30He Hag AHTAPKTUKON (AHTapKTMAOW W npune-
ralowmmm K Heli Mopsimu) 6Oblna 06Hapy)keHa yCTOnuYmMBas yTparta
030Ha Ha 40—50 %. O30HOBas Ablpa 3a Moc/efHMe HECKOMbKO NieT
pacLuMpuiach 1 4ocTuria pasmepoB KOHTMHeHTa. CX0fHOe ucToLLe-
HVe 030Ha 3aperncTpupoBaHo U Hafg CeBepHLIM MOHOCOM.

MocnencTBMs UCTOLLEHWS O30HOBOIO C0A pasfiMyHbl. Tak, OT-
MeUeHO 3HauUTeNlbHOe YBennyeHue 4acToTbl MelaHOM U paKa KoXu
cpeamn 6enoro HaceneHns nnaHeTbl. Tonbko B CLLIA oHO BO3pOCno B
2 pa3a, a B ABCTpannn 1 HoBoli 3enaHAMM OKasanochb elle 60/b-
M. AMepPUKaHCKOe areHTCTBO MO 0OXpaHe OKpYXXatoLLeii cpefbl 06-
Hapy>Xuno NOBbILLEHWE YACTOThbl METAHOM KOXMW cpefu GenbiX ame-
puKaHuUeB Ha 0,3—2 % Ha Kaxapblil 1% yTpayeHHOro o6beMa 030Ha.
MopaBepXXeHHOCTb Bo3aencTButo nydeii UVB MOXET COMpOBOXAaTb-
CA NpeLpacrnofioXeHHOCTbI0 K KaTapakTte. [lonaratoT, yto y/bTpa-
(hmoneToBas pagmaLms CHMKAET UMMYHHYHO PeaKTUBHOCTb KOXM, a
TaKxKe 06WNA UMMYHUTET.

Kpome npsmMbIxX BO3AENCTBMIA Ha YenoBeka, yTpara cTparocdep-
HOro 030Ha W NOBbIWEHHAA paguaumna nydyamn UVB moryt okasbl-
BaTb CYLLECTBEHHOE HEMPSMOEe BAUAHWE Ha OpPraHu3M. YnbTpagmo-
NeTOoBble NIy4N CNOCOOHLI MPOHUKATb HA HECKO/IbKO METPOB Br/y0b
OKeaHa. PUTONNAHKTOH (COBOKYMHOCTb MefbyaiLMX BOAOPOCEi),
Hy>XgatoLmiica B CONHEYHOM CBeTe A5 (hOTOCUHTE3a, Ype3BblyaliHo
YyBCTBUTENEH K pagmaumn YBY. Mexay Tem (hMTONNaHKTOH W Apy-
rve HU3KOOpraHW30oBaHHble ()OPMbl COCTaBAAOT Haya/lbHOE 3BEHO B
Lenu NUTaHUs y BCeX BOAHbIX OPraHn3mMoB, 3Ha4MTeNlbHas 4acTb KO-
TOPbIX BXOAUT U B PaLMOH NUTaHMS YesioBeKa.

OueHb OCTPOI CTaHOBMTCS Npobema rnobansHOro NoTenseHns, B
4aCTHOCTM NapHUKOBbIA 3hhekT. HakonneHne B aTMocqepe yriekuc-
noro rasa (C02 un gpyrux rasos (CFCs, metaHa, N 02 npvBoguT K no-
[/IOLLEHNIO UH(PAKPaCHOro U3/ly4eHns 3eMin, HO B TO XKe BPeMms Mo-
3BO/1SI€T CBOOOAHO MPOHMKATL BUAVMOW YacTU CBETa U TEN/0BbIM COJl-
HEYHbIM jslydaM. B pesynbTaTe Tenio HakananBaeTcs Ha MOBEPXHOCTU
3emnun. Ecnm 3aToT npouecc 6yAeT Npofo/mKaThCa B MPEXHeM Temre,
TO ypoBeHb C 028 atmocepe 3emnm kK 2030—2080 . MOXET YABOUTb-
ca. K hakTopam, cnoco6CTBYHOLWMM poCTy KOHUeHTpauun C02 oTHO-
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CUTCA TaKXKe COKpPaLLeHVe pacTeHUiA 1 1eCOB, NOMOLLAKOLLMX STOT ras,
1 BbICTPO pacTyLye 06bembl BblgeneHns CO02pasnniHbIMA MallnHa-
Mu. 3a XX BeK MPUPOCT CpefHen TemnepaTypbl BO3AyXa Ha MnaHeTe
coctaBun 1° no dapeHrenty QG.Fahrenheit, 1°F = >°C), n B 611u-
ariume 50—100 neT 0XKMAaeTcs yBeNMUeHNe 3Toro nokasatens ao 4—
9 “F. lNocnencTsma Takoro NoTernsieHns Cepbe3Hbl: MOBbILLEHME KCna-
PEHMA OFPOMHbIX MAacC 3eMHOW Bfary NpuBedeT K NOSBNEHUI0 HOBbIX
MyCTblHb, @ YCW/IEHHOe TasHWe fbA0B Ha MoNtcax 3eMav — K no-
BbILLIEHWIO YPOBHA MOpA. Bce 3T0 MOXET COMPOBOXAATLCA HABOLHe-
HASMU B MPUOPEXHbIX TOPOAAX, 3arpssHeHMsIMU  BOAOMPOBOAHBIX
CUCTEM MOPCKOI BOLOW, paspyLUeHneM MPUANBHO-OTAIMBHBIX 3KOJO0-
rMYECKMNX CUCTEM C KaTacTPO(IUUECKUMU NOCNEeSCTBUAMU L1 YKU3HU
He TONbKO Cbefo0HbIX pblb, HO U MHOTUX YUBbIX OPraHW3MOB, BK/O-
Yas yenoseka. [lonaratoT, UTO faXKe He3HAUYUTENbHbIA CABUT B TEMME-
paType OKPYXXatoLLeli cpefibl BbI30OBET CMEPTHOCTb, CBA3aHHYIO C nepe-
rPeBOM, OONEryYMT HaCTyMNMeHWe MUKPOOHBLIX 3MMAEMMWIA, obecreunT
MaCcCOBYIO MPepacroNOXeHHOCTb K PECMPaTOPHbIM 3a60/1eBaHUSAM.

BecbMa BaXkKHOW nNpobnemMoit AN MHOMMX CTpaH U 0COBEHHO
Poccun siBnsieTca KaveCcTBO NUTLEBOM BoAbl. O6LUen3BecTHa CTe-
NeHb 3arps3HeHNst KCeHOOMOHTaMM OrpOMHbIX BOAOEMOB W BOAO-
MPOBOAHbIX CETeld, CHabXarolmX BOAOW He TOMbKO Menkue Hace-
NEeHHble MYHKTbI, HO U ropoAa-Meranosincl.

3arpssHeHUe OKpYXKaloLLeid cpefbl NpPUOGPeno xapakTep, Yrpo-
XKaloWWiA CyLeCTBOBaHUIO YenioBeKa U TPebyrowmii HeMeANeHHbIX
3((PEKTMBHLIX Mep N0 NPEeAOTBPALLEHNI0 CaMOYHUUTOXEHUS 3eM-
HOM UMBUAN3ALUN.

9.2. 3arpsasHeHue Bo3gyxa

E>xegHeBHO Mbl BApixaem 10 000 — 20 000 n1 Bo3ayxa, cofepka-
Lero rpoMafHoe KOMMYECTBO 3arpsA3HAIOLLMX areHToB: OakTepwuid,
rasoB, BO/IOKOH M YacTuL,. HeKoTopble M3 HUX BbI3blBAOT /IULLb pPas-
Jpaxatowmii apdeKT, B TO BpeMs Kak Apyrue MoryT Bbi3BaTb Mo-
BPeXJeHue, MHorga onacHoe. KOHKPETHOe 3HayeHue 3arpAsHeHus
BO3Z4yXa 411 PECNUPATOPHOrO TPaKTa 3aBUCUT OT BUAOB 3arpsAa3HAIo-
LUMX areHToB U MX KOMOMHAUWA, OT MX COAepXKaHWsi B BO3AyXe U
MPOAO/HKUTENBHOCTY BAbIXaHWA. I3MeHeHWsA B OpraHu3mMe Bapbupy-
0T OT MPOCTOr0 pas3fpaXkeHus AbIXaTeslbHbIX NyTel A0 3M(U3eMbl
NErknx, MHeBMO(NOPO3a, U3HYPSIOLWMX XPOHUUYECKUX MOPaXKEHUI
Nerkmx n paka.

Papg, 3arpAsHAOLLMX areHToB CBA3aH C KOHKPETHbIMW MPOMbILL-
NEeHHbIMU MPOM3BOACTBAMM (YacTMLbl KpeMHesema WM KBapua, a
TakKe KaMeHHOro yrns). [pyrve areHTbl WWPOKO pacrnpocTpaHeHbl
B OKpYXKatoLeli atmocepe (4BYOKMCK Cepbl 1 a30Ta, OKUCh YTepo-
[ia, 030H, YacTuLbl CBMHLA U Ap.). B 60MbLUUHCTBE UHAYCTPUAILHO
PasBUTbIX CTPaH YCTaHOB/IEHbI CTAHAAPTbI Ka4yecTBa BO34yXa W Mnpe-
[enbHO fonycTUMble KOHUeHTpauumn (MAK) ans pasHbiX 3arpasHs-
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tolwmx BellecTB. OfHAKO 0Ka3anocb, UTO YCTAHOBWUTb HEKOTOPbIE
MAK Becbma TpyAaHO. B 4acTHOCTW, 3TO KacaeTcs 030Ha. HesHauu-
TeNbHble KOMMYECTBa 030HA HaljeHbl B BO3[AyXe, €ro MosiB/eHune
CBA3aHO C TeM, YTO YacTb CTPATOC(EPHOrO 030HA CMELUMBAETCH C
OKOJI03€MHbIM BO3JyXOM. B HeKoTOopbIX 60fiee CUNbHO 3arpsisHeH-
HbIX palioHax 030H Y4acTBYeT B CO3[aHWUM CMIOXHbIX aTMOCHEPHbIX
CMeceld, TaK Ha3blBaeMbIX CMOrOB. W 030H, W [ABYOKUCb a30Ta fBAs-
HOTCA CUMIbHBLIMW OKCUAaHTaMK (OKUCAUTENSIMKU), CNOCOBHbLIMM MO-
BpEXAaTb CU3NCTYI0 000/I0UKY [bIXaTe/bHbIX MyTel U CTEHKU allb-
Beon. VccnepoBaHue Bosgyxa B 90 kpynHeiwmx ropogax CLUA B
1991 r. nokasasno, 4To B 65 U3 HMX YPOBEHb 030HA MPEBbILIAN YCTa-
HOBNeHHbI cTaHgapT (no R.S.Cotran, V.Kumar, T.Collins, 1988).
TaKxe TPyAHO YCTaHOBUTbL NOCTOAHHYO MNAK Ana AByoKucK a3oTa.
B 60oNbLINHCTBE TOPOAOB OMAacHble KOHLUEHTpauumM 3TuX rasoB CO-
XPaHATCA HEA0Nr0 (HECKOMbKO AHENR).

MoMUMO KauecTBa Y/IMUHOTO BO3AyXa, 60/bLIOA MHTEPEC BbI3bl-
BaeT COCTOSIHME BO3[yXa MOMeLLeHNIA. epeyeHb areHToB, 3arpssHs-
IOLLMX BO3AYLUHYIO Cpefly MoOMelleHWid, npeacTasneH B Tabn. 91.
Hanpumep, pafoH SBNSETCA MHEPTHbIM PafMOaKTUBHBIM Fa3oM, KO-
TOpbIA 0 pa3yeTca npv pacnage pagus u ypaHa (B mpupoge paguii
BCTPEYaeTCca B COCTaBe YPaHOBbLIX Py4) M LUMPOKO pacrpocTpaHeH B
noyse. Bblgenstowmincs 13 3emay pafoH HakanueaeTcs B NomeLle-
HUAX, WMHOTAA B KOHLEHTpaUMsX, MPeBbILIAIOWMX TakoBble B NOA-
3eMHbIX LaxTax. Ho 1 npn 04YeHb HU3KUX KOHLIEHTPaLMsX, KOTopble
6bIBAOT B BO3AYLUHOW Cpede MHOMMX 34aHuii CO BpPEMeHeM BO3pac-
TaeT PUCK pas3BUTUS paka nerkoro. OnpefeneHHyr0 ponb Urpaet ag-
(heKT HakonieHns fo3bl 06/1y4eHNs, NO3ITOMY HUKAKOIO MOPOroBo-
ro YPOBHS pajuaLiui, HUXe KOTOpOro He 6bl1o Gbl prcKa, He Cylle-
cTByeT. B AHInmn BO3feiicTBME pafoHa B AOMax ABMAETCS BTOPOM
BaKHeWiLen (mocne KypeHus) NpUYMHON pasBUTUS paka JIerkoro.
Bonee TOro, 0TMeYeHO CUHEPIMYEecKoe [eiiCTBUE pafjoHa 1 CUrapeT-
HOro fbIMa.

Ta6nuua 9.1. BaxHelLume areHTbl, 3arpasHAOLLME BO3AYLLHYIO cpedy no-
MeLLIEHWIA

Boabl 1 06BEKTbI

AreHTbl o N
TWNWUYHbIE UCTOUHMKN BO3ARICTBIAN

SO2 BabixaeMble 4yacTu- KypeHue Tabaka, APOBsiHbIE W PasgpaxuTenn

Ll YrofibHble Me4yn, KamuHbl U FOp- pecnupaToOpHOro
Hbl; YIMYHbIA BO3AYyX anuTenua
NO, N02 30HbI, YTEUKN UNN 3apadKeHusa ra- To xe

30M; rasoBble TOPEesKW, (HOPCYH-
KU, [BUTaTeNN; YIMUHBIA BO3ayX

AnnepreHHble U UH(eK- Knewn pfgomaluHein nbiam  (CM. Anfeprudeckue

LUMOHHbIE  6uonoruyec- rnasy 15), TapakaHbl, MNblbLa WHMEKLUOHHbIE

Kne MaTepuasbl pacTeHWi, NepxoTb XWMBOTHbIX, 3a60/eBaHUA
MWKPOG6bLI, rpubbl, BUPYCHI
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MpopgonxeHne tabn. 9.1

]
Bogbl 1 06beKTbI

AreHTbI o v
TWNUYHbIE UCTOUHMKMN BO3GICTBII

dopmanbierug M30nAUMOHHbIE MaTepuanbl u3 Annepruyeckue
MEHUCTbIX CUHTETUYECKMX CMON; peakuumn
Knen;  [peBecHO-BONOKHUCTbIE
(4BI1) n opeBecHO-CTPYXKeUHble
(4cCn) nnutel, haHepa
PafioH 1 ero npov3Bof- [pyHT Mo 3gaHnsamm Pak nerkoro
Hble

NeTyune opraHuyeckue BblgeneHne W ncrnapeHue ¢ Mno- TOKCUM4YecKue
COEAMHEHUS. BeH30/1, BEPXHOCTU BOAbl PAacTBOPWUTESeld, BO3AENCTBMS Ye-
CTUPOJN,  BWMHWAGCH30M, KpacuTeneid, MOKLNX U ounlia- Pe3 [bIXaTe/lbHble
UCMONb3YeMbIlA ANt CUH- IOWMUX CPEACTB, OPraHWYecKux NyTW; KapLuHO-
Te3a NOMMCTMPONA, Kay- COefuHeHui Mbl

UYKOB, CMO/

Monynetyune opraHuye- lMecTuumnabl, repéuungbli; npo- Cwm. Tabn. 9.7
CKMEe COeAMHEHUSsI: X0- [YKTbl CropaHus fepesa v Tabaka

pupoBaHHbIe  Yr/eBOAO-

poAbl, NONNUUKINYECKME

coefiuHeHUs (beH3NMpeH,

NoMXN0pUpPOBaHHbIe 61-

theHUNbI)

AcbecT M3onaumoHHble  maTepuanbl B [MHEBMOKOHMO3bI,
34aHNSAX BPOHXOreHHbIN

pak, Me30Tenmo-

Mbl (CM. rnasy 15)

Kypenue Tabaka. HebnaronpuaTHble MOCNEACTBUA KYPEHUs Ka-
XYTCA MEHbLUMMW MO CPaBHEHWIO C 3dheKTamy OT ApYrux 3arpss-
HEHWA Bo3dyxa. Tem He MeHee B 1985 r. Tonbko B CLUA okono
400 000 yenoBeK ymepnn OT 60Me3Hel, HEMOCPeACTBEHHO CBS3aH-
HbIX C KyPEHWeM CMrapeT, 4To cocTaB/isieT 21 % BCeii CMePTHOCTU OT
6onesHen. Mpofo/mkaloLasca akTUBHaa rponaraHia npoTue Kype-
HUA MOCTEMEHHO NpYBENa K 3aMETHOMY CHUXXEHMIO KOMIMYEeCTBa Ky-
pAwmx B CLLUA 1 MHOrux esponeiickux ctpaHax. OfHaKo Bce eLle
OCTatOTCA MUIMOHBI KYPALLMX NOAENA, HAHOCALLMX BPEL He TOMbKO
cebe, HO M OKPYXXAKOLMX MX MacCVBHbIM KypuibLLmKam. 1o cpasHe-
HUWIO C curapeTamu W nanupocammn KypeHue Tpyobku wnm curap
MeHee BPeAHO, HO, Pa3yMeeTcs, HeceT TOT XKe PUCK, «peainsauus»
KOTOPOro MOXET ObITb NMULLUbL OTTAHYTA MO BpemMeHW. HioxaHbe, Bibl-
XaHue 1 >keBaHWe Tabaka TOXe B/IUSET Ha NOBbILLEHME YaCcTOThl paka
POTOBOW MOMOCTU U BEPXHUX [bIXaTeNbHbIX NYTel.

AKTnBHOEe KypeHue. CocTaB AbIMHOI CMECU 3aBUCKT OT
Tuna Tabaka, A/IMHbI CUrapeTbl, HANUUUS N 3PPEKTUBHOCTM (PUNbT-
pa. Ho Bce Xe B AbIMe Bcerga cogeparcsa Ao 40 XOpOoLLO M3BECTHbIX
KaHLeporeHos (NONULMKINYECKUE YINeBOAOPOLAbl, 6eTaHadTu-
aMWH, HUTPO3aMWMHbI), pasfpaxatolime BeLecTBa U TOKCUHbI (aMMu
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aK, thopmanbaerug, OKUC/bl a3oTa W fp.), OKUChb Yrnepoga U HUKoO-
TUH. Bce OHW AENCTBYIOT HA CUMMATUYECKYHO HEPBHYHO CUCTEMY,
KPOBAIHOE [aB/ieHMe, YaCTOTy CepAeyHbIX COKpalleHWn 1 npoyue
cuctembl U QYHKLMKN. CpesHecTaTUCTUYECKUIA KYPUMbLLMK, BbIKY-
puBarOWMin 3a 1 AeHb NayKy CuUrapeT, «BTAMMBAeT» B CBOW OpraHbl
[bIXaHUst CMeCb BpefHbIX MPoAyKToB npumepHo 70 000 pa3 B rog,
[MpUYnHOiA cMepTn HOMep 1, CBA3AHHOW C KYpPeHWeM curapeT, ABs-
eTca uwemmnyeckas (KopoHaporeHHas) 60ne3Hb cepaua, B 4acTHOC-
™ MHMapKT Muokapga. OT mHapkTa nornbatot 6onee 20 % numy,
cpeay ymuparowmx oT Kakmx-nnbo 6onesHeit cepaua. Cneaytoleit
04YeHb 6/IM3KOI MO YacToTe MPUYMHOW CMEPTU KYPUNbLUKOB SBNS-
eTcs BGPOHXOreHHbIA pak nerkoro. CurapeTHbld AbiM — (DakTop
pUCKa ANl XPOHUYECKUX OBCTPYKTUBHBLIX MOPaXKeHWUA nerkux (xpo-
HMYECKNIA BPOHXMT, amgusema), a TaKxke 415 paka Apyrmx OpraHos.
I'IpmwlegHo 30 % Bcex cMepTeli OT 3/10KaYeCTBEHHbIX HOBOOOpa3oBa-
Huin B CLLIA BbI3biBaeTCS MpoLeccamu, CBA3aHHLIMU C KYPEHUEM, W
noyt Bce n3 6onee Yem 140 000 amMepuKaHLUEB, YMUPAOLMX KaxK-
Obl TOf4 OT paka flerkoro, — Kypsilme. V3BecTHa Takxe 3aBuUCK-
MOCTb YPOBHSI CMepPTHOCTU OT 03 TabayHoro gsiMa. B nocnefHuie
20 NeT XKEHLUMHbI CTaNN «AOFOHATH» MYXUMH W MO 3aBUCMMOCTM OT
TabayHOro 3enbsl, 1 3a60/1€BAEMOCTU, CBSI3aHHON C KYpPEHMEM.
3BeCTHO, YTO NPOAYKThI CropaHus Tabaka OKa3biBatoT BpefOHOC-
HOe AeCTBME Ha MoA, a TakkKe HOBOPOXAEHHBIX W AeTeil MnafLlero
BO3pacTa. Bo MHOrMX 1cCcneaoBaHMsX, NOCBALLEHHbIX 3TOI Npobneme,
nokasaHa BbICOKAsi 4acToTa HeOHOLUEHHOCTW, MNpeXaeBpeMeHHbIX
POAOB, CMOHTaHHbLIX abOpPTOB, MEPTBOPOXKAEHHOE™ 1 MNafeHUYECKO
CMEPTHOCTM, a TaKXe OCMOXHEHWi OEepeMEHHOCTW, TakMX Kak OT-
CiovKa nNnaueHTbl, Mpeanexawiasd nnaueHTa, NpexaeBpeMeHHoe
BCKpPbITUE MI0AHOMO Ny3bIpsi. KypeHue cnoco6CTBYET CHUXKEHWIO (u-
3MYECKOr0 M YMCTBEHHOIO Pa3BUTMA NIoLa U HOBOPOXKIEHHOTO.

MaccnBHOe KypeHWue. BbIHYyXAEHHOE BAbIXaHWe TabayHo-
ro ibIMa HeKypsLLUMMY NMLaMK, Haxo4ALWLMMUCS B OHOM MOMELLEeHNN
C KypAWwwmM(1), BpPeaHO 415 340p0Bbs. Takas cuTyaums nosyyuna Ha-
3BaHMe MacCUMBHOIO KypeHus. D(EKT BO3LENCTBMA B 3TOM Cyuae 3a-
BUCWT OT MHOIUX (JaKTOPOB: YPOBHA BEHTUNALMKU 1N 0ObeMa MoMeLLe-
HWS, KONMYeCTBA TabayHOro AbiMa, NMPOLO/HKUATENBHOCTA KOHTaKTa C
[bIMOM. Hanpumep, cuibHOMY BO3LENCTBUIO NOABepratoTcs AeTr, Ma-
Tepn KOTOPbIX KypsT. [loKa3aHo, YTO OTHOCUTENbHbIA PUCK BO3HUK-
HOBEHWs BPOHXOreHHOr0 paka Nerkoro A1 NacCUBHbLIX KyPU/bLLUMKOB
paBeH 15. Kpome TOro, Takue nuua dawle, 4eM OOblYHbIE NHOAW,
VMEIOT CeplledHO-COCYANCTYIO NaToNoruto. Ay fieTeil Kypslumx poau-
Teslell OTMEUEHO NOBbILLIEHWE YACTOThl PECNMPATOPHbIX 3ab0/eBaHMA.
EcTb faHHble 0 MaryGHOM B/IMSIHUM NACCUBHOIO KypeHus Ha hu3u-
YeCKOe 1 YMCTBEHHOE pasBuTUe MaLEeHLEB.

Monb3a OT NpeKpaweHUa UAN CHUXEHUSA 00b-
eMa KypeHus. [pekpalleH/e KypeHus CONPOBOXAAETCA Me/eH-
HbIM  CTATUCTMYECKUM CHWKEHWEM YacTOTbl MpeXAeBpeMeHHOiA
cmepTHoCTM. OfHaKO nokasaTenu CMepTHOCTU He AOCTUralT Befu-
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YMH, XapaKTepHbIX AN HEKYPALLUX ML, eCAW MEPUOL, 0TKa3a OT Kype
HMst MeHee 20 fieT. PUCK BO3HUKHOBEHMWS paKa Ierkoro 1 ropTaHu Ha
UMHAET CHKATLCS B TeYeHWe 1—2 neT nocne NpekpaLleHns KypeHus,
HO CTereHb Takoro CHVDKEHWS 3aBUCUT OT CYMMapHOro obbema win
[03bl YKe «NOTPebeHHOro» TabayHoro Abiva (0T KONMYECTBA BbIKY
PUBAEMbIX CUrapeT W T.N. eXeAHEBHO W AUTENbHOCTU CPOKAa Kype-
HWs). Jad>Ke npy neproge NosIHOro BO3AEPXKaHUA 0T KyPeHNS NMPOLOMKU
TeNbHOCTHH0 20—30 IET OTHOCKMTE/bHBIN PUCK Pa3BU TS paka JIerkoro
Y BbBLLMX KYPUILLLMKOB cuUrapeT (C (ubTPOM) 00bIMHO MpeBbILLgeT B
10—20pa3 3TOT NoKazaTeNb Yy HEKYPMBLUMX JIKOAEA. 3HAYMTENbHO Obl-
CTpee CHIDKAETC PUCK MHGapKTa MMOKapAa, KOTOPbIA MOXET cpas-
HATLCA C aHANOMMYHbLIM NOKa3aTeNeM /1 HeKypaLwmx dyepes 5—20 neT.
HecMoTpsa Ha TO YTO (DYHKLUN IErKMX A0BOSILHO BLICTPO Y/Iy4LLaHOTCS
V)Ke BCKOpe Moc/ie 0TKasa OT KypeHusi (BO3MOXHO, 3TO 06bsCHAETCA
YMeHbLUEHVEM Pa3fpaXKeHNsi, BOCMANEHUS, TMNepYyBCTBUTENbHOCTY
JbIXaTesbHbIX MyTein), XPOHWYECKME OOBCTPYKTUBHbIE W3MEHEHUS B
Nerknx, ecin OHW BO3HWK/IW, Kak Npasuio, He NCHe3atoT.

Bos,qeﬁcmme BAblxaEMOVI NbiIn N 4YacCcTul TAXeNblX MeTassioB.
MHOXeCTBO areHToB, Monagalolmx B OpraHbl AblIXaHWs BMECTE C
Mbl/bIO, MPUBOAAT K NMOBPEXAEHUIO UMW CNOXKHBIM PEaKTUBHBLIM W3-
MEHEHWAM B IErOYHOM TKaHW. Tak, acnmpauns Menbyaimx Boso-
KOH X/10MKa, NeHbKN (KOHONW), NbHa U [pKyTa B BUZE NblNn 3aBep-
LUAeTCs BMCCUHO30M, KOTOPLIA BbIPAXXAETCA B XPOHUYECKOM OPOHXU-
Te 1 3M¢u3emMe ierknx. XpPOHWUYUECKNI OPOHXUT BbI3bIBAET MHOXeE-
CTBO MHXaNaHTOB, T.e. BAbIXaEMbIX areHTOB, BXOAALUMX B OCHOBHOM
B COCTaB TOW UM UHOMA MbI.

MopaxxaeTca 1 nerovHast TkaHb. [onajaHue B AbIXaTe/lbHble My3 K
MefbYalLLMX YacTuL, Pe3nHbl W MbiAM PacTUTENLHOrO, a Takke no-
YBEHHOr0 MPOMCXOXKAEHMA COMPOBOXAAETCA PasBUTMEM TUNEPUYBCT-
BUTE/TbHOCTW NIEFOYHON TKaHU Y MHTEPCTULMAIBHOMO (MEXKY TOYHOIO)
MHEBMOHWTA (NMHEBMOHUT — aTUNUYHBIA BUL BOCNaIEHNUS B IEMKMX).
Upe3BblvaiiHO pa3HO0bpa3Hbl MOPaKeHWs, MOyYMBLUME CyMMapHOe
Ha3BaHMe MHEBMOKOHMO30B, T.e. MPOJECCUOHANbHbLIX 60Ne3Hel, 0by-
CNOBNEHHLIX BO3AEWCTBMEM MPOWM3BOACTBEHHOM MbIIM W BbIpaXaro-
LUMXCA B CKEPOTUYECKMX MPOLLECCaX B NerO4HON TKaHU. CTeneHb Bbl-
POKEHHOCTU N 0O6BEM TakUX MOPAKEHWA 3aBUCAT OT XUMUYECKON
npvpoabl, pasMepa, POPMbI U KOHLEHTPaLUM YacTul, BAbIXaeMbIX B
NErKkne, HO M OT CYMMapHOro BPEMEHW BO3LENCTBMS Ha NIErOYHYHO
TKaHb TOFO WM WHOTO areHta. Yactuubl AMameTpoM B 3—5 MKM [0
CTUratoT a/1bBe0/1 U OCTaKOTCA B HUX, 60Mee MeKue 4acTuLbl 06bIYHO
BbIJbIXalOTCA BMECTE C BO3AYXOM, a 6osee KpyrHble YNnaBvBatoTCs
PECHUYKAMUW 3NUTENUS U CIU3bI0 BPOHXO0B. 3HaUMTE/bHAsA YacTb Yac-
TWL, KOTOpble AOCTWratoT aibBeOs, CTAaHOBUTCH «A00blYel» a/bBeo-
NAPHBLIX Makpogaros, YAasioWwmx UX Yepes num@aTnyeckme Nyt B
pernoHapHble nuMgatmnyeckme y3bl. CamMbIMU pacnpocTpaHeHHbIMU
B/JaMM MHEBMOKOHWO30B SBSIOTCA CWIMKO3 M aHTpako3 (puc. 9.1—
9.3). OCHOBHble cBefeHUs 06 3TUX U ApYrnX BULAX NMHEBMOKOHMO30B
CYMMUPOBaHbI B Tab/. 9.2 U N3N0XeHbI B rnase 15.
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Puc. 9.1. dopmMnposaHme NHEBMOKOHNOTUYECKOIO Y3e/Ka.
A —HavanbHas cTagus; b —passuTas cragus.
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Puc. 9.2. 30Hbl NHeBMO(pUN6PO3a C ABNEHUAMN XPOHUYECKOr0 BOCMANIEHUSA.

Ta6nuuya 9.2. XapakTepucTuka NpogieccroHanbHOro MHeBMOKOHMO3a

Bug nHes-
MOKOHWM03a

Cunnunkos

1

MHeBMOKO-
HMO3 LLaxTe-
pa (aHTpaKkos,
«MpamopHoe
Nerkoe»)

434

MpodeccmoHabHbIe,
nofBepXKeHHbIE COOT-
BETCTBYIOLLIEMY PUCKY

Pabouve, nonb3yto-
Lmecs  MecKocTpyii-
HbIMW  annaparamu;
paboTHUKN CTEKOSb-
HbIX  MPOW3BOACTB;
LaxTepbl;  TOYUb-
WKW, LWANGOBLLN-
KW W MOANPOBLLMKHN
MeTanna, paboTHMKM
LEeMEHTHbIX  MPOU3-
BOACTB

LLlaxTepbl YronbHbIX
LaxT

MaTonornyeckune
N3MEHEHNA B Nerknx

Cununkotunyeckme  (uno-
PO3HbI€e) Yy3eNKN B BEPXHUX
[ONSAX Nerkmx

Menkve NUrMeHTUPOBaH-
Hble OKyCbl U (hNMOPO3HbIE
Y3eNKN [UaMeTpoM A0 2 CM
B BEPXHUX [ONAX NErKUX

KommeH-
Tapun

MNoBblLleHa
BOCNPUUM-
YMBOCTb K
TybepKynesy



Puc. 9.3. «MpamopHOe ferkoe» LlaxTepa-yronbliunka ¢ Ty6epKynesHoi Ka-
BEPHO (B LLEHTpe).

Bug nHes-
MOKOHMO3a

Mporpcc-
CUpYHOLLNIA
MacCuBHblIl
thunbpo3s
CuHapom
KannaHa
(A.Caplan)

AcbecTo3

Bepunnunos

MpodeccroHasbHbIe,
nofBepXKeHHbIE COOT-
BETCTBYIOLLIEMY PUCKY

LLlaxTepbl yronbHbIX
WaxT U paboTHUKM,
yKasaHHble B NepBoi
rpace
To xe

PaGouve cypocTpou-
Te/lbHbIX 3aBOJIOB U
Bepdeli; KpoBenblyu-
KU, pa6ouve, BbIMOJ-
HAlOWMe  Tenaounso-
NSALNOHHbIE PaGoThbI

PaboTHMKM  3neKT-
POHHOIA, ~ a’spoKoc-
MUYECKOW MNpPOMBbILL-
NIEHHOCTUW, TOH4ap-
HbIX MPON3BOACTB

Mpogomkenue Tabn. 9.2

MaTonorunyeckue
N3MEHEHNA B NErKnX

dunbpo3Hble Yy3enkn fua-
meTpom 2—10 cm pybuo-
Bble M0/ YEPHOro LiBeTa

®NBPO3HbIE Y3e/IKN B Ner-
KUX W Ha/nume peBMaTomns-
Horo apTpuTa

AcbecToBble Tenbla B ner-
KWUX, WHTepCTULMaNbHbIN
nHeBMOCK/1epo3, acbecTo-
Bble 6MAWKN (YTONLWEHNS)
nneespbl, acbectoBble 60-
pogaBKMN Ha KOXe

Peakuus rMnepyyBCTBU-
TeNbHOCTU  3aMefsIeHHOro
TMNa, MuavapHble (MPoco-
BWAHbIE) rpaHyneMbl ¢ KOH-
xonfanbHbiMn  (MOA06HbI-
MU pakoBUHaM) TefbLamu
B LieHTpe

KommeH-
Tapum

MNoBblLleHa
BOCNPUUM-
YMBOCTb K
TybepKynesy

YacTto
BCTpeyatoTcs
Me30Temno-
Ma nnespbl 1
6pIOLWNHbI,
paK nerkmx
lMopaBepxeH-
HOCTb  paky
Nerkoro



9.3. XnMUnyeckue 1 fieKapCcTBEHHbIE BO3LENCTBUSA

MpaKTU4eckn Bce XMMUKATbI U NIeKapcTBa HAHOCAT TO UM UHOE
nospexzaeHuve. faxe 00blyHas cTonoBas (MOBapeHHas) COfb, T e
XNOpUg, HaTpus, B 3HAUUTE/IbHOM KOJIMYECTBE CTAHOBMUTCS MOBPEX
AAIOWMM  areHToM. BO3feACTBMS HEKOTOPbIX XWUMMUKATOB WHOTAA
MMEIOT KaTacTpouyeckue pasmepbl (B UHAWCKOM ropofe Bxonan
nocne B3pblBa, «OCBOOOAMBLLErO» ra3000pa3Hblil LnaHng, nornéam
60nee 2000 4enoBeK M eLle CTOMbKO Xe OblIN OTpaB/eHbI), HO Yalle
BCEro peyb MAeT 06 OTAeNbHbIX HecyacTHbIX ciydasX. OrpomHyto
rpynny COCTaBAAT MOPaXeHUs B pe3ynbTaTe CaMOCTOSATE/IbHOK
npremMa Kakux-im6o XUMUYECKUX Wn I'IeKapCTBeHHbIX areHToB
K 3Toin rpynne oTHOCATCS camOy6buiicTBa M CyuLMAaIbHbIe MOMbIT-
KN MyTem Nepefo3vpOBKU NIEKAPCTB, HO 0COBEHHO 4acTo ynoTpeb-
NeHne HapKOTWKOB. HakoHeL,, Hemanas M caMoCTosATeNbHas rpynna
npescTasfieHa BCEBO3MOXHbLIMW MOGOYHBLIMU, BTOPUYHLIMWU, WUHAK-
BUAY&/IbHBIMWA 1 MPOYMMU BPELOHOCHLIMU BO3AEACTBUSIMM HEKOTO-
PbIX TepaneBTMYECKNUX MpenapaToB (0603Ha4YaeTcs Kak rpynna no-
OOYHbIX TEKAPCTBEHHbIX peakLuit).

HekoTopoe npeacTaeneHme o Maclutabax Npobaembl BpeAoHOC-
HbIX BO3JEUCTBMA XUMWUYECKUX W NIeKapCTBEHHbIX CPEACTB JatoT
eXerogHble 0T4eTbl AMEPUKAHCKOM accoumaunmy LeHTPOB MO KOH-
TPOMO 3a AeicTBMeM agoxmmukatoB (nmo R.S.Cotran, V.Kumar,
T.Collins, 1998). Tak, B 1990 r. B CLLUA 6bIf0 3aperucTpmpoBaHo
6onee 1,7 MNH TakuMxX cryyaes, npuuem npumepHo B 50 % cnydyaes
3TO Kacanocb getein mnagwe 6 net. Okono 80 % HabnroAeHWn Bbinn
OTHeCeHbI B rpagly HecyacTHbIX C/y4aeB, Noytn 7 % cocTaBuim cny-
Yyan camoybuiicTB. YacToTa Mo6OYHbIX NEKAPCTBEHHbIX peaKuuii co-
cTaBuna MeHee 1 %. XapaKTepHO, YTO Mpy NpeKpacHO OpraHW3oBaH-
HOW cny)kbe 3KCTPEHHOW noMowy nuilb 612 yenosek (U3 1,7 M/H)
norn6nn n 6onee 50 % NornéLIMX 6bIIN caMoybuALaMK.

I'Io60L|Hb|e nekapcTBeHHble peakummn. VX onpe,u,enmoT Kak /1ro6oii
BPEAOHOCHbIA OTBET OpraHM3mMa Ha /IeKapCTBEHHbIA Mpenapar,
yrnoTpe6IsieMblii B 06bIYHOW LO3MPOBKE AN NEYEHUS, ANarHOCTUKM
WM NpoguNakTuki. B Poccum pacnpocTpaHeH TEPMUH «leKapcT-
BEHHast MaToNOrMs», KOTOPbIA BXOAWUT B G0/ee LUMPOKOE MOHATUE
«ITPOreHHast NaTo/orns» (ATPOreHnst OT rped. iatros — Bpady 1 ge-
nes — MOPOXK/AEMbIid, T.e. 3a00/1€BaHNSA N UX OCNIOKHEHWS, BbI3BaH-
Hble Ae/iCTBUAMM IEKAPCTB, MEAULIMHCKNX MPEnaparos, a Takxke Ma-
HUNYAAUUAMU MeAULMHCKUX paboTHMKOB). K aToid rpynne He OT-
HOCATCS MOPaXeHWs, BO3HMKaOLME MPU CO3HATE/IbHOM HapyLue-
HAW OrpaHW4YeHWid B Mpueme npenapata WaM Npu WrHOPMPOBa-
HUU 3TVX orpaHuueHnii. B 1990 r. 8 CLUA 6bino oTMeueHO Goree
15 000 cnyyaeB MOGOYHBLIX JIEKAPCTBEHHbIX PeaKLUMWil, KoTopble Yy
10 60/1bHbIX 3aKOHYMIUCH fieTanbHO. [puyem J0BOMLHO PefKo Mo-
O0YHbIE NIEKAPCTBEHHbIE PeaKLN ABNAOTCA CNEACTBUEM BPAUebHOV
OLIMOKMW, HanpuMep HerpaBW/IbHbIX HacTaBfieHUiA 06 MCMOob30Ba-
HAM WAX NOBTOPHOM MPUMEHEHWW MpenapaTta, HenpaBusibHbIX
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NpeacTaB/eHUn O B3aMMOAEWCTBUM NIEKAPCTB WM HeoB4yMaHHbIX
Ha3HaYeHM NOTEHLMANbHO OMAcHbIX CPeACTB.

MofasnsioLee 60/MbLUMHCTBO NMOGOYHBLIX NEKAPCTBEHHbLIX peak-
UWiA noapasfenstoT Ha fBe rpynnbl: Ype3mMepHO CuIbHOEe (hapMako-
NOTNYECKOe [eliCTBME B MpefHa3HauYeHHOM Harpas/ieHUn (B 3HaM-
Te/IbHOW CTENeHN NpefCcKasyemble peakuun) W HenpescKasyeMblid
OTBET OpraHM3ma, He CBSI3aHHbLIA C MEPBUYHBLIM BO3LEWCTBUEM fle-
KapcTBa. B mepByt0 rpynny nonafatoT M3BECTHbIE ATPOreHHbIe (-
(heKTbl MHOTFOYMCAEHHBIX W CWU/IbHO [EACTBYIOLLMX Mpenaparos,
MPVMMEHAEMBIX MPU 3/10KAYECTBEHHLIX ONYXOnsax W neiiko3ax. Ha-
npvmep, y AeTeid, NOMyYarLMX MHTEHCUBHYH XVMMUOTEPANuio Mo
rnoBody OCTPOro NNMAO/EAK03a, MOXKET BO3HWUKHYTb BTOPUUHbIiA
OCTPbIN MWenouaHbIA Neiiko3 (Muenoneiikos). NpumeHeHne 60Mb-
LMX J03 pyBOMULMHA AWM SUKCOPYOMLMHA NPU 3/I0KAYECTBEHHDbIX
ONyXONsAX PasHbIX N0KaU3aLMil MOXET MPUBECTU K TOKCMYECKON
Kapauommonatuu.

Henpeackasyemble peakuuu, COCTaBAsHOLWME BTOPYH Tpynny,
BCTpeyaroTca pexe. [NpuMepoM MOryT CY>XWUTb peakumum Tuna namo-
CUHKpPas3un (NOBbILIEHHAsA YYBCTBMTE/IbHOCTb BPOXAEHHOrO Xapak-
Tepa, HaNOMUHAKLLAA TakoBYH) Npu anneprum). OHM BO3HUKAIOT B
TeX CNyYasx, KOrga eKapcTBO Bbi3blBaeT MMMYHOIOTMYECKYHO peak-
TUBHOCTb WM 00/1afaeT COBEPLUEHHO HEOXWMAAHHbIM LUTOTOKCU-
yecknm appeTom. K 3Toi rpynne peakuuii OTHOCATCA aHadunak-
cust (anneprymyeckas peakuust HeMe/IeHHOro TvMna) B OTBET Ha BBe-
JeHve 6e3BpeaHOl 403bl MEHULMIIINHA, a TaKKe 0OLLIMPHbIE HEKPO-
3bl MEYEHN NpY NpriemMe TepaneBTUYECKUX A03 napaleTamona (naHa-
fona) um pTopoTaHa. CTO/b XXe HEOXMAAHHLIM SIBAISIETCA pPasBUTHe
remMo/IMTUYECKON aHEMUW Y NTUL, C HEBbISB/IEHHOW BOBPEMS TEHETU-
YecKO HeA0CTaTOYHOCTLIO T/HOK030-6-(hoctaTaermaporeHasbl npu
BBEAEHUM VM MPOTMBOMANISPMIAHONO NpenapaTta npuMaxuHa. Heko-
TOpble M3 Hanbosiee YacTbIX NOBOYHLIX PEaKLMA 1 BbI3bIBAIOLLME UX
areHTbl npuBedeHsb! B Tabn. 9.3. B 1abn. 9.4 cyMMUPOBaHbI BaXXHEW-
e cBefleHns 06 areHTax, BbI3bIBAIOLLUX CMepTeNbHble NOGOYHbIE
(BO3MOXHO, ATPOreHHbIE) peakuun, KOTOpble OTMEYaKTCs He TO/b-
KO Npu NIe4eHNN, HO MHOTAA U NpY camoybuiicTaax.

OK30reHHble acTporeHbl. XOPOLLO M3BECTHOE COAENCTBME 3HAOTEH-
HOM TMMepacTPOreHU PasBUTMIO paka 9HAOMETPUA K, BOMOXKHO,
paka MOJIOYHON >Kefesbl CHavasia NpensTCTBOBaI0 Ha3HAYeHUAM 3K-
30r€HHbIX 3CTPOreHOB A/ MPefoTBPaLLEHMS UM 06neryeHust moct-
MeHOoMay3a/lbHbIX W3MEHEHWI, B YaCTHOCTM OcTeonoposa (gucTpo-
(hMYECKOr0 paspeXxeHnsi KOCTHOrO BeLLecTBa). 3aTeM MCCnefoBaHUA
C M3MEHEHHbIM TpajMKOM BBEEHWS 3CTPOreHOB MOKasain SBHYH
MX NOMb3y ANA NPefynpeXxaeHns 1 obiervyeHns 0cTeonoposa. bbiim
cthopMy/IMPOBaHbI OCHOBaHWSA AN Ha3HAYEHWS 3TUX FTOPMOHOB.

Pak sHpomeTpusa. Cuutanocb, YTo NpU 4IUTENLHOM
NPUMEHEHUN CUMHTETUYECKMX 3CTPOreHOB B MOCTMEHONay3a/lbHOM
nepuoge BEPOATHOCTb Pa3BMTUA paka Tena MaTKU 3HaUYUTENbHO YBe-
JIMumMBaeTcA —rokasaTe/lb OTHOCUTENbHOro pucka 1,7—2,0. OfHako
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npy NoGOYHOM [eACTBUM NEKapCTB

1 MNameHeHus B kpoBM

["paHynounToneHus, annacTtnyeckas
aHemMuna, naHUNToneHuA

emMonnTUYecKas aHemMus, TpOM60LI|I/I-
TOMeHuA

. Ko>kHble peakuum
KpanuBHuua, NATHa, nanynbl, BE3NKY-
Nbl, NeTeXuK, sKcoNnaTUBHBLIN aep-
MaTuT, CToliKas NeKapCTBeHHaA CblMNb

. DYHKUMOHANbHbIE N3MEHEHUSA B cepiLe
ApntmMnn

Kapavomuonatus

. Mopa>keHunsa novek
FnomepynoHepput

OCTpbIii HEKPO3 KaHa/bLeB

Ty6yNOUHTEPCTULMANbHBIE MOPAXEHUS
C NanusipHbIM HEKPO30M

. I3MeHeHUs B Nerknx
BpoHxuanbHasa actma

OCTpbIii MHEBMOHUT
MHTepcTuLumaneHbIi hnbpos

. Mopa><eHns nevyeHn
OXupeHune renaToyuToB
OnddysHble renatouenonsapHble
nopaxeHuns

XonecTas

. N3meHeHNs B LeHT panbHON HEepBHON
cncreme
LLym B yLlax n ronoBOKpY>XeHue
OcTpble JUCTOHUYECKME peaKuumn n
napkuHcoHnsm (J.Parkinson; cuHgpom
CTEPEOTUNHOIO APOXaHNA)

YTrHeTeHue fbiXaHus

Ta6nunya 9.3. MNMoboYHble AeACTBUSA NTeKapCTB

Mpenapat

MpoTUBOOMNYX0/MEBble  Mpenaparbl,
MMMYHOCYNPECcopbl, IEBOMULLETUH

MeHULUNNUH, MeTUNgota, XuHU-
AVH

MpoTrBOONyX0NeBbIe Npenaparthl,
cynbaHunammipl

TcohmnnuH

Jokcopy6uLMHa ruapoxnopus,
py6OMUHMHA TUAPOXI0pUA

JleHnymnnamunH

AHTUGUOTUKM, aMUHOTINKO3UJBI,
LMKI0CNOPYH, ampoTepuumH B

®eHaueTuH, canuuunarsbl

Canuumnatsbl
dypafoHNH
MwuenocaH, ¢ypagoHuH, 61eoMULNH

TeTpaunKInHbI
dTOPOTAH, W30HWA3UA,
Mon

AMWHA3NH, 3CTPOreHbl, HEKOTOpble
ropmMoHasibHble  MPOTUBO3a4yaTou-
Hble cpefcTBa

napaneTa-

CanvunnaTtsbl
deHOTNAa3UH

CefaTuBHble npenapatbl

B HACTOSILLEe Bpems W3BECTHO, YTO Mapa/liefibHble eXeMecAyHble
10—14-aHeBHble KypcChbl BBeLEeHWS NPOrecTUHOB (NpenapaToB C rop-
MOHOM JKEfiITOro Tefa) MOMHOCTLI0 HeWTPanu3yoT KaHLeporeHHoe
B/IMSIHWE, MpaBha, LEHON Apyroro pucka — nceBfoOMEeHCTPYabHOro
KPOBOTEYEHUS.
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Tab6nunua 9.4. MocneacTBus Nepefo3vpoBKIN NeKapcTB

JleKapcTBEHHbIE
cpescTBa

Tpuumknmyeckue

aHTugenpeccaHTbl —
UMUTPaMUH, nec-
MeTUIMMUNPaMUH,

anbnpasonam, fenct-
BUE KOTOPbIX YCU/N-
'BaeTCsA afKoroneM u

16apbuTypatamm
i MapaveTtamon, aK-
TUBHbLIA  meTabonut

(heHaLeTMHA B TOK-
cMyHoOM po3e (Ha 1
npvem 15 Mr u 6o-
nee)

AcnnpuH

MobouHbIe ABMEHMS

[Oenpeccus, npunagku,
3afiepXKKa [AblxaHus, cep-
[eYHble apuTMuUM, OocTa-
HOBKa cepAua

YuUacTKM Hekposa B rneue-
HW, KOTOPbIM MNpejLLuecT-
BYlOT TOLHOTA, pBOTa,
NOHOC W MHOTAa LIOK

HapylieHus obmeHa Xug-
KocTel

MexaHu3m no6oYHOro
[eicTBYA

MoBbilWeHVe CUHaNTUYeC-
KO KOHLEHTpauum Hei-
pOTPaHCMUTTEPOB, Hanpu-
Mep gohamuHa, cepoToHU-
Ha (?); nofjaBneHwWe CUHTe-
3a cepoToHuHa (?) n nocT-
OW HaNTUYecKnUX peLenTo-
poB

MpeBpallaeTcs B MedeHn
B TOKCWUYHbI METaBonuT,
CBA3bIBAKOLLMIiCA C TNyTaTW-
OHOM, a Moc/e UCTOLLeHUsI
3anacoB rayTaTtMoHa — C
MaKpOMO/IeKylaMy MedeHu

OkasblBaeT nNpsAmMoe CTUMY-

— B pa3oBo nepepo- N 9NeKTPONMTOB, Nupylollee [AelicTBME Ha
3UpoBKe (ANA fieTell MeTabonMyeckuii auMAao3  AbIXaTeNbHbIA LEHTP C -
2—4 r, pna B3poc- nepBeHTUNSALMEN, 3aTem
nbix 10—30 r) YrHeTeHMeM [bIXaHuUa U 3a-

nep>xxkon CO

I— npun npofonxu-

i TenbHOM npueme

j po3B2—4r (gna
B3POC/IbIX)

MopaxeHue rofIoBHOr0
Mo3ra — OT CMMMNTOMOB Fo-
NIOBOKPYXXEHWS U LuymMa B
yliax o Cyfopor v Kombl;
nopaxeHue xenyaka — Ts-
XeNblii  racTput, s3Ba c
KPOBOTEUEHMSIMI; NOpae-
HMe COCYA0B — TeHAeHLMs
K KpOBOTEYEHMsIM; Mopa-
KEeHUWe MoYeK — Nanunnsp-

MoBpexaeHne CAM3UCTOro
Gapbepa >enygka U npo-!
HUKHOBeHMEe MOHOB H; no-
faBfieHMe aKTUBHOCTU LWU-j
K/OOKCUTCHa3bl 1 hopMu-1

poBaHue TpombokcaHa (cm.!

Hblli HEKpPO3 rnasy 1K)
IdTOpoTaH NpW  No- Y4aCTKU Hekposa B Mede- Peakuuum  rUnepyyBCTBU-
IBTOPHbIX ~ MPUMCHE- HW (0T He6OMbLUMX [0 TeNbHOCTM NN60 TeHeTU- |
THUSAX MacCUBHbIX) C IMXOPafiKoli Yeckasi nNpespacnosioxeH- j

n napememaTosHoM xen-

HOCTb K 06pa3oBaHunto TOK- [
Tyxoh j

CMYHbIX MeTabonuToB 1]

Pak MONOYHOW Xene3bl. HecmoTps Ha yTBEPXKAEHMS
0 PO/IN CUHTETUYECKMX 3CTPOreHoB (06bIMHO 3CTpaguona) B Mo-
BbILUEHNM PUCKA Pa3BMTWS PaKka MOMOYHON efesbl, COBPEMEHHbIE
[laHHble CBWUAETENIbCTBYIOT O TOM, UYTO HU3KME [03bl HATypPasibHbIX
3CTPOreHoB B MOCTMEHOMNay3a/lbHOM Mepuofe He YBeNMyuMBaloT Be-
POSITHOCTW PasBUTUS KapLUHOMbI MOJSIOYHON enesbl. A npuMeHe-
HMe NPOrecTUHa CHWXaeT PUCK eLlle 60/bLLe.

CeppeyH o-cocygucTble nopaxeHusa. [llocne npuema
HeBO/MbLUMX 103 HATYpa/IbHbIX 3CTPOreHOB B MOCTMEHOMNAY3a/lbHOM e-
profe YacToTa CepevHO-COCYANCTbIX 3a60/1eBaHUIA Y XKEHLLMH YMEHb-
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LWwaetcs. [lo HacTynieHms MeHonay3bl YKeHLUMHbI 06bIYHO MMEOT ec-
TECTBEHHYIO 3aWWTY OT UHMapKTa MmMokapga (cMm. rnasy 11), HO nocne
MeHoMay3bl PUCK PasBUTMA WH(apKTa MPOrpeccMBHO BO3pacTaeT u
NPMOBMXAETCA K TakOBOMY Y MYXXUMH. [1py COOTBETCTBYHOLLENA 3a-
MECTWUTE/IbHON Tepanuum OTHOCUTENbHBIA PUCK WMH(ApKTa Y Takux
YEHLUMH YMeHbluaeTcs Ao 0,5 No cpaBHEHUIO C TAaKOBbIM Y YKEHLLNH
B MNOCTMeHOMay3e, He MNPUHMMAaBLUMMU 3CTPOreHbl. HaTypanbHble
acTporeH!} B HM3KMX [03aX MOBBILAKOT YPOBEHb NMNONPOTENHOB Bbl-
COKOW MIOTHOCTY M CHXXAKT KO/IMYECTBO IMMOMPOTENHOB HU3KOW 1
0YeHb HWU3KOW MAOTHOCTU, YTO NPENATCTBYET Pa3BUTMIO KOPOHAPHOIO
aTepock/ieposa 1 UHMapKTa MMoKapa.

BeHO3HbIN TpoM603 M Tpomboambonmusa ne-
FOYHONO CTBOMA. Y XEHLWMH B NOCTMEHONAY3a/lbHOM ne-
puoge, NPUHUMAIOLWLMX CUHTETUYECKME 3CTPOreHsbl (Hanpuwvep, au-
3TUNCTMNMLO3CTPON), OTMeYeHa MOBbILWAKOLLAACS BMECTe C /0300
NpespacrnofioXeHHOCTb K OCNOXHEHWAM, UTO He MOMy4uio Moka
[O/HKHOI0 06BACHEHUSA, HO MOXET ObITb CBA3aHO C BO3pacTaHWEM B
nnasMe YPOBHAI HECKO/IbKUX (PaKTOPOB CBEPTbIBAHWUSA KPOBWU. Takoe
YBE/IMYEHNE MOXET COMPOBOXAATLCA YMEHbLUEHWEM aKTUBHOCTU
aHTUTpoM6uHa Il 1 hmbpuHonmsa. Mpu Tepanuyu HUIKUMK J03aMU
HaTypa/bHbIX 3CTPOreHoB (B MPOTMBOMOMAOXHOCTb CUHTETUUYECKUM)
MOBbILEHHAs TEHAEHLUMA K TPOMO03Y NpakTUYeCKN mcyesaer.

OcTeonopo3. 3cTporeHotepanus B NMocTMeHoMay3aibHOM
nepuoge Havanach C NOMbITOK feveHns (MW No KpaiiHeli Mepe npea-
ynpexpaeHus) octeonoposa. HakannveaeTtcs onbIT Mo npefoTspaLle-
HUIO 3TOr0 MOPAXEHWS KOCTEN C NOMOLLbID 3aMEeCTUTENbHON ropMo-
HoTepanuu ¢ Jo6aBneHNeM KasibLys, MPUMEHSAEMO HeNOCPeLCTBEH-
HO nepes wan cpasy nocie HacTynieHus MeHonaysbl. Job6asneHue
MPOreCTUHOB HE CHIDKAET MO0XKNTENbHOTO AeCTBUS 3CTPOrEHOB.

K coxaneHunto, NpYMEHEeHWe 3CTPOreHOB B MOCTMEHOMNay3aslb-
HOM nNepuofe MOBbLILLAET BEPOATHOCTb PasBUTUA 0OPATUMOrO XoJe-
cTasa u xoneumctuta. OgHaKko OHO He MpeapacnonaraeT H1 K runep-
TEH3UW, HU K LiepebpoBackynsapHbIM 3ab0neBaHNAM. 3aMecTUTeSb-
Has Tepanus AU3TUNCTUILO3ICTPONIOM (HO HE CTEPOMAHLIMU FOPMO-
Hamu), NPUMEHSAOLWANACA, Hanpumep, Yy 6epeMeHHbIX XEHLWUH npu
YyrpoxaroLem Bblkuibile, nHorga B Bospacte 20—30 /IeT MOXKET Bbl-
3BaTb BarvHa/bHbIN afeHo03 (aHanor NceBfo3po3nmM NN 3HAOLEPBU-
K033, CM. rnasy 21) unm xe (KpaliHe pefKo) CBET/IOK/IETOUHYIO afe-
HOKapLUHOMY MaTKW.

OpanbHble KoHTpauenTuebl. [1pPeXge Yem pacCMOTPETb BpefHble
(ATporeHHbIe) BO3AENCTBUS Opa/ibHbIX KOHTPaLenTUBOB, Credyet
YUecTb CrefytoLLiee.

MpaKTnyeckn Bce OpasibHble KOHTPaLEenTMBLI NPeLCTaBAsAT Co-
60l/i KOMOMHALMWN CUHTETUYECKUX CTEPOWMAOB, Hanpumep 3TUHWUA-
acTpagmMona B KauyecTBe 3CTPOreHa W Kakoro-iv6o npou3BOAHOIO
19-HopTecToCTEPOHA B KA4eCTBE NporectareHa (nporecrareHbl, rec-
TareHbl, NPOrecTUHbl — /IEKAPCTBA, COLEPXKALLME TOPMOH XENToro
Tena). SPEKT OT MCNOMb30BAHUS STUX CUHTETUYECKMX CTEPOMAO0B
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MOXET OTNMYaTbCA OT TakoBOro Mnpu MPUMEHEHUWN HATYpasibHbIX
ropmMoHOB. B nocnefHve rofbl KOMMYECTBO SCTPOreHHbIX W Mporec-
TareHHbIX CTEPOMAOB B COCTaBe OPa/lbHbIX KOHTPaLEenTMBOB MOCTO-
AHHO YMeHbLUa/IM, & COOTHOLLEHWE 3TUX COCTABMSIOLUMX UIMEHANN.
Mo3ToMy COBpeMeHHbIe MpenapaTbl OpasibHbIX KOHTPaLenTUBOB Mo
BO3ZENCTBUIO OTNMYAKOTCA OT TeX, KOTOpPble WCMOMb30BA/IUCH eLle
HepaBHO. OLeHMBas BO3AENCTBUE OpaNbHbLIX KOHTPALEenTWUBOB, Cre-
LYeT Takke MMeTb B BUAY Mokasatesim 3a60/1eBaeMOCTM U CMepPTHOC-
TW, CBAI3aHHbIEe C HeXenaHHOW 6epeMeHHOCTLI0 U HEMCMO/b30BaHN-
€M OpasibHbIX KOHTPAL,enTUBOB.

KoHuenums 0 BpeLOHOCHbIX MOCNEACTBUAX AENCTBUA OpasibHbIX
KOHTPaLEenTVBOB €lle He YTBEPAM/IACh OTYACTW MOTOMY, YTO XKEH-
LUMHbI MPUMEHAOT MUHUNWUIOAN NWLWb B TedyeHne 10—15 neT. B 10
Xe Bpems psf No604HbIX 3h(HEeKTOB ANS 3TUX NIeKapCTB CUMTaeTcA
[OCTaTOYHO XapaKTepHbIM.

BeHO3HbIN TPpOoMOGO3. Y NOXUbIX XEHLIMH, B TEYEHNE
LNUTENBHOTO BPEMEHM KYPUBLUMX CUrapeTbl U B MONOfbIe rofsl Nosb-
30BaBLUMXCS OPa/1bHLIMM KOHTPALeNnT1BaMm, YactoTa pa3BUTUS TPOM-
603M6011MKM NeroyHoii aptepmmn B 5—10 pa3 BbllLie CPeaHECTATUCTUYEC-
KOW. OfiHaKO HeT faHHbIX 06 YBENMYEHUN PUCKA BEHO3HOrO TPOM603a
Y HEKYPALLUX XKEHLUMH MOoNoxe 35 NeT, NPUHUMAIOLLMX MUHUTAIIONN
C 00bIYHbIMY KOMOMHALMAMY 3CTPOreHa U NPOrecTepoHa, eciu y HUX
HET Kakux-mbo npefpacnonararolimx 3aboneBaHnin — runepTeH3uu,
caxapHoro auabeta, rurnepaunonpoTenHeMun n ap.

MHpapKT MMokappga. HecmoTps Ha npefoxpaHuUTeb-
Hoe AeNCTBME HaTypasbHbIX 3CTPOrEHOB Ha CEPAEYHYHD MbILLLY,
MMEIOTCS CMOpPHbIe CBEAEHWUS O MOBbLILEHUW YaCTOTbl WH(apKTa y
NWL, NPUHMMABLUMX OpasibHble KOHTPaLenTUBbI.

Pak MONoO4YHOW >Xene3bl. [peobnagaeT MHEHWUE O TOM,
4TO UCNOMb30BaHME OpPaibHbIX KOHTPALENTUBOB XEHLLMHAMU MOJIO0-
e 60 net He crocobCTBYET MOBBILEHWUIO PUCKA BO3HWKHOBEHUA
KapUMHOMbI MOJIOYHOW Xenesbl. BMecTe ¢ TeM, ecnu >KeHLMHa Mo-
noxxe 46 net NpUHMMaeT KOMOUHMPOBAHHbIE OpasibHble KOHTpaLen-
TVBbl B TeYeHWe MUHUMYM 10 neT, YMEpPEeHHbIA OTHOCUTENbHBbIN
puck (1,2—1,4) Bce e BO3HMKAeT.

Pak saHgoMeTpus. Kakoro-nméo noBbllLEHNS YaCTOTbI
pa3BUTUS paka Tena MaTKu He OTMEYEHO, HaNpPOTUB, He UCK/IHOYaeT-
sl NMpefoxXpaHUTeNbHOE BO3AENCTBIE OpaibHbIX KOHTPaLEenTUBOB Ha
3HAOMETPWIA.

Pak akTouepBMKCa (3NUTenus BRarauMLIHON nopuum
ek matkn). Mimeetcs HeboMbLIas CTeNeHb PUCKa, KOPpenvpyto-
L1as C NPOLO/IKUTENIbHOCTBIO MCMO/b30BaHNA KOHTPaLenTBa 1 no-
NOBOW aKTUBHOCTbLHO.

Pak AsMYHMKOB. YCTaHOB/MEHO, YTO Opa/ibHble KOHTpaLen-
TUBbI NPELOXPaHAOT OT BO3HWKHOBEHWS paka SWYHUKOB. Yem
6onblUe Mepuoj nprvema KOHTPaLenTUBOB, TEM BbIlle MOMOXUTENb-
HbIlA 3deKT, KOTOPLIA COXpaHAeTCa HeKOTOpOe BpeMs Aaxe nocne
npekpaLleHns npuema npenapara.

a1



BnnaHne Ha fobpoKayecTBeHHbIe ONyXonu
MONOYHOMN Xene3bl. OB6HAPYXKEHO, YTO Opa/lbHbIE KOHTPa
LeNTMBbl CHWXKAIOT 4acTOTy ManurHusauuy ¢ubpo3HO-KUCTO3HbIX
MopaXkeHWiA 3TOro opraHa.

AfLeHOoOMa neyeHU. VmeeTcqa ABHAA CBA3b MEXAY A0Nr0-
BPEMEHHbIM YNOTpe6neHneM OpanbHbIX KOHTPALEenTUBOB W pas3Bu-
TMEM afleHOMbl NeyeHW. Bonee Toro, oTMeueHa MpeapacnosoxeH
HOCTb K pa3pblBy afleHOM NeyeHn U KPOBOTEUEHMIO.

Opyrvne ocnoxXHeHUsA. K HAM OTHOCATCS M3BECTHas
TEHAEHUMA Y DKEHWMWH, [J0Aro  MoJb30BaBLUMXCA  Opa/lbHbIMU
KOHTpaLenTyBaMu, BO3HUKHOBEHWIO paka MevyeHW, runepTeH3unu,
X0/MecTasam M XONeLUCTUTY, YTO TECHO CBSI3aHO C MPOLO/IKUTENb-
HOCTbIO Mpuema npenapara.

Opyrue nekapcTBeHHble cpefcTBa. Cpep,VI MHO>XeCTBa npenapa-
TOB, 06/1afat0LLMX BO3MOXHBIM HeXenaTe/lbHbIM MOBOYHbIM LeiCT-
BMEM, YNOMSIHEM NULLbL HEMHOrWe, Bbl6paHHble HaMW U3-3a BbICO-
KO YacTOTbl Y HaUBO/bLLIEr0 3HAYEHUA UX ATPOreHHOro ageKTa.

MpoTmMBOONYXONeBble NpenapaThbl W NPoANeBa-
I0T, 1 YKOPAUMBAKT XM3Hb O0/bHbIX. BOMBLUMHCTBO U3 HWX JENCT-
BYIOT Ha [eNsLLINecs KNeTKU B Kakyto-1160o hasy KNeTOUHOro LKA,
Hanpumep asy cuHTesa AHK, TpaHckpunuum mam hopmMmpoBaHus
MUTOTUYECKOrO BepeTeHa. [M03TOMY OHWM MOBPEXJAlT He TO/MbKO
OMnyXo/eBble, HO W HOPMa/lbHble aKTUBHO Aenslimecs KIeTKW, Ha-
npyMep B KOCTHOM MO3re, 3NUTENIMN KULLKN 1 BOMOCAHBLIX (hONSun-
Kynax. Kpome TOro, npoTvMBOOMYyXO0/fieBble CpPeAcTBa CMOCOOHbI Bbl-
3bIBaTb HefMeTa/lbHble MyTauuu. B pe3ynbTaTe ATPOreHHble nocneg-
CTBUSA WX BO3AEACTBMS BK/IOYAKOT B CEOSA: MOAAB/IEHWE NENKo- U
3pMTpONOo33a B KOCTHOM MO3re, YTO COMPOBOXAAETCA TSKE/O0N aHe-
Muen, Nneiiko- U TPOMOOLMUTOMEHMER; MMMYHOCYNPECCUIO, Aenato-
Lyt 60MIbHOr0 BOCMPUMMYUMBBLIM K 060 MH(EKLNW; MHALMALNIO
HEKOTOPbIX 3/10KAYECTBEHHbIX OMyXOJei, Yallle BCEro OCTPOro Mue-
noneiikosa (M1enonaHoro neinkosa).

MmMMyHocynpeccoOpHble areHTb. Co3gaHue
CpeacTs, MOLABNAOLUMX UMMYHHbIE peakLuu, 06yCnoBMIO HacTyn-
NeHne 3pbl Nepecasku OpraHoB U KOHTPO/S 338 HEKOTOPbIMU UMMY-
HoonocpefoBaHHbIMU 3a60/1eBaHNAMU. OfHAKO U UM CBOMCTBEHHbI
ATpOreHHble 3a(hhekTbl. Yalle NpUMEHSAIOT KOpTUKOCTepouabl (rop-
MOHbl KOPKOBOTO BeLLEeCcTBa HafMNOYeYHUKOB), LMKIOCNOPUH —OC-
HOBHOE CpeAcTBO NPOTMB OTTOPXKEHWUS TPaHCMMaHTaToB M as3aTuo-
npvH. Bce 3Tn npenapaTbl NOLABAAT ryMOpPaSbHbIA U/UN KNeTou-
HO-0MOCPeA0BaHHbIA UMMYHUTET. OpraHvam 60/bHbIX CTaHOBUTCH
06BLEKTOM aTakn MHMEKUMOHHbIMW areHTaMu, B YaCTHOCTU BO3HU-
KatoT ONMOpPTYHUCTUYECKUE WHPeKuun (6e3BpedHble, WX NaTeHT-
Hble, Y NPaKTUYECKN 30POBbIX /UL, BbI3bIBAIOTCS YC/IOBHO-MNATOrEH
HbIMW BO30YAUTENAMW, aKTUBMPYKOTCA U NOPAXKAlOT G0JbHbLIX B YC-
NoBUAX WMMMYyHOZe(pULUMTE), B TOM 4YUCNEe LIMTOMEraOBUPYCHbIE,
KaHAMA03HbIE, acneprunfesHble, NMHEBMOLMUCTHbIE WHMEKLMM (CM.
rnaebl 5 n 14). Nlnua, nogseprwnecs MMMYHOCYNPeCCOPHOMY BO3
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JENCTBUIO, TaKKe UMEKT PUCK pasBUTUS OOME3HW «TpaHCMiaHTar
MPOTUB XO035MHa», pPa3BMBAtOLLENCA MNOCNe MepecagkM KOCTHOrO
mo3sra (cMm. rnasy 5). VI3 apyrux STporeHHbIX MOCNeACTBUIA cnegyeT
YNOMSAHYTb BO3MOXHOCTW BO3HWKHOBEHWUA NUMM(OMbI, MNpenmyLLe-
CTBEHHO MMMYyHO6MacTHoro Tuna. Kpome TOro, pasnmuHble UMMYy-
HOCYnpeccopbl MPOSIOHTMPOBAHHOIO (NPOAO/MKUTENLHOMO) AeNCT-
BUA 00M1a4al0T U UMTOTOKCMYECKUM 3PdeKTOM. Tak, LMKNOCMNOPUH
MOBPEXAAET 3NUTENINIA MOYKW, a3aTUOMPUH MOXET BbI3BaTb UHTEPC-
TULNA/bHBIA MHEBMOHUT.

MpoTuBoMUKpPOGHbIe nNnpenapaThl. O6LWen3BeCT-
Ha UX POfib B CHUXXEHWUMN YaCTOTbl U TAXKECTU MH(EKLNOHHbLIX 60/1e3-
Heil, B yMeHbLUEHMW NoKa3aTeneil CMepTHOCTW.

LLIMPOKO M3BECTHbI PeakLuu runepuyBCTBUTENBHOCTU — OT TpU-
BUa/IbHOM CaMOKYMUPYIOLLENCA KOXHOMW CbiNMW O 3KCHPOMATUBHOIO
%epMaTI/ITa 1 aHathnakcmm ¢ yrposoii 4n1s xmsHu. Kpome Toro, B xoge

0pbObl 33 CYLLECTBOBaHWE Cpean MUKPOBOB MOSABUINCH NIEKaPCTBEH-
HOYCTOIiuMBble ()OPMbI, KOTOPbIE HE TO/IbKO MOB/WS/IN Ha YacTOTY fe-
KapCTBEHHOYCTONUMBLIX, HEPELKO HO30KOMUANbHBIX (BHYTPUOONbL-
HWUYHBIX, FOCNUTA/IbHLIX) UHMEKLMIA, HO W 3aTPYAHUIM KOHTPO/b 3a
anugemuamu. HakoHel, NoAaBneHWe, HanpuMep B KULLEYHWUKe, U
4acTO YHUUTOXEHNE HOPMA/IbHON MMKPOG/IOPbI C MOMOLLLHO MOLLHbBIX
aHTMbaKTepuanbHbIX CPeACTB NPUBOAAT K npoLeccam, ropasgo 6onee
Cepbe3HbIM, HEXENIN NepBoHaYaibHas UHMEKLMSA. TakoBbl HEKOTOPbIE
OVNCCEMUHMPOBaHHbIE (DOPMbl 3a60M1eBaHUIA, BbI3BaHHbLIE MapasunTy-
YecKMMU rpmbaMmn naToreHHbIMK 418 YesloBeKa.

Bce 3T ATpOreHHble MNOCNEACTBUS MPUMEHEHUS MPOTUBOMM-
KPOGHbIX MpenapaToB CrnefyeT y4uTbiBaTb, OCOBEHHO NPU Ha3Haye-
HUN 60MbLUNX 03 WU LINTENBHOM fleYeHUN.

BpepoHoCcHble 3h¢eKTbl OT TMPUMEHEHUS HeTepaneBTUYECKUX
cpeacts. ATUNOBbLIA CcnupT (3TaHON, ankoronb). Mo gaH-
HbIM MHOFOCTOPOHHUX CTaTUCTUUYCKMX wuccnefoBaHmii, B CLLA
0kos10 30 % HaceneHms —Tpe3BeHHUKKU, 30 % — Mano 1Unn ymepeH-
HO BbInuBaroLwme, octaswmecs okono 30 % — notlowine, cpeam Ko-
TOPbIX MHOrO anKorosb3aBUCUMbIX UL U 60/bHBIX ankorosM3MoMm.
B Poccun ankoronnam npeactaBnsieT cO60l roCyAapCTBEHHYH U
«TPafMLMOHHYIO» MP06/eMy, MNOSBMBLUYIOCA MHOFO [ECATUIETUIA
Ha3ad. OOLLen3BeCTHO OCTPOe BO3/ENCTBME 3TaHOMA, OCOGEHHO B
6onbLUMX fo3aX. [0pa3fo MeHbLUe NoAeld 3HAKOT 0 NOCNeACTBUAX 3a-
TSXKHOrO npuema aikorons ANs opraHoB W TKaHell opraHusma, B
YaCTHOCTW O MOBPEXAEHUU (PYHKUUA MUTOXOHAPUA U MUKPOCOM.
Moka HesACHO, caM N1 3TaHOM UK ero MeTabonuTbl, HaNpUMep atle-
Tanbgerng (YKCyCHbI aibferng, NpoMeXyTOouHbIA NpogyKT CAUPTO-
BOrO OpOXEeHMS), BbI3bIBAKOT YKazaHHOe noBpexaeHue. ConyTcT-
BYIOLLIASA HeOCTaTOUYHOCTb NUTaHWA (Hanpumep, aBUMTaMWUHO3bI)
paccMaTpuBaeTCsl Kak OCHOBa A/ 6O/bLUMHCTBA NaTONOrMYeCKUX
MPOLLeCCOB, BO3HUKAIOLLMX MPU XPOHWUYECKOM ankoronusme. Mpu-
MepHo 10 r unctoro aTuHona cogepxxkmtca B 340 r nmea, B 113 1 He-
KPeneHoro BuHa v B 42,5 r nnkepa KpenocTtblo okono 50°. Mocnesd-
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CTBMS OT NOCTOSHHOrO YNoTpe6fieHns Takux HanuTKoB 06YyCnoBsre-
Hbl UCKNIOYUTENIBHO TEM WN WHLIM COAEPXKaHWEM B HUX 3TaHONA.
Jwb 2—10 % maccbl NOTPe6/SeMOro ankorons BbiAENSeTCS Hero-
CPEACTBEHHO Yepes JIeTKMe, a Tak>Ke ¢ MoYoli 1 MoToM. Bbigsixaemoe
KO/MIMYeCTBO 3TaHoa (Napos) NPSIMO NPOMNOPLMOHANBLHO €ro YPOBHIO
B njasme Kposu. Ha 3TOM OCHOBaHO MPUHYAMTENIbHOE TeCcTUpOBa
HWe — BblbIXaHWe B TPy6GOUKy.

Mocne npuema yepe3 poT HeBO/bLLIOE KONNYECTBO 3TaHoMa cpasy
Xe MeTaboNn3npyeTca B XeNyfke C MOMOLLbIO anKoronbaernapore-
Hasbl CIM3UCTON 060/104KN 3TOFO opraHa. OcTasbHas YacTb ObICTPO
BCACbIBAETCA B XKENyAKe M TOHKON KULLIKE U Yepe3 HECKOMbKO MUHYT
MOXeT ObITb 06HapYy)XeHa B KPoBU. LIMpKynupys ¢ KpoBbiO, 3TaHo/
MeTabo/M3NPyeTCs B NMeYeHM TPems Crocobamn. BadKHEMLLMIA 13 HUX
BK/THOYAET PaboTy MeYeHOUHOW asKoro/berniporeHasbl, Katanmsm
pyHOLLE 06pa30oBaHMe aLeTanbiernga, KOoTopbli BbICTPO npeBpaLla-
eTca B aueTar (COMb YKCYCHOWM KMCMOTbI) C MOMOLLBIO a/lbfernae-
rugporeHassbl. B xofe 3TOro npespalLleHns HUKOTUHaMUAAAEeHUHAM
Hykneotus (NAD, KogepMeHT MHOMMX OKCUAOpPeayKTa3) KOHBepTU-
pyeTcsi B BOCCTAHOBNEHHYK (DOpMY, COAepXallytd BOAOPOL
(NADH). Cuwutaetcs, uto Bo3pocwas nponopums NADH:NAD
MOXET NPUBOAUTb K HapyLLeHUsM MeTabonm3ma y 60/bHbIX alKoro-
nn3mom. Mpu BTOPOM, HECOMHEHHO, YacTO BCTpevaroLLeMcst Cnoco-
6e MeTabonm13Ma, UCMONb3YETCHA MeYeHOUHas MUKPOCOMHAs c1cTema
X-450, TOXe MOb6MAM3yemass Ha AEeTOKCMKaLMIO pasfndHbIX Be-
WwecTB. B 3TOM cnyyae BHOBb 06pasyeTcs aueTanbierug, okucnse-
MblA B aueTaT. Y B3pOC/bIX UL, WMEKLWMX CPeaHMe poCT U Maccy
Tena, 06a NyTM mMeTabonM3Ma BO3HMKAKOT OT OLHOr0 rN0TKa 3TaHona
(10 1) B 1 4. Mpu TpeTbem, 6onee peakom crnocobe meTabonmsama
CMMPTHBIX NPOAYKTOB BAXKHYIO POSib UIPaeT NepoKCMCOMHas Katana-
3a (NepoKCMCOMbl — CNeLnanu3upoBaHHbIe OKUC/UTENbHbIE MUK-
poTenbLa B renaroyuTax, cogepxaiive psg hepmeHToB).

Mpn OCTPOM a/IKOro/IM3Me MOPaXKaeTCs LeHTpaibHas HepBHas
CUCTEMA, MOTYT ObICTPO BO3HUKHYTbL 06paTUMble U3MEHEHUS B Xe-
nyaKe 1 neyeHn (CM. rnasbl 16 n 17). Ha rosoBHOM MO3r akorosib
[eCTBYET KaK MOLLHbIVA fernpeccaHT, No BAUSHUIO HECKO/IbKO Ha-
NMOMWHAKLLMIA 3TUIOBBIA 3Up AN Hapko3a (YrHEeTeHWe WHIU6K-
TOPHbIX KOHTPO/bHBLIX LEHTPOB). [pW 3TOM aKTUBUPYHOTCA Mexa
HU3MbI BO36Y>XXaeHUs. CTeneHb Aenpeccun HaxoauTca B NPSMON 3a-
BMCMMOCTU OT COfepXaHusi 3TaHoNa B KPOBW. B nepByto ouepedb
nopaxaeTcs Kopa 60/blWoro Mosra. o Mepe BO3pacTaHWUs cofepxa
HWA aNIKOrons B KPOBM YrHETaKOLLeMy AeCTBMI0 NOABEprarTes CHa-
yana nMMbUYeckas cuctema (COBOKYMHOCTb 00pa3oBaHWiA ApeBHel
KOpbl, CTapoi KOpbl U MOAKOPKOBbIX CTPYKTYP MO3ra — rmnnokam-
na, Neperopofku, afep Talamyca W runotaiamyca WU gp.), 3arem
MO3XKEUOK, NOTOM HUXHWE OTAEMbl CTBO/IOBOM YaCTW MO3ra.

MocTeneHHO Pa3BMBAETCH XapaKTepHbIA CUHAPOM C alidopuei,
HapyLUeHWeM aHanM3a BOCMPUSATUASA U PacCTPOCTBOM ABUraTe/bHbIX
(hyHKUMiA (3ihopmsi — NOBbILLEHHO-6/1aroyLLIHOE HAaCTPOEHNME, CO
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MeTaroLLeecs ¢ 6eCneyHOCTbI0 U HeA0CTaTOUHO KPUTWUYECKOW OLEH-
KO CBOEro COCTOSHMS. OTU W3MEHEHUSi MOryT OTMeyaTbCs Mpu
YPOBHAX 3TaHONA B KPOBU, M3MEPSEMbIX B MUNIUTPaAMMaxX Ha feLm-
tp (Mon) un paBHbix 20—30 Mr/gn. Takne KOHUEHTpauunM cnupTa
4acTo yCTaHaBNMBAKOTCA AaXe nocne 1—2 rnoTKOB KPernkoro HanuT-
Ka B TeYeHMe KOpPOTKOro nepuofa BpeMeHW. TpUHATBIM YPOBHEM
anKoronbHo MHTOKcuKauumn siensetca 100 mr/an (no R.S.Cotran,
V.Kumar, T.Collins, 1998). HapkoTu4yeckoe cOCTOsHUWE Yy nuL, 6e3
Kakon-nn6o afantauumy K aakorosio 4acTo JOCTUraeTcsl Npu Koau-
yectBe cnupta 200—=250 mr/gn. Koma v OCTaHOBKA AbIXaHusi, npu-
BOAALLME K CMepTW, pasBmBalOTCA Mpu ypoBHe cnupta 300—
400 mr/gn. K cyacTblo, Takme YPOBHW ankorons B KpPOBW AOCTUra-
FOTCS PeAKO, MOCKO/bKY afKOTOJIbHbIA CTYnop (MompayeHune co3Ha-
HUSA) B KAKOM-TO Mepe NpefoxpaHseT OT AabHenLlero npuema aTa-
Hona. CnefyeT yNnoMsHyTb U O NpoBalax B NaMATW NpU OCTPOM asi-
Koronvame. MexaHn3Mbl MX pPa3BUTUA HescHbl. Ho aTaHon, BO3geii-
CTBYsl Ha MeMOpaHHbIe PeLenTopbl 41t UHTMOUTOPHOW HEMpPOTpPaHC-
MWUTTEPHOW (NepeaaTovyHON Ansi HEPBHOrO UMMY/bCa) ramMMa-amu-
HOMAC/IIHOM KNCMOTbl, MOXET CNOCO6CTBOBATb MOAAB/IEHUIO PYHK-
M1 HEePOHOB MO3ra.

XPOHWYECKUIA aNIKOroNnM3M BbI3bIBaET MOP(ONOrnyeckme U3MeHe-
HMUS NPaKTUYeCKU BO BCEX OpraHax W TKaHsX, BaKHeWLume un3 Hux
npvBefeHsl B Tabn. 9.5.

Ta6nunya 9.5. MocneacTBUA XPOHNYECKOTO aniKoronmsma

OpraHbl XapaKTtep nopaxeHui Tun BO3AENCTBMA Ha TKaHU
MeyveHb OXunpeHue renaTtounToB, OCT- [pssMoe TOKCU4YeCcKoe [eicT-
pbii  renaTuT, aNKOroNbHbLIA BUe
uMppos (cMm. rnasy 17)
LleHTpanbHas OSHuedanonatna BepHuke HepocTtaToyHOCTbL TMAMUHA

HepBHasA cuc-
TeMa

Mepudgepnye-
CKUWe HepBbl
Cepaue
CKeneTHble
MbILLILbI
Anykun
Mopxenypou-
Hast »xenesa

BHyTpeHHMe
opraHbl U cu-
CTembl N104a

CuHgpom KopcakoBa

MpeAnonoxuTensHo: aTpodus
KOpbl 60/M1bLIOr0 Mo3ra
Mo3KeuKoBas fereHepauus
Heliponatus nepudepuyeckmx
HepBoB

3acToiiHas KapguomuonaTus

OcTpblii NN XPOHUYeECKUIA pa-
640MNONN3 0TAeNbHbIX BOIOKOH
ATpotns

XPpOHNYeCKMNIi naHKpeaTUT

®deTaNbHbI aNKOro/sbHbIA CUH-
[APOM: 3ajepXKKa (hM3NYecKoro
N YMCTBEHHOFO pasBuTus, No-
POKMN pasBUTUSI OPraHoB

HefocTaToOUHOCTL TUAMUHA U
npsiMoe TOKCUYECKOe JeiicTBue
MpsiMoe ToKcMueckoe feiicTBuMe
HefocTaTouHOCTb NUTaHUA

HepocTtaToyHOCTb TMAMUHa

MpsiMmoe TOKCMYECKOe AelicTBME
To xe

9
9

MpsiMoe ToKcuuecKoe fielicTBre
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Puc. 9.4. MeyeHb 60MLHOrO anKorosmamMom. OudipysHoe OXVpeHWe renaro-
LIVITOB.

Hanbonee vactoe MposiBNeHME XPOHMYECKOTO a/ikoromama —
nopaxeHue neveHn (cm. rnasy 17). OxupeHue renaToumToB (puc.
9.4) 00bI4HO pa3BMBAETCA B TEYEHWE HECKO/IbKUX [HER Aaxe mnpu
ynoTpebaeHnn HeboNbLWNX 06bEMOB CNMPTHBLIX HanMTKOB. HecmoT-
ps Ha MepenosiHeHMe MeYeHOYHbIX KMETOK KansiMu Xupa, nocnes-
HUN MOXET pacxofoBaTbCs B Mpolecce MeTabonusMa B ChyYae,
KOrja HacTynaeT nepepbiB B npueme ankoronis. Mpu nepuoamyeckmx
3aMosX MOXET BO3HWKHYTb a/KOro/bHbIA renatut. B aTom ciydae
BO3MO)XHA OCTpas MeueHOYHas HefoCTaTOYHOCTb, KOTOPOW MHOrAa
MpefLIecTBYeT cTeaTo3 (OXMpeHVe renaTouyMTOB) M MOC/e KOTOPOM
MOXeT ObITb LMPPO3 — KOHEUHasd CTafus MOPAXKEHWUs NedYeHu npu
XPOHUYECKOM a/IKOr0/In3MeE.

N3mMeHeHNs B LeHTPa/bHOW HEpPBHOM cucTeMe NPOSBAAIOTCH B
pasnMuHbIX hopmax. Yalle BCcero passmsaeTcs sHUedanonatusa Bep-
Huke (K.Wernicke; BepXHWi1 OCTPbIi remopparnyecKuin MomosHLe-
thannt), KoTopas OblBaeT M Yy NuL, He CTpadarolmX ankoronms-
MOM — Y HUX BO3HUKAET HefOCTaTOYHOCTb TMaMuHa (aBUTaMUHO3
B,). OfHako Yallle OHa BCTPEYaeTCs Y NboLWMX C MHOTO/IETHUM Mpu-
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CTpPacTMeM K CMUPTHOMY U GbICTPO MOALAETCA NIeYEHUIO TUAMUHOM.
KNMHWYecKn BblpaKeHHas HefoCTaTOUHOCTb BUTaMUHa B, xapakTe-
pU3yeTcs aTakcueli (LUCKOOPAVUHMPOBAHHOCTbL ABWXXEHUIA), CRyTaH-
HOCTbIO CO3HaHWA, OMTanbMonaerneidt (Napainy MbILL, a3a),
4acTO HMCTarmMoM (Henpou3BO/IbHbIE, PUTMUYECKME, ABYX(asHble
LOBWKEHWUA rna3). MakpocKonuyecky B rO/0BHOM MO3re BWAHbI
CUMMETPUYHBbIE OYary, BblAENAOWMECH W3MEHEHHLIM  LIBETOM,
MHOTAa MOBbILIEHHOW BAIXHOCTHIO W 3aCTOMHLIMK SBMEHUAMU, a
TaKXKe TOYEYHbIE KPOBOW3NUAHMS B NapaBeHTPUKY/SPHON 30He Ta-
namyca ¥ runotasiamyca, B COCLEBUAHbLIX (MaMUNNAPHbIX) Tenax,
Haf, BOAOMNPOBOJOM CpefHero mosra (Cu/ibBUEB BOAONPOBOL), B AHE
I Xenynouka v B nepefgHMX OTAenax Mo3euka. Mog MUKPOCKONOM
B 30HE 0YaroBbIX MOPAXEHWI BUAHLI CUILHO PacLUMpPEHHbIE COCYAbl
c (hokycamy nponugepaumm 3HOOTENNS, OKPYXXEHHbIMU KPOBOW3-
nuaHuaMK. TlocneHMe ConpoBOXAAOTCA yyacTKamm eMUennHn3a-
LMW 1 yTpaTbl HEMpPONuAA — OCHOBbI MO3rOBOW TKaHW, COCTOSLLEN
13 NepensieTaloLLmMxca HePBHbLIX BOMIOKOH.

Ha paHHMX cTaguax 60/1e3HM BCTpeyatoTcsd OTHOCUTENbHO CO-
XpaHHble HEMpPOHbI, KOTOpble CO BPEMEHEM MpeTepreBaloT fereHe-
paTVBHblE W3MEHeHMs W nornbatoT. [locne neyeHUs TUAMUHOM
NLWb Y HEKOTOPLIX NI0Ael ¢ 60/1e3HLH0 BepHuKe 06HapyXMBatoT Ha-
PYLUEHWNSA MamATU, KaK KpaTKOBPEeMEeHHOW (OMepaTUBHOI), Tak 1 Ha
OTAa/IeHHble COObITUA. Takmne HapyLleHUs 06bIYHO TPaKTYHOTCA Kak
aMHECTUYECKUIA CMHAPOM, onucaHHblA C.C.KopcakoBbiM (1854—
1900). OaHaKo Mpu KaccMYecKoM cMHApoMe KopcakoBa namsTb Ha
OTAa/IeHHble COObITMA cOXpaHeHa, aMHe3us pacnpocTpaHseTcs
NULWb Ha Npoucxogsllee UAM CNyYMBLLEECS B HEJAaBHEM MPOLLIOM.
3TOT CMHAPOM He MMEET KaKuX-11Mb0 XapaKTepHbIX Mopdosioryec-
KWUX NPU3HAKOB, KPOMe NPU3HAKOB, CBOMCTBEHHbIX BOOOLLE Mpeacy-
LLleCTBOBaBLLEN 3HLethanonaTum. MonaratoT, YTO OH ABASETCA Cea-
CTBMEM MPSMOro HeipOTOKCUYECKOrO0 JeCTBMS 3TaHONa, BO3MOXHO
COYETaloLLIerocs ¢ HefOCTaTOMHOCTLIO TMaMUHa. MHOroYMcneHHble
aHaTOMWYecKune 1ccnefoBaHUA roIOBHOrO Mo3ra 60/bHbIX ankoro-
NN3MOM, MPUHUMAEBLUUX CNIUPTHbIE HAMUTKN B TEYEHWE MHOTUX fET,
He BbISIBUM JOCTOBEPHOr0 YMEHbLUIEHUA MaccChbl 3TOM0 OpraHa, no-
3TOMY BOMPOC 0 KOPTMKA/bHbIX aTpOPUUECKUX U3MEHEHUSAX OCTaeT-
CA IMCKYCCUOHHBIM. B TO e Bpems Y HEKOTOPbIX B0/bHbIX afKoro-
NM3MOM OTMevaeTcs fAerpafaums MO3KeUKa, CBA3aHHas C yTpaToin
Kknetok lMypkuHbe (J.E.Purkinje; rpyliesngHble HeiipoHbl B Kope
MOKeUKa). BOMbLUMHCTBO UCCnefoBaTeNnel CKAOHHbI 0ObACHATb
3Ty yTpaTy CKopee B/IUSHUEM HEAOCTAaTOYHOCTW TUAMUHA, HeXenu
TOKCMYECKUM BO3[ENCTBMEM 3TaHOMA.

Y 60NbHbIX aIKOroM3MOM, KOTOpPbIe ONroe BpeMs MaoxXo nuTa-
NINCb, TaKKE MOXET ObITb AeMUENMHU3MPYOLWAs MONMHEBPONATHS
(ocobeHHO B cny4vae NPOLO/MKMTENBHOMO CAABMIEHWUS KaKOro-nmbo
HepBa), CBsi3aHHas C HefOCTaTOUYHOCTHI0 BUTaMuHa B(.

Jl0BOMLHO LUMPOK CMEKTP aKOT0bHOW NaTtonorum B CepLeUHo-
cocyamctoii cucteme. C O[HOM CTOPOHbI, NPSIMOE MOBPEXAEHUE
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3TaHO/IOM MWOKapaa MOXET MPUBECTW K KapAuoMUonaTun ¢ auna-
Tauyeid nonocTen M BeHO3HbIM 3acToem (cm, rnasbl 3 1 11). C apy-
ro CTOPOHbI, YyMepeHHOe NoTpebneHne CrMPTHBLIX HAMUTKOB MOBbI-
LUaeT YPOBeHb IMMOMPOTEMHOB BbICOKOI MIOTHOCTU U, TaknM 06pa-
30M, YMEHbLUAET BEPOATHOCTb M YacTOTY BO3HWKHOBEHWUSA WULLIEMU-
ueckomn 6one3Hun cepgua. OAHaKo 3noynoTpedeHne ankoronem, Bbl-
3bIBAIOLLUMM MOPaXKEHWE MNeyeHu, NPUBOAUT K CHUXEHUIO IMNOMNpo-
TEMHOBOW (hpaKL MK, a 3TO YCKOPSIET BO3HUKHOBEHNE KOPOHApOreH-
HOro MopakeHWs cepaua.

Mpn XPOHMYECKOM aJIKOro/n3mMe BCTPeYaloTca U Apyrue nsme-
HeHus. B HeGonbLUMX [03aX 3TaHO/ 06bIYHO CHWXKAET apTepuasibHoe
[laBNeHne, HO YdXKe Npu exxefiHeBHbIX 3 1 60/ee rNoTKax NocTeneHHo
NOSABNAETCA OTYET/IMBAsA TEHAEHUMS K TMNEepPTEH3UU. Y MHOMO Mbio-
LMX flofell OYeHb BbICOKA 4acToTa OCTPOro M XPOHWUYECKOro MaH-
KpeaTuTa, a TakKe PerpeccuBHbIX M3MEHEHWUI CKeNeTHON MycKyna-
Typbl, OTHOCUMBIX K aKOr0/IbHOW Muonatun. Yactoe ynoTtpebneHne
CMUPTHBLIX HANMUTKOB BO BpeMsi 6epeMeEHHOCTU MOXET BbI3BaTb MUK-
poLedanuio 1 YMCTBEHHYIO OTCTa/IOCTb Y pebeHKa, HepeKo couveTa-
IOLLMXCS C MOpPOKamy pasBUTUSA AUl U NMOpoKaMu cepgua. Takol
(heTasibHbI aNKOrOMbHbIA CUHAPOM MPOSIB/ISETC Y HOBOPOX[EH-
HbIX, Y KOTOpPbIX MaTtepu, 60NbHble a/IKOronnM3mMom, B nepuos bepe-
MEHHOCTU NPOAO/MHKa/IM NPUHUMATL MO 2—3 rN0TKa CNUPTHLIX Ha-
NUTKOB B fleHb. Kpome TOro, npu XpoOHWYECKOM a/iKOroiu3Me BeCbh-
Ma BbICOK PUCK pa3BUTMS paka NojocTu pTa, FOTKW, FOpTaHu, nu-
LLeBOAa, XKenyaka u, nNo-sMauMoMy, NPSMONA KULIKK 1 nerkoro. Co-
BOKYMNHasl CTereHb pUCKa MepeyncreHHbIX (POpM paka npeBbilaeT
TaKOBYH) Y 0ObIYHbIX /IOfENA B AECATKN pas.

MeTunnoBblA cnupT (MeTaHON, APEBECHBIA CNINPT) He-
PeLKO COAEPXMUTCSH BO BCEBO3MOXHbLIX PACTBOPUTENAX, aHTU(PU3aX.
B uncTom Buae oH 06M1adaeT cnabbiM CMPTOBLIM 3anaxoM, 1 B ObITy
€ro JIerko cnytatb C 3TU0BbIM cnvpToMm. Mprem 5—10 mn meTaHo-
na NpuBOAMT K TSXKeNOMYy OTpaBieHuio U cnenote, a 30 M1 — K
cvepTu. OTpaBfieHMs MEeTaHOMIOM paccnefytoT cyfebHble MeLuKu.
[JeicTByIOWLMM HauasoM B OpraHusme ABAATCA MeTabonuTbl MeTa-
HO/la — MypaBbuHasA KUCNoTa v hopManbaerni. OHU Bbi3blBaOT Me-
Tab0/IMYECKMA aLMA03, CONMPOBOXAAIOLLMICS YCMAEHHBIM 06pa30Ba-
HMEM, HeAOCTAaTOYHbIM OKWUCIEHWEM WM CBA3bIBAHWEM HENETY4Mx
KUCNOT. DTN MeTaboNNTbl TOKCUYHBI 18 CETYATKM rN1a3 U HeMPOHOB
KOpbl 60/1bLLIOr0 MO3ra, NO3TOMY Pa3BMBAIOTCA CNenoTa W Aenpec-
cus.

CBMHeLl cnocobeH Kak Obl «BNOM3aTb» B OpraHW3M, nocTe-
MEHHO HaKarnanBascb B HEM [0 TOKCMYECKOro YPOBHSA. Y B3pOC/bIX
NtOJei NPU3HAKNM MHTOKCUKaLMW 0BHapy>XMBatoTCs [A0BO/ILHO PaHo
B Buie 00Me B XMBOTE, YTOMSEMOCTU W apTpairnii (CyCTaBHbIX
6oneit). Ho y HOBOPOXAEHHbIX W AeTeil MNafLiero Bo3pacTa Masble
KOMMYEeCTBA 3TOr0 MeTasiia CrocoOHbl 3amel/ifiTb YMCTBEHHOE pas-
BUTVE eLle [0 TOro MOMEHTa, KOorfa pacro3HaeTcs Kakas-nnbo WH-
TOKCMKauua. bonee Toro, nepsble NPU3HaKM CBUHLOBON MHTOKCU-
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Kaumm y pebeHka MOryT BOOGLLE NPOABUTLCA B BUAE KatacTpodu-
4eCKOro aHueanonaTnyeckoro Kpusa (NpUcTyna).

VICTOYHMKM NOCTYM/IEHUA CBMHLLA B OPraHW3M YefioBeka MHOro-
YMCNEHHbI U LUMPOKO PacnpocTpaHeHbl B OKpyxatoLleid cpege. Uc-
NoJib30BaHNE CBMHLIOBbIX KPacOK B XXMBOMWUCKU, Hanpumep, TauT B
cebe yrposy ana opraHusma (ocobeHHO y geteitr). [opa3go ualle
BCTPEYaKOTCA pasHble BWAbl MbINU, COAEpXKalleli YacTuLpbl CBMHLA,
OT/IOKEHWS 3TOr0 MeTasifia B MoyBe W NnonajaHue ero B ChefobHble
KOPHENNOAbI, a TaKXe HaxoxfeHue B raseTHol Gymare. [Ans B3poc-
NbIX HaNBO/bLLINIA PUCK CBA3AH C NPOMECCUOHANbHBIMU BPEAHOCTS-
M1 (paboTa CO CBMHLOBbIMU pyfamu, B TOM 4MC/E B NNaBU/bHbIX
Lexax, C MeTa/f0fIoMOM, akKymynsTopamu u 6atapesmu). Kpome
TOro, NPaKkTUYeCKU BO BCEX Pa3BUTLIX CTPaHaxX HaceneHue MMeeT
KOHTaKT CO CBMHLOM. Jaxe B HekoTopbIX wratax CLUA, rae gaBHo,
MOBCEMECTHO W CTPOro 3anpeLleHo Mnosb30BaTbCa TeMU copTamu
6eH3nHa, KOTOpble COLEepPXaT CBMHEL, 3TW copTa MU3peaka nocTtyna-
t0T B Npofaxy. Bo MHOrMx cTpaHax CBUHEL, NO-MPeXHEMY COXpaHs-
€TCA B CTapblX BOLOMPOBOAHLIX TPy6ax, UCNOMbL3YeTca Npu nasHum
(naiike), copfepXuTcs B MUHepaSbHbIX 3eMefIbHbIX OT/IOKEHUSX,
BXOAMT B COCTaB KPAacoK A/1 BOOC, CMaek B OJIOBSHHbLIX OMAOHAX
WM BeApax, FOHYapHOW Ma3ypy U CAMPTHLIX HAMUTKOB AOMALLHEN
neperoHKu.

CsUHeL, NocTynaroLLmMiA B 0praHn3M 13 OKpYXKatoLLeli cpefbl, Bca-
CbIBaETCA B XeNny[oYHO-KMLIEYHOM TpakTe WM NonafaeT B KPOBb
uepe3 fierkve. B3pocnblii ropoXKaHWH B MPOMBILLIEHHO Pa3BUTHLIX
CTpaHax €eXeAHEBHO MOMyYaeT ¢ nuwein mam sogoin 100—150 mkr
CBMHUa, ¥ b 0kono 10 % 3Toro KonnyecTsa BcacbiBaeTcs. [puyemM
Hel0CTaToOK B OpraHn3me Xenesa, Ka/lbLis Un LUMHKa YCUIMBAET 3TOT
npotecc. YTo KacaeTcs NapoB CBMHLA, TO, HA0O60POT, OCHOBHAA YaCTb
MOr/IOLEHHOr0 06bema BCacblBaeTCH B KPOBb Yepe3 nerkue. Hanpu-
Mep, Y fieTeld, B OpraHvMam KOTOPbIX MONajardT B CpPefHEM MeHbLLve
06bEMbI MAPOB CBMHLLA, BcacbiBaeTcs 0Ko10 50 % macchl 3TOro MeTan-
na. JoBONLHO TPYAHO YCTaHOBUThL YPOBHU CBMHLLA B opraHu3me. Eule
HefaBHO CUMTanoch, YTO 25 MKr/4/ B nnasMe KpoBW sBnseTcs 6e3-
onacHol 40301, HO NOCNeAHNe UCCNeaoBaHNs, NpoBefeHHble B CLLA,
npvBenn K pa3paboTke HOBOro cTaHAapTa 6e30MacHOro YpoBHS CBUH-
Lia B KpoBw, paBHoro 10 mkr/an.

Y peteli okono 80—85 % BcacblBaEMOro CBMHLA OTKNablBaeTCs
B KOCTAX U pacTyLwimx 3ybax, npumepHo 5—10 % ocTaetcs B KpPOBY,
OCTa/lbHas YacCTb pPacnpefenifieTcs B MArKUX TKaHAX. W XoTa oTnoxe-
HUSA 3TOr0 MeTaa B MArKMX TKAHAX UMEIOT NepuoLbl NOSYXU3HU B
HECKO/IbKO YacOB WM faXe AHeR, Aen03nThl B KOCTAX MPOLOMKAOT
CyLLIeCTBOBATb A0/IbLUe, [0 TeX Mop, MOKa He «paccocyTCs» 3arpss-
HEHHble UMW COMEBbIE OT/IOXEHUSA B KOCTSX. Y fieTeil KOCTHbIE OT/0-
XEHWs NIOKaNM3YIOTCA, B YaCTHOCTW, B 3MU(M3apHbIX 30HaX.
B Kakoi-To cTeneHn OHW M36aBAAOT OT MonafjaHus CBUHLA B Apy-
e TKaHW, OffHaKO MeJIeHHbIA KPYroobopoT MUHEpabHbIX COCTaB-
HbIX YacTeli CKeneTa CMOCOGCTBYET MOAAEPXKAHUKO MOBbLILLEHHOIO
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YPOBHSA CBMHLA B MNMa3Me KPOBW B TEUEHME HECKOJSIbKUX MECALEB U
Jaxe neT. BblgeneHne CBMHLA MPOMCXOAMT Yepes MOYKM, YTO MOXKET
MPVBECTM K MX NMOBPEXAEHUIO.

CBUHeL, NOBpeXaaeT (hepMeHTbI MyTeM CBS3bIBaHMS C Cybprug-
PUbHBIMK TpyNnamn 1 ieHaTypupytolmmumcs 6enkamu. Mpeanona-
ratoT, 4To O6MOMOrMYeckoe AelCTBME CBMHLA BKIHOYAET TaKXe CBS-
3blBaHWe W pacluenneHve TPHK, gesopraHusauunito gyHKUMK doc-
(pokmHa3bl C KaK 4acTu CUCTEMbl BTOPUYHbIX MECCEHIKEPOB MO3ra.
["NaBHbIMM MULLEHSIMW 1 CBMHLA SABNSAKOTCA KPOBb, HEPBHas CUC-
TEMa, XXeNyA0UHO-KULLEYHbIA TPaKT U NOYKN.

3MeHeHUs B KPOBW [JOBONLHO XapaKTepHbl U ObICTPO NPOABSA-
totcs. CBMHEL, NOBpeXAaeT Aermaparasy v PeppokeTonasy (remMcuH-
TeTady) aMWHOMEBYMHOBOMN KUCIOTbI, YYaCTBYIOWEA B PasfiInuHbIX
cTagusx (hopMMpoBaHUS rema — HeGenKoBOM YacTy MOSEKY/bl re-
MOr/I06MHa, B YaCTHOCTW B MPWCOEAMHEHUN K Temy enesa. B pe-
3ynbTaTe 00pasyeTcs LIMHKOBbLIA NMPOTONOpMupuH. Takum 06pas3oMm,
M1a3MeHHbIA MOKa3aTelb CBMHLOBOrO OTPAaB/EHUS — 3TO YPOBEHb
LIMHKOBOIO NMpoTONop(upmrHa nnm ero npogykra (CBO60AHOM0 3puUT-
pouuTapHoro nopmpuHa). Mpy 3ToM 0ObIYHO BO3HUKAKOT UKPOLU-
TapHas (remMonMTUYeckass MUKpocqepounTapHas) rMNoxXpoMHas u
Nerkas reMoUTUYeCKas aHeMusi U faxke 6onee xapakTepHas Toyeu-
Has 6a30(hn/IbHAas 3epHUCTOCTb IPUTPOLIUTOB.

K CBMHLOBOI MHTOKCMKALMWN OCOBEHHO BOCMPUMMYMBLI AETH, Y
KOTOpPbIX MOPaXaeTcs rofoBHOW Mo3r. MopaxeHWs MOryT GbiTb He-
3HAUUTENBHLIMA W HEYNOBUMBLIMW WA K€ MAacCUMBHbIMU U CMep-
Te/lbHbIMK. B nepBoM criyvae MOpOIOrMyeckne M3MeHeHUs Bblpa-
YKEHbI M/10X0 M YETKO He TPaKTYyKTCA. BO3MOXHO OHU CBA3aHbI C Ha-
pyLleHem QyHKUMM dochokmnHasbl C, N HEKOTOPbIE M3 pacnosHa-
BaeMbIX M3MEHEeHWI CTaHOBATCA HeobpaTumbiMu. [Mpu 6onee Taxe-
NOM BapuaHTe MNOpaKeHWe MOo3ra COMPOBOXAAETCH BbIPaKEHHLIM
OTEKOM CO CI/TXKUBAHUEM U CY)XXKEHMEM 6OPO3[, a TaKKe YNOLeHu-
eM M3BUAVH. o4 MMKPOCKOMNOM MOXHO BWAETb MPU3HAKM AeMue-
NNHM3ALMN MO3rOBOr0 M MO3XEUKOBOro 6enoro BelyecTsa, rubesb
KOPTMKaNbHbIX HEMPOHOB C AnGQY3HOA nponudepalmeid acTpouu-
TOB. Hepeako B Me/IKMX Kanunaapax B 30He MOBPEXAeHUs 3aMeTHa
nponudepauns sHAOTENUS. Y B3POC/bIX FOIOBHOM MO3I NOpaXaeTcs
pexe, HO YaCTO pas3BMBaeTCA HeBpoMmaTust nepudepuyeckux HepBOB
C JemuenuHuzauveit. ocneaHsas 3aTparvBaeT CTBOMbI ABUraTesb-
HON WHHepBauMW pasrmbaTenbHbIX MbILWL, 3ansCcTbd U NasbleB —
HabMAaeTCs CMMMNTOM OTBUC/bIX (CBUCAIOLLMX) KUCTElA 1 CToM.

Hanbonee sApkme KIMHWYECKVE MPOSIB/IEHWS CBMHLIOBOTO MOpadKe-
HUS1 Y B3POC/IbIX CBSA3aHbl C XKeNY[0UYHO-KMLLEYHbIM TpakToM. CBUWH-
L0Bas KO/MMKA, XapaKTepU3yHLLasacs OYeHb CUJIbHBIMKU U PasuTbl-
MW GONISIMM B XKMBOTE, HEPEAKO COMPOBOXKAAETCS 3HAYUTE/bHbIM
CMasMOM W HampshKeHWEeM MbIlL, MepegHen GPHOLLIHON CTEHKW.
JTO CO3AaeT BMeYaT/eHMe «XUPYPruYeckoro» OCTPOro >KMBOTA.
BMmecTe ¢ TeM B KMLLEUYHMKE HE YAaeTcs 0OHapy>uTb Mopdosoru-
YECKMX U3MEHeHWI, HO BAO/Mb KPaeB AeCeH 4acTo BO3HUKAET CBUH-
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LoBas IMHUA —MOJI0CKa npeumnuTarta cynsuia cBrMHuUa. XoTa aTa
NNHWA TUNWYHA G183 NOPaXEeHMS CBMHLOM, MOA06HbIE MONOCKHM
BO3HUKAKOT U MpY BO3AEACTBUAX PTYTbHO.

Mo cpaBHEHWMIO C KPOBLIO U HEPBHOW CMUCTEMOIW MOYKM B MaTo-
NOTMYECKUA MPOLLECC BOBMEKAKOTCSH peXe. TeM He MEHee B HMX
MOXET Pa3BMUTLCA XPOHUYECKNIA TYOYNONHTEPCTULMANBHBIA HEPpUT
ECM. rnasy 18) nnm cmHapom ®aHkoHM (G.Fanconi) ¢ rnroKo3ypuer

MpW HapyLleHWn 06paTHOro BCACbIBAHUA T/IHOKO3bl U3 MEPBUYHONA
MOYM B KPOBb), amMMHOaUMAypuei (MOBLILEHHBIM BbIBEAEHWEM C
MOYOI aMMHOKUCNOT) U (pocthaTypueid (BbiIBeAEHUEM C MOYOW No-
BbILUEHHOTO KONMYECTBa ABYX3aMELLEHHbIX coseli hochopHOA Kumc-
NOTbl), KOTOPble BO3HWMKAKT BTOPWUYHO, BCAEA 3a MOBPEXAEHUEM
TPaHCMOPTHbIX MEXaHU3MOB KNeTOK KaHasbLeB. BeTpeyaetcs v npo-
TEMHYpUs, NpU KOTOpOli peabcopbumsi (obpaTHoe BcacbiBaHWE B
KPOBb BELLECTB, PaCTBOPEHHbLIX B MOYe) OE/TKOB MOYM MPUBOAUT K
HaKOMMEHWNIO KPYMHbIX 303MHOGUIbHBIX Kanefb B KAeTKax KaHasb-
LIeBOro anuTenus. Ecav cBUHL0Bas MHTOKCUKAaLMS Nporpeccupyer,
TO NMOCTEMNEHHO CHMXaeTca KyboukoBasa unbTpauus n'y 60bHbIX
pa3BMBaeTCA MO4YeyHas HeAOCTaTOYHOCTb. [OBpeXAeHMe MoueK
NpensaTCcTBYeT TakKe HOPMasibHOW 3SKCKPELMU MOQYEBOW KWCMOTHI,
YTO COMPOBOXAAETCA TUMepypuKkeMmneli (MOBbILEHHLIM COAepXKaHu-
€M MOYEBOW KUCNOTbI B MOqeg) M TaK Ha3blBaeMO caTypHOBOW Nopa-
rpoii (Saturnus — Ha3BaHWe CBMHLA Y alXMMWKOB, OTCloga — ca-
TYPHM3M —XPOHNYECKOE OTPaB/iEHME CBMHLOM; Mofarpa —OT/10Xe-
HMe B TKaHsX COME MOYEBOW KUCOThI).

CBOEBPEMEHHbIA 1 NPaBU/bHBIA KIMHWYECKWIA ANarHO3 0T paB/e-
HVSt CBYHLIOM — PeAKOCTb. HOrAa nepBbIMM KNKOYEBbIMU NMPU3HaKa-
MU 415 ero NOCTaHOBKM SBASAIOTCA aHeMUs 1 6a3otunibHas 3epHUC-
TOCTb 3pUTPOLMTOB. TMOUTU BCerfa Hy>KHbl HafeXHble NOATBEPXe-
HWA [MarH03a — MOBbILUEHUE COAEpXXaHUs CBOGOAHOr0 3pUTPOLU-
TapHoro nporonopgupuHa (6onee 50 MKr/an) nam e ypoBHS LWH-
KOBOro NpoTonopguprHa B naasme KpoBu. Jpyrumm BaKHbIMU NO-
KasaTeNsiMM MOTyT CNYXXWTb MOBbILEHHAA 3KCKPELUs amUHOMEBY-
NMHOBOW KUCNOTbl C MOYOWA. ECAM KOHTaKT 60/IbHOTO CO CBUHLLOM
npekpawaeTcs MnM JocTuraeT 06bIMHOM0 06beEMa, TO COAEpXKaHue
CBMHLA B Mja3Me KPOBM MOCTEMEHHO YMEHbLUAETCS B pesy/bTare
06pa30BaHMs XenaToB (KOMM/JIEKCOHOB — OPraHWMYeCcKMX BELLECTB,
06pasyloLmx B pacTBOpax MPOYHbIE COEAUHEHUS C KATUOHAMWU MHO-
rMx MeTansios). B Takoi cuTyauum U3MeHeHWst B KPOBM U MOYKaxX, a
TaKkXkKe NPOLECChl, HayaBLUMECA B Mepupepuuecknx Hepeax, MOryT
0KasaTbCsi 06paTMMbIMK, OHAKO MOPaXKeHMe rOfI0BHOr0 MO3ra Co-
XpaHsieTcs.

KaHueporeHb OKpyXallWwen cpefbl n Npo-
heccnMoHanbHbIX Bo3feAcTBUIK. [0 gaHHbIM AMepu-
KaHCKOTr0 areHTCTBa MO OXpaHe OT BPESHOr0 BO3MEWCTBMA OKpY-
artoLLein cpeapl, okono 20 % cybCcTaHUMIA, MCMONb3YeMbIX YeNioBe-
KOM B PasfMuHbIX LEensx, SABASOTCA BO3MOXHbLIMU XUMUYECKUMM
KaHLieporeHamu. KOHEYHO, cam TEPMUH «KaHLIepOreH» MOXHO ocna-
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puBaThb, MOCKOJIbKY CBOMCTBO, KOTOPOE OH 03HA4aeT, 4acTo npunu-
CblBalOT TOMY WM UHOMY BELLECTBY Ha OCHOBaHUW 3MWAEMMUONOrU-
YECKMX UMM 3KCMEPUMEHTATbHBIX JaHHbIX. TeM He MeHee 60/bLLOe
KOMIMYECTBO Cy6CTaHUMIA B OKpYXKatoLleil (0CO6EHHO NPOMBILLIEH-
HOIA) cpeae SBNSETCA KaHLEepOreHHbIM. Hapsay ¢ KypeHWem OHW ur-
patoT BaXKHYIO pO/ib B BOHUKHOBEHWUW MO MeHbLLen mepe 50 % Bcex
3/10Ka4YeCTBEHHbIX HOBOOOpPa3oBaHWil. HekoTopble BaKHelilLMe cy6-
CTaHUMW 1 areHTbl NepeyvncneHbl B Tabn. 9.6.

Ta6nuuya 9.6. KaHUeporeHHble areHTbl H BbI3bIBaEMbIe VMM OMYXO/

AreHTbI (C yKasaH/em paGoTHMKOB, NoABepraio-

=

10.

11

LLMXCS PUCKY)

. MbIWbSK (LUaxTepbl, NPOU3BOAUTENN U

noTpe6UTeNn NHCEKTULMAOB, PabOTHUKM
XMMUYECKUX MPOU3BOACTB)

. AcbecT (cm. rnasy 15)

. BeHson (pa6ouvie pesMHOBLIX U LLeMEHT-

HbIX MPOW3BOACTB, BUHOKYPbI, NPON3BO-
AUTENN N NOTPEBUTENN BCEBO3MOXHbIX
KpacuTeneid)

. p-HagTunamuH (pabouve pesmHOBbLIX U

NTAKOKPACOUHbIX NPOU3BOACTB)

. BuHunxnopug (npovsBoauTeny nnactu-

YeCcKOro NOMUBUHWAXIOPMAA W APYTUX
nonnMMepoB)

Kagmuii (LuaxTepbl LUHKOBbIX, CBUHLLO-
BbIX U MeAHbIX PYAHWKOB; paboTHUKM,

MMetoLLMe 4e1o C MoayrnpoBoAHUKAMMU,
aKKymMynsaTopamu)

. HyKenb (LWaxTepbl HUKENEBbLIX PYyAHWUKOB,

nvua, paboTaloLme ¢ MUHepanaMmn HUKens)
HuTputbl (cMm. rnasy 16)

. CurapeTHbIi fibilM

YpaH (LaxTepbl YpaHOBbIX PYAHUKOB ©
paboune, obpadaTbiBatoLLMe MUHepasbl
ypaHa)

Xpom (npousBoauTeNnn u NoTpebuTenu)

HapKoTuku.

Onyxonn

KapunHomMma KOXXW, fierkoro,
nevyeHu

BpOHXOreHHbI paK, MesoTe-
nmoma

Muwucnonciikos

Pak MOYeBOro ny3bIps

AHIrMocapkoMa neyeHu

Pak npefcTaTe/ibHOW Kenesbl.
noyek

Pak 0KO0N0HOCOBbIX
nerkoro

KapunHoma xenyaka
BpPOHXOreHHbIN paK Nerkoro
Pak nerkoro

nasyx,

PakK nonoctn Hoca 1 0KOMOHO-
COBbIX Nasyx, 1erkoro, roptaHu

K coxaneHuto, 310ynoTpe6neHne HapKoTHKa-

MV B BUfe MCUXOTPOMHBIX CPEACTB (HampumMep, MapuxyaHbl, KOKau-
Ha 1 repoMHa) PacnpoCcTPaHWUIOCh B MPOMbILLIEHHO Pa3BUTBLIX CTpa-
Hax MOYTW B TaKOW Xe CTEMneHW, Kak KypeHue W askoronusm. as-
Hble MPUYMHBI: NePBOHaYabHOE NHOGOMBITCTBO /HOAEA B OCHOBHOM
MONOAbIX W CNefOBaHME MOfE, a 3aTeM XXecTKas MCUxopusnonoru-
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yeckas 3aBMCUMOCTb. K HacTallemMy BpeMeHU 0Koso 4 % HaceneHus
3eMIn perynspHo NOTPEBNAIOT HAPKOTUKK, U 3Ta Lngpa MeLeHHO,
HO HEYK/IOHHO pacTeT. o ouumanbHbIM aHHbLIM, Yke B 90-e rojb!
XX B. 6onee 50 % cTaplieknaccHukos B CLLUA TaK uam nHave npu-
meHAnn MapuxyaHy (no R.S.Cotran, V.Kumar, T.Collins, 1998). Ko-
NNYECTBO MOJOLEXM, E€XErof4HO BOB/EKAEMOM B 3TOT MOPOYHBLIA
Kpyr, Npojo/KaeT yBeNMunBaThCA. ITO OCOBEHHO HarnsfgHO BUAHO
Ha npyMepe NOTpebneHNs KOKamHa B TeX cTpaHax, rae aTo nekapcT-
BEHHOe CpefCcTBO npogaetcs 6e3 orpaHuueHuid. o gaHHbIM Haumo-
Ha/IbHOro Hapkonoruyeckoro mHctutyta CLUA, B 1974 1. Hepery-
NAPHO YNOTPebAs/ I KOKauH HeEMHOr1M 6onee 5 MIH ameprKaHLeB,
a yepes 20 neT —yke CBbile 25 MAH. Takum 06pa3oM, B HacTOsLLEE
BpemMs npo6siemMa HapKOMaHWiA Bce GOJblUe CTAHOBUTCA NPO6/emMoi
BbDKMBAHUSA YenoBeyecTBa. [0CKONbLKY MHOrve 60/bHbIe HApKOMa-
HMei 1Cnonb3ytoT 60Mee YeM OAMH HAPKOTUK, aHaIU3MpPoBaTb Bpe-
[OHOCHOE BO3[EICTBME KaKOro-imbo OJHOr0 CpefcTBa 3aTpyAHU-
Te/IbHO. TEM He MeHee BOMPOC 3TOT Henaoxo usyyeH. OCTaHOBUMCS
Ha BO34eliCTBMM NULb Hambonee ynoTpebnsieMbIX HapKOTUKOB —
MapuxyaHbl, KOKavHa 1 repovHa.

1 MapuxyaHa — ucnaHCKoe HasBaHue pacTeHus (Marijuana);
MMEITC MHOTOYMC/IEHHbIE Hay4Hble U ObITOBblE CUHOHUMbI: Can-
nabis sativa (Tpasa nonesHas), Cannabis Indica (Tpasa UHAMICKaA),
aHawa u gp. Ha poccuincKOM pbiHKe pacnpocTpaHeHbl BCEBO3MOX-
Hble MPOU3BOAHbIE, Yalle BCEro B BUAE TOW MM UHOI pasHOBUAHOC-
M rawmia. MHOro4mc/eHHble UCCNefoBaHMs Nokasain, YTO BO3-
[e/icTBME MapuXyaHbl Ha MONOAbIX NtOAeN ABNSETCH OTHIOAb Hebes-
06UAHbIM. AKTUBHOW Cy6CTaHLMeR, HaigeHHoi B cmone Cannabis
sativa, aBnsetcsa fgenbta-9-tetparngpokaHHabuHon (THC). Bebicy-
LUEHHBIE NINCTbA WAWN LBETYLLME TO/IOBKN 3TOr0 PacTeHUs BCTpeya-
toTcA U B Poccun. B paBHbIX MPONOpLMAX UX NOAMELLMBAKOT 00blY-
HO K Tabaky B curapetax v nanupocax. YKasaHHble YacTuW pacTeHus
MOTrYT TaKkKe MOTPebnATbCA € NULLEN, HanuTKamu. M3 HUX nonyda-
tOT BbITSKKMW, MNPOAYKTbI KOTOPbIX 3aTeM BBOAAT BHYTPUBEHHO.
Korga akTuBHas CybCTaHLUMSA CMOJIbl CTAHOBUTCS NIETYYel Npu Kype-
HUK, okono 50 % ee o6bema BCacbIBAeTCA Yepes flerkue, Ho Npu ne-
popajibHOM MNPUMMEHEHMN ycBamBaeTcA TOMbKo 10 % MacChbl 3TOM
cmonbl. awmw cogepxut okoso 10 % THC. OcTtaHOBUMCS Ha BaX-
HEMLINX U3MEHEHUSX, BbI3bIBAEMbIX B OpPraHU3me 60bwmmMu 1 4oS-
rOBPEMEHHO MOTPEB/ISIEMbIMU f103aMN MAPUXYaHbI.

BbiKypuBaHue faxe O4HOM curapeTbl NMPUBOAMT K MOBEAEHYec-
KM W MCUXMYECKUM HapyLleHMAM. Takol KypuibLiMK O0ObIYHO
CTPEMUTCS JOCTWUYb 3ichopun (MOBbILLEHHO 61ArofyLIHOro HacTpo-
eHUs, BeCneYHOCTU N CHVKEHUS KPUTUYECKOW OLEHKW CBOEro Co-
CTOSHUMSA), penakcauum (paccnabneHms MbllL, U CHATUSA NCUXUYeC-
KOr0 HanpskeHus), pasinyHbIX U3MEHEHWA YyBCTBUTENbHOIO BOC-
npuatus. Mpy Npofo/mKatoLeMcs NPUMEHEHUW raluuwia aTu Hapy-
LUEHUA MOTYT NPOrpeccmMpoBaTb U NPUBOLUTL K CHVKEHWIO pacro-
3HaBaTe/lbHbIX W MCUXOMOTOPHBIX (YNPaBiseMbIX ABUraTe/bHbIX)
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(hYHKUMA (OLEHKa BPEMEHWN CYTOK, CKOPOCTW, PacCTOSHWIA, 3ameq-
NeHve peakuunin) u apyrux (YHKUWUA, CHUDKEHWE KOTOPbIX 4acTo
NPUBOAMT K paHeHUsAM 1 rnbenn B KatacTpodax. MHOXeCTBO M0J10-
ObIX NIofe, KypUBLUMX MapuxyaHy, nornénM B aBTOMOOW/bHBIX U
APYTUX TPAHCMOPTHbIX KaTacTpodax. VI3BECTHO, YTO Y HEKOTOPbIX
JUL, MapkxyaHa CrnocobHa Takxe NpOBOLMPOBAaTb TPAH3WUTOPHbIN
(CKOpOTEYHbIiA) ncKxo3. OTMeYeHO, YTO BbIKypuBaHUe 3—4 curapeT
C MapuxyaHoii B [ileHb fBMSETCS TOYHO TakKWMM e (JakTOpoM, Cho-
COOCTBYIOLLMM Pa3BUTMIO OCTPOrO U XPOHUYECKOr0 OBPOHXMTa, KaK U
eXefHeBHOe KypeHue 20 0OblYHbIX CUrapeTr ¢ (uabLTpoM. Pacter
YBEPEHHOCTb W B TOM, YTO [0/ITOBPEMEHHOE WCMO/b30BaHME CUrapeT
C MapvixyaHoii BbI3bIBaeT PUCK KaHLeporeHesa B /IEFOYHON TKaHW.
WmetoTca gaHHble (B OCHOBHOM 3KCMEPUMEHTaNbHbIE) O narybHoOM
B/IMSAHAM MapuXxyaHbl Ha MA0LOBWTOCTb, B YaCTHOCTU Ha MOABUXK-
HOCTb CMepMaTo30MJ0B U YPOBEHb TECTOCTEPOHA B MNJa3mMe KPOBM.
Y SKEHLMH, NPUHUMAaBLUMX MapuxyaHy BO BpeMsi GepemMeHHOCTM,
OTMeYeHbl 3aMef/IeHne Pa3BUTUSA NIoda, NPeXAeBpeMeHHble pPofpbl,
HM3Kas Macca Tena pebeHka npu poxaeHnU. HOBOPOXAEHHbIE Y
TaKMX MaTepeli Yalle CBOMX HOPMasibHbIX CBEPCTHMKOB OOMEHOT neit-
KO30M. Y B3pOC/bIX UL, JOMT0 YNOTPEONABLUMX MapuxyaHy, vatle
06HaPYXXMBAOT CHMXKEHME KNETOYHOTO W ryMOPa/IbHOro MMMYHWNTE-
Ta 1 B 3TOI CBA3W YA3BUMOCTb MO OTHOLUEHUIO K MH(EKLMAM.

2. KokauH. 3TO BeLLecTBO UMEET MeHbLUe Pas/inyHbIX CUHOHU-
MOB, YeM «MapuxyaHa». HefaBHO CUMTanOCb, YTO «KOKaMHOBas»
npo6siema B pa3BuTbIX CTpaHax —Yyaen npowsnoro. OaHako B 1986 T.
[JoKnag HaunoHanbHOro Hapkosiornyeckoro uHcetutyta CLUA mHo-
rmx BepHyn K peanbHocTtu. Okasanocb, 4yto B CLLUA npoxusatoT
6 MJIH YefloBeK, perynspHo NoTPebnsAoLLmMX KOKauH, Cpean KOTopbIX
2 M/IH HapKOMaHOB-KOKaMHUCTOB. KOKaMH — ankanoug, aKcTparu-
PyeMblii 3 IMCTbEB KycTapHMKa Koka (Erythroxylum Coca), pacTy-
Lero B Tponukax HKOXXHOM AmMepuku 1 A3un, Kak npasuio, npoga-
eTCA B KAYecTBe BOAOPaCTBOPUMOro MOPOLLKA, ruapoxnopuga Ko-
KavHa, CMELIaHHOro C Ta/lbKOM WAW APYTM BHELUHE CXOAHbIM
6enbiM MOPOLIKOM. Tpy 3KCTPAKLMW aNKasionaa B YNCTOM Buae 13
yKa3aHHOM T1ApOXI0pPUAHON (hOpMbl MONyYaeTCs Lie/ibHas cybCTaH-
LUMs, KoTopas M3-3a TPECKa, M3[aBaeMoro npu HarpeeaHuu, 6bina
HasBaHa KpakoMm. XOTs (PapMakosiorMyeckoe AenCcTBrME KOKauHa M
KpP3Ka MAEHTMYHO, 3(PgeKT OT nocnegHero cunbHee. O6e opmbl
Nerko BCacbIBalOTCA Yepe3 CAU3NUCTYHO 060/104KY Hoca npu ucnape-
HUSX HarpeBaeMoro Kpaka, Yepes sierkue nNpu KypeHuu, Yepes xeny-
[LOYHO-KMLLEYHBIA TpakT Npu npuemMe Yepes poT, a Takke B CNy4ae
MOAKOXHOT0 MW BHYTPUBEHHOTO BBEAEHUA.

dapMaKo/IorM4yeckoe AeinCTBMe KOKanHa pasHoo6pasHo. OH -
POKO MPUMEHSETCA KaK MECTHbI aHeCTETUK, OCOOEHHO MpU XUpyp-
TMYECKMX BMeLLaTeNbCTBaX B POTOBOW MONMOCTW. B 6onee BbICOKMX
[l03aX OH ABNSIETCA CUMbHLIM CTUMYNATOPOM LIEHTPaSIbHOM HepBHOM
CUCTEMbI, 6JIOKMPYIOLLMM MOBTOPHOE YCBOEHUE TMApOTapTpaTa Hop-
afipeHanuHa (HOpanuHegpuHa, COCYLOCYXXMBAOLLEr0 M Mpeccop-
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HOro cTumynsaTopa 6eTa-agpeHOpeLenTopoB cepaua), AodamuHa
(cxoaHbIA MexaHU3M [eCTBMS) U CEPOTOHMHA (06nagaeT nepude-
PUYECKUM COCY[OCYXXMBAIOLLMM 3(D(HEKTOM) Ha YPOBHE MpecuHan-
TUYECKUX HEPBHbIX OKOHYaHWiA. B pesynbTaTe MOBbILAETCSA Konnye-
CTBO 3TUX HEAPOTPaAHCMWUTTEPOB B 30HAX MOCTCMHAMTUYECKUX pe-
LenTopoB. Kpome TOro, Bo3pacTaeT CMHTE3 HOP3NUHE(PUHA U LO-
thamunHa. BbICOKME YpoBHW fothaMUHA BbI3bIBAKOT YyBCTBO 3lihopuu,
B TO XKe Bpems HOpP3NUHepPUH NPUBOAUT K afjpeHeprnyeckum npo-
SIBJIEHNAIM, B KOTOPbIX MeAMATOPHbIA HOpaApeHannH urpaet 60/b-
LLUYO PO/ib B CUHANTUYECKOW nepefade HEPBHOrO MMMYsbCa C HEpPB-
HOro BOJIOKHA Ha KNeTKy. Cpeau aTUX NPOSBAEHWNIA cneayeT Ha3BaTb
apTepuanbHy0 TMNepTeH3NI0, TaXMKap4Wio U cnasM COoCyAoB, KOTO-
pble MOTYT GbITb MPUYMHOI KOPOHAPHOIO CTEHO3a (CY>KEHUS KOpo-
HapHbIX apTepuil) N POKOBBLIX MLLEMWUYECKNX U3MEHEHUIA B MUOKap-
Ae. OHM CBA3aHbI CO CTOMKUM KaNbLWA3aBUCMMbIM CMa3MoM rnaj:
KMX MbILLIL, COCYAMCTOW CTEHKM HE3aBUCMMO OT CUMMaTUYECKOU
HepBHOM cncTeMbl. CNOXHEE MOHATbL MeXaHW3M TPOMO03a, KOTOpbIii
BO3HMKAET B 30HaX CY>KEHUs COCYLOB.

WNHTeHCMBHAA ahopus HaCTynaeT YKe Yepe3 HECKOIbKO MUHYT
rocsie npvema KokavHa v ncyesaet cnycta 15—40 MyH. VicuesHose-
HMe 3lopUM YacTO COMPOBOXKAAETCA Aenpeccuein (YrHEeTEHHbIM
NcMxon3noNOrMYecKMM coCTosiHMeM). [ns noggepxaHust aido-
pPUN HEKOTOPble MIKOAW, NOTPebNsAoLLIME KOKaWH, MPUMEHSIOT Mo-
BTOPHbIE [03bl Yepe3 Hebo/bLINE NHTePBa/IbI BPEMEHU. ITO (hOpMU-
PYeT CUMbHENLY NOTPe6HOCTb B HApKOTMKE, ropasfo 60/bLuyto,
UeM Y 1L, PErynsipHO NPUHUMAKOLWNX KOKauH. MpuyeMm noBTOpsto-
Lyecs [03bl CMOCOGCTBYHOT PasBUTUIO TOEPAHTHOCTM (NPUBbIKa-
HUSA M NEepeHOCUMOCTM) K BO3LENCTBMIO KOKauHa. Takum 06pa3om,
no Mepe yBenmMueHns obbemMa BBOLMMOIO MPOAyKTa alicopus nocte-
MEHHO CTaHOBWUTCA MEHee MPOAC/DKUTENIbHOW W MHTEHCUBHOW.
Takas cUTyalumusa MOHYXIAET K fa/lbHeiiLlemMy YBENMYeHNI0 CyMmap-
HbIX [03. BO3HMKaeT NOPOYHbLIA KPyr, BO3HWKAKOT MO3roBble Hapy-
LUEHMS, YTHETEHUE AbIXaHUs, U YenoBek normbaeT. MNomyumo ynoms-
HYTbIX BbILLIE TUMEPTEH3UN 1 TaXUKapaun, XPOHNHECKNIA KOKaMHN3M
MOXXET CMOCOOCTBOBATL MOSBNIEHMIO TSHXKE/ION CEPAEYHOR apuTMnK U
BHE3arHoi ocTaHoBKU cepaua. Kpome Toro, y Takux 60/bHbIX YacTo
pa3BuBaeTCA MH(apKT MUOKapLa Ha OCHOBE OCTPOM WM XPOHUYeC-
Kol (y 6osiee NOXWU/bIX MWL) ULLEMUYECKO GoniesHn cepaua. Pexe
BCTPEUaroTCA MMOKApPAUT M KapAWOMUONATWs C AunaTauuen xeny-
[04YKOB. OCTaeTcsl HesICHbIM, SIBASIETCA M MUOKAPAMT CNeACTBUEM
WNHTEPKYPPEHTHON (CNy4yaitHOM, OCNOXHSAOLLEN) WHDEKUMUM, peak-
LMW TUNEPYYBCTBMTENBHOCTY K KOKauHY, ULLEMUYECKNX MOBPEXe-
HWUIA MUOKapfa BCMeACTBMe Crna3Ma MefIKMX BEeTBell KOPOHapHbIX ap-
TEPUIA UNN MOBPEXAEHWIA, BbI3BaHHLIX KaTexonaMuHOM. Eule pexe
BCTpeYaeTcs pa3pbiB BOCXOAALLEA YacTu Lyrn aopTbl, NPeLnonoXu-
TeNbHO CBA3AHHbIN C MMMNepTEH3UEN.

MoTpe6neHre KokamHa nNpu GepeMeHHOCTU OMNAacHO W ANS XKeH-
WKUHbI 1N Ang nnoja. MaTouHble KPOBOTEUEHUSA, OTC/OMKA NiaLeH-
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Thl, NPEXJEeBPEMEHHbIE POAbI, 3aMef/IeHHOe PasBUTUE W POXAeHUe
MepTBOro Mnnofa, CBepPXBo30yAMMOCTb HOBOPOXAEHHbLIX — BOT nepe-
UeHb Hambosee U3BECTHBLIX OCIOXHEHWUIA 3TOr0 BMAA HAPKOMAaHWK.

3. lepovH. Ero ynoTpe6nstoT He TakK LUMPOKO, KakK KOKauH, HO
repouH SBNSETCA CaMbIM OMAacHbIM HAPKOTMKOM. JTO OMuWaT, T.e.
ankanoug, 61M3KWiA K npenaparaM rpynnbl ONus — MOPgNHY, MeTa-
[OHY, KOAEWHY — MpOM3BOAHLIM ONUIAHOrO (CHOTBOPHOrO) Maka
Papaver somniferum L. Bpeg OT npvema repouHa BefiMK 1 pasHO06-
paseH. MaTonorMyecknii NPOLECC HaAYMHAETCs € 6bICTPO BO3HMKaIO-
Lell 3aBMCMMOCTU OT HApKOTUKA, HACTOMbKO CUIbHOM, YTO Yy nauu-
eHTa pa3BMBaeTCH HENPEeoAONMMbIA CTpax nepes BO3MOXHbLIM Mpe-
KpaLLleH1eM ero BeefieHVs. ["eponH NpoJatoT B BMAE CMECU C KaKuM-
NNBO Jpyrum 1 Toxxe 6en10BaThbiM NOPOLLKOM, TaSIbKOM WK AaXe XU-
HWHOM. Byyun pacTBOPEHHbLIM B BOAE, repOVH BBOASAT BHYTPUBEH-
HO_W/M MOf,_KOXY MOYTW BCErja BMECTe C PacTUTEIbHON 1 MUKPO6-
HOW (hIOpoW TOW BOAbI, KOTOPYIO WMCMOMb3YHOT A1 NPUroTOBEHUSA
pacTBopa. UYyBCTBO YCMOKOEHUSA, WCYE3HOBEHWE HANPSKEHUS,
NHOBbLIX CTPaxoB, HaKOHEL, 3dopus — BCe 3TO NPOAOHKAETCA NNLLb
B TEYEHUE HECKOJIbKMX YacOB MOC/E UHBLEKLUUU Y MOXKET MOALEPXKM-
BaTbCA MyTeM NMOBTOPHbLIX BBEAEHWI HapkoTUKa. IMpu 3TOM onuaTl
BbI3bIBAIOT MPOrpeccypytoLLiee MPMBbIKaHWE, COMPOBO>KAAEMOe BCe YBE-
JMUVBAIOLLMMUCA  JO3MPOBKaMU A AOCTVdKEHWs adhipekTa. Takas
YKECTOKas 3aBMCMMOCTb OT FepOMHa 4acTo MPUBOAUT K HACWUIUIO U
NPecTynIeHNo ANa TOro, YTobbl 06bIM MyTeM Pa3fobbiTb OCTPO
Heo6X0MMOe BELLECTBO.

Bce onvatbl BAWAIOT Ha Te Xe Crneuuguyeckue peLenTopsbl, Ha
KOTOpbIe BO3AENCTBYIOT HOPMa/lbHbIE 3HAOTEHHbIE OMMOUAHbIE Men-
TUAbI — 3HKeaUHbl, SHAOPPUHBLI U ANHOP(DUHLI (MEpeYncneHHble
rpynnsl ONMOMA0B BKNOYAOT B cebs HeliponenTuibl, obnagatoLye
MOP(UHONOAOOHLIM MEXaHU3MOM AeACTBUSA, T.e. PerynmpyroLime
COH, CHWXarouime 60Mb, CTPax U T.4.). YKa3aHHble peLenTopbl Lin-
POKO pacnpocTpaHeHbl B OpraHu3me, HO B OCHOBHOM OHW HaxXoAAaT-
CA B r0/IOBHOM MO3re, a TakXXe B 3HJOKPWUHHOW, NuULLeBapuTeNnbHOM
N CepAeyHo-COCYANCTON cucTemax. B yacTHOCTM repovH obnagaet
TPOMU3MOM K TKaHW Mo3ra. byfyum oTHOCUMTENbHO HETOKCUYHbLIM B
MasibIX 033X, OH TeM He MeHee BbI3blBaeT MHOIOUUC/IEHHbIE Mopa-
YEHUS.

MOCTOSHHOW Yrpo30it ANs YenoBeKa, MOTPEONAOLEro repovH B
TeYeHVe NPOJOIKMUTENIbHOTO BPEMEHW, SBASETCA BHE3anHas CMepTb.
Mpesensl Nepefo3vpPoOBOK, NPY KOTOPLIX HACTYnaeT CMepTb, HE BbIsC-
HEHbl, TaK KaK «yNMuHble 06pasiibl» MPOAYKTOB, KOTOpble yMepLLve
BBOAM/N cebe B BeHy, cogepxkann oT 2 4o 90 % repomHa. o NoHAT-
HbIM MPUYMHaM B 60/bLLUMHCTBE CyYaeB repovH 3HauUTeNbHO passe-
%eH. B cuny pasHbIX 06CTOATENLCTB (HanpumMep, B 3aK/OYeHUn) y

0/IbHOr0 HApPKOMaHWeNn MOXET 6blTb yTpaueHa TONepPaHTHOCTb K re-
POVHY, ¥ TOrfa faxe HebOMblUas NepefosnpoBKa MOXET COMPOBOXK-
[aTbCs TPEMS BXXHENLUUMU CUHAPOMAMM: [yBOKUM YrHETEHUEM [bl-
XaHisl, apU TMVSIMA 1 OCTaHOBKOW CepaLa, TSDKEbIM OTEKOM JIETKUX.
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Mpn naToNoroaHaTOMUYECKOM UCCMe0BaHUM TPYMOB HOfEN,
310ynoTpebnaBLUMX TepOMHOM, OBHapyXXuMBatOT creaytollee. Jlerou-
HbIE OC/MIOXHEHWS: YMEPEHHbIN UM BbIP&XKEHHbLIA OTEK, MUKPOGHas
amMbosnA B MeNKMX cocygax, abeLeccbl, MHEBMOHUK, 0BYCNOB/IEHHbIE
ONMNOPTYHUCTUYECKUMMN MH(EKUMAMM, a TakxKe rpaHynemMbl MHOPOA-
HbIX Te/, (POPMUPYIOLLMECS B OTBET Ha OT/IOXKEHUS YaCTUL, Ta/lbKa U
Jpyrux npuMecell K BBOAMBLLEMYCS HAPKOTUKY. MpuyunHamm nHesmo-
HWA 1 abCLIECCOB YacTo ABNAIOTCH CNabOBUPY/IEHTHbIE BO3BYAUTENN,
Hanpumep npocTeiime Pneumocystes carinii. ["paHynembl MOXHO
HalTV B NIETKNX WK B OpraHax, CoAepXaLlmx MOHOHYK/eapHble (haro-
UMTbI, T.e. B IMM(ATUYECKUX Y3MaX, APEHUPYIOLLMX BEPXHUE KOHEeY-
HOCTW, a TakXke B cefieseHke U nedeHn. Kpuctannbl Tanbka, Haxoms-
LUMecs BHE K/IETOK U B LMTOMMA3Me FUraHTCKMX KIETOK MHOPOAHbIX
Tes, XOPOLLO BUAHbI B NOJISAPU30BAHHOM CBETE.

Hepeako BO3HMKAKT MHMEKUMOHHbIE OCNOXHEHMSA. B nepayto
oyepeflb MOPAKAKOTCA KOXKA W MArKWE TKaHW B 30HE WHBLEKLWIA.
B Taknx 30Hax (4Yalle B paliOHax /IOKTEBbIX CrMOOB Hafj BeHamu, B
KOTOpble BBOAAT HapKOTMK) pa3BMBalOTCA PyOLOBblE U3MEHEHUS W
runepnurMeHTauus, MoryT BO3HUKHYTb U TPOMOO3 /IOKTEBLIX BEH,
abcueccbl KOXW, LenitonuTbl (AKX NaHHUKYNWTLI, T.e. BOCNaieHue
C ()MBPO30M MOAKOXHOIN KMNeTYaTKK), U M3bA3BAEHUA KOXK. Cpean
OPYTX 4acTO BO3HMKAKLMX MHHEKLMOHHBIX OCMOXHEHWUIA HYXHO
Ha3BaTb 3HOKapAMT, NPU KOTOPOM MPEUMYLLECTBEHHO MOPaXKatoTCs
KnanaHbl NpPaBoro cepaua, ocob6eHHO TpexcTBopyaThblil. Bo3byauTte-
NAMKW TakKOro 3SHAOKapAUTa 0ObIYHO SBAKOTCSA 30M10TUCTLIA CTadu-
NIOKOKK, a TaKkxe Apyrmne MMKpoobl 1 gaxe rpubsl. 4ns Tex 601bHbIX
HapKoOMaHWel, KOTOpble MNOMb3YHOTCA LINpUUaMU U UrnaMm MHo-
ropasoBoro ynoTpebfieHWsi, TUNUYEH BUPYCHbIA renatut. ObLue-
M3BECTHO, YTO Takue NnLA B YMCNe NEPBbIX BXOAAT B rPynny pucka
no Cringy.

OTHOCUTENILHO YacTO MopaxatoTces nouvku. [MpeobnafatoT amu-
nongos (cMm. rnaBy 5) 1 04aroBbIil romMepynocknepos (cm. rnasy 18),
KOTOPblE COMPOBOX/AOTCS TSHKENOW NPOTEUHYPUEA N HedpoTMYeC-
KUM CUHPOMOM.

IMOMUMO YXKe MepPeyvnCrieHHbIX OCMOXHEHWI, Y 310ynoTpebnsio-
LMX repovHOM HabnogaloTcs TeTaHyc (CubHOe 1 AnuTenbHOe Cy-
AOPOXHOE COKpalUeHNe MbIWL), nepudepuyeckas HesponaTus,
OCTpasi M XpPOHMYecKass MUOMaTus (HapylleHue COKpPaTUTe/bHOM
(hYHKUMK, €NabocTb, YMEHbLUEHNEe 06beMa ABVMKEHWUIA, CHUKEHME
TOHyCa, aTpo(Ma CKENeTHbIX MbILWL), OCTEOMUENNUT (BOCMNaneHue
KOCTHOIO MO3ra) W OCTPbl AWCCEMUHUPOBAHHbIA Backynut. W3
BCEro 3TOro CliefyeT, YTo LieHa YBeUeHNs repouHOM 6e3MepHO npe-
BOCXOZMT €ro pbIHOYHYH CTOMMOCTb.

4. Tpoure HapKOTUKU. OrpaHNUmMMcs UX KPaTKUM MepevmncrieHun-
eM. [lepBUTWH, BblaenseMbld U3 3eLpPUHCOAEPXKALLMX fleKapcTB
(Hanpumep, conyTaHa), SBNSETCA AOBOMLHO CU/IbHBIM MCUXO(PU3NO-
NOTNYECKUM CTUMYNATOPOM, AENCTBYIOLMUM Yepe3 neputepuyeckmne
HelipoMenaTopHble CUCTEMbI. AMMETaMUHbI — NCUXOCTUMYNATOPbI
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LeHTPaNIbHOr0 AeNCTBNS, CPeAn KOTOPbIX Haubosee nonynspeH ge-
HamuH. KeTaMnH —He6apOuTypOoBbIi 00LIMIA aHECTETUK, MPUMEHS-
IOLLMIACA 41 KPAaTKOBPEMEHHOIO WM KOMOWHUPOBAHHOTO HApKO3a.
OH BbI3blBaeT rasNtoLUMHaLMK, NOBbILLAET apTepuabHOe LaBneHue.
Bce ewe nonynspeH JICA (guatunamug NvM3epruHOBO KWUCAOTbI),
ABNSAOLUNIACA CUNBbHERLINM FannoumMHOreHoM. CXoaHbIM 3(h(heKTOM
06nagaeT NCcUnobULMH, BblpabaTbiBaEMbIA U3 PacTyLLEro rpuba no-
raHkmn Psylocybe semilanceata. Cnegyet ynomsHyTb 1 0 6ap6utypa-
Tax (HembyTane, penagopme W Ap.), KOTopble 0COGEHHO OMacHbl B
coyeTaHUK ¢ ankoroneM. Kak M3BeCTHO, 3TV MPOU3BOAHble Gapbu-
TYPOBOI KMCNOThbI MPUMEHSOTCSA B Ka4eCTBE CHOTBOPHLIX MU cefa-
TUBHbIX NpenapaToB. [ns 06/1eryeHns CBOEro COCTOSAHWUSA GONbHbIE
HapKoMaHvein B nepuof abCTUHEeHLMMW, BO3HMKAIOLLEN MpU BO3aep-
XaHuy 0T npuema HapKoTUKa, YacTo UCMoNb3yT 6apbutypatsl. o
HEKOTOPbLIM AaHHbIM, B Poccumn okono 30 % Bcex CMepTeNbHbIX UC-
X0[10B Y 60/IbHbIX HAPKOMaHMeli NPOBOLMPYOTCS 6apouTypaTamm.

Odpyrve HeTepaneBTUYecKMUe areHtbol. Konu-
4ECTBO TaKMX areHToB, KOTOpble YeN0BEK MOyYaeT U3 OKpYXatoLLeii
cpefbl, BeCbMa BeNMKO. MHOMMe 13 HUX PefKo BCTPeYatoTcs B Mefu-
LUMHCKOW NpakTWKe W MoToMy B Tabn. 9.7 CyMMMPOBaHbI CBeAEHUS
NULLb O BAXKHENLLUNX U3 HUX.

Ta6nuuya 9.7. HeTepaneBTWYeCcKue areHTbl, OMacHble ANs XKNU3HU

MexaHu3m
AreHTbI NCTOYHMKM ekt NOBpeX7IeHMS
Okeung Meun, aBuratenn BHYT- [unepemua Koxu dopmupyetca
yrnepoga PEHHCFO CropaHus, Cu- U CAM3UCTbIX 060- KapboKcuremo-
(yrapHbIii rapeTHbIi gbIM [l0YeK, rUnoKcuye- rnobuiH, KoTopbIiA
ras, CO) CKMe  nopaxeHwsa 3amewwaer Hb n
rofN0BHOIO MoO3ra, HecnocobeH nepe-
rneyeHun, Noyek HOCUTb KUC/0POA
PTyTb 1 ee MpomblLLNeHHble 3arpsi3- PaccTpolicTa ToOKCMYEeCKoe BO3-
MUHepasbl HEHVS1 MMUPOBOrO OKeaHa Cnyxa, 3peHus, AelicTBUE Ha HeWl-
1 cnnasbl (BNUAKOLWMNE Ha YenoBeKa MbllleyHass cnac- POHbI, aTpoduyc-
yepes pbl6bHbIE U Apyrue TUYHOCTb (TOHYC), CKWE W3MEHEHUS
NPOAYKTbI); 3MY/NbCUOH- NapanuMyun, Hapy- B Kope 60/bLIOro
Hble Kpacku (c monmvak- LUeHne MCUXUKK, MOo3ra U MO3XKeu-
pvnaTamu, MOAMBUHWA- MembpaHo3Has Ke, WHaKTuBauus
aueraTtom, nonAMMepaMy Fnomepynonatusi  pasnyHbIX  dep-
cTupona v ap.) MEHTOB
Linanungbl TexHonormyeckmne npo- FmMnokcuyeckue Cssi3blBalOTCA C
leonn . ueccbl Npu Aobbive 30- MOPaXKEHUS rO/I0B- LIMTOXPOMOKCHaa-
Wb H O 0Ta M cepebpa, LMaHK- HOFO MO3ra, feye- 30/ W MOAABAAIOT
(umaHnucTo- poBaHMe CTa/M U LBET- HU, MOYeK U [py- TKaHeBOe [bixaHue
BOZOPOLHON) HbIX METa/sioB, MPOAyK- MX opraHos
KUCNOTbI] Tbl CropaHus LlepcTu,

Lwenka, 06MBOK U3 nnac-
TUYECKMUX  MaTepuasos,
AbIM Npy noxape



MpopgonxeHune Tabn.

9./

AreHTbI NCTOUHNKN ekt MexaHu3M
noBpexaeHns

fAgbl rpubos  Myxomop, 6negHasi no- PsoTa, cnasmbl TokcuH  A.phal-

raHka (Amanita phalloi- >xenyaka n kuweu- loides UHrMGMpyeT

des), MoTeHLMaNbHO HUKa, mnopaxeHus PHK-nonumepasy

CMepTe/ibHbI, KpacHbI/i MO3ra, HeKpoTuye-

Myxomop (Amanita mus- Ckue nopaxeHus

caria), MHOrja NpuUBOASA- MeYeHW U 3nuTe-

LKA K CMepTH, Fpub Mo- A MOYeYHbIX Ka-

raHka Psyiocybe semi- HanbLeB

lanceata
MHcekTULM- CenbCKOX03ACTBEHHbIE [10BbILIEHHAs Tokcuyeckoe no-
fbl  XNOpW- MULLEBbIE MNPOAYKTbI C BO3GYAUMOCTb, paxeHue Heilpo-
poBaHHbIe KCeHO6MOTU Kamu, rannunHauum, HOB

cpefcTBa A5 6bITOBOrO Cyfoporu, Koma

NpUMeHeHns [aT,

anxnopodoc, xnopgaH)
®octopop  TpuropTokpesundocoat, Cypoporu, cep- llogaBneHne  ak-
raHuyeckne amTnococ, MepKanTo- [eyHble apuTMUW, TUBHOCTU XOJIUH-
coefuHeHna oc, okTameTun, M-81 napannuu 3cTepasbl C HaKonm-
(®0C) nap. NeHne B cMHancax

aueTunxXonmHa

9.4. Bo3gelicTBUA (n3MYeCKNX (haKTopoB

PaznmuHble BUabI (hU3NYECKOI SHEPT MK, Bbi3blBatOLLME NOBPEXe-
HUA, LenaT Ha 4 rpynMbl: MEXaHUYECKMe CUSTbl, TEMMNepaTypHbIE PEXN-
Mbl; CW/bl, MPUBOJALLME K WU3MEHEHWAM aTMOCHEPHOro [aBleHus;
3N1EeKTPOMarHMTHas 3Heprus. PasfMuHble (OpMbl MOBPEXAEHWUs OT
MeXaHUYecK1X (hakTopoB (B YaCTHOCTM, NPY EXEAHEBHO CyYatoLLImMX-
CS KatacTpogax —aBTOMO6MU/IbHbIX 1 ,qp) ABNAKOTCA CaMbIMU YaCTbl-
MU Cpeay MOBPEXAEHWIA, BbI3BaHHbLIX (DM3NYeCcKUMM thakTopamu. W3-
MEeHEHWsl aTMOC(EPHOro AaBNEHUS W TUMOTEPMUS (OXNdXKAEHWE, BO3-
[eCTBME HU3KMMIW TeMMepaTypammn) —CPaBHUTENIbHO PeaKMe npuun-
Hbl MOBPEXAeHUIA, rnepTepMms, NPUBOAALLAA K OXoram, Habnwoja-
eTCA 3HaYMTeNbHO Yallle. OUYeHb CUMbHbIE NMOBPEXAEHWNSA MOXET Bbi3bl-
BaTb /lyunCTas 3Heprus. YenoBeuecTBo BCTYNWO B AAEPHYHO 3py 6 aB-
rycta 1945 r., Korja siiepHoii_6oM6apAMpOBKe MOABEPTCs SMOHCKMIA
MOPTOBbIiA ropop, Xvpocyva. [0 koHua 1945 . oT nyyeBoit 60M1e3HM
norn6/im okono 140 000 >kuTenein Xnpocumbl. MocneAcTBMs aTOMHbIX
B3pbIBOB Haf Haracaku 1 nosgHee B paiioHe MapLuanioBbIX OCTPOBOB
ObUIN TOXE YXKaCHbI. PacCMOTPUM MOBPEXAEHNS OT (M3NHECKUX BO3-
[elCTBMI N0 4 yKa3aHHbIM rpynnam.

nOBpE)K,quI/Iﬂ Bbl3BaHHble MexaHuuyeckumu cunamu. VX MO)KHO
pa3femMTb Ha 3 BUA: MOBPEXAEHUA KOXU WU MATKUX TKaHew; no-
BPEXAEHNA BHYTPEHHMX OPraHoB, MOBPEXAEHUA KOCTel M MOBPEeX-
[leHNs ronoBbl.



CcafWHBbl, YacTblii TUN MOBEPXHOCTHOTO PaHEHMSI KOXM
NpeacTaBNAlT COO0M COCKOG, CpbIBalOLLMI MOBEPXHOCTHbIE C/IOU
anuaepMuca Npu TPeHWWM WKW CKOMb3AleM yaape. 3HauMTe/bHOM
nepgopaumm (NpobogeHna) anugepmuca 06bIYHO He MPOUCXOANT.
Ecnn noBpexaeHWe He OCNOXHAETCA MEeCTHON WH(eKLNe, TO Obl-
CTPO pa3BuBaeTCA pereHepauus 6e3 hopmmpoBaHus pyoLa.

PaspbiBbl M pa3pe3bl. PBaHble paHbl KOXU UMEIOT, Kak
npaBuIo, HemnpaBUbHYIO POPMY W pasHble pa3Mepbl, 06pasyroTcs
BCMEACTBME NepepacTsHXKeHUs KOXU. OHU MOryT ObiTb SIMHEAHBIMU
nn 3se3gyatbiMy. [1OBONLHO TUMWYHLIM MPU3HAKOM ABNSETCS Ha-
Nnyne B paHe nepemblyek U3 MOPO3HOA TKaHU M(KIM) KPOBEHOC-
HbIX COCYZOB, MEPECceKaroLWmMx AHO 1160 NOMOCTb paHbl. HepoBHble
Kpasi pBaHbIX paH MOYTW BCErga MPOMuTaHbl KPoBbO. B oTanume ot
HUX POBHble Kpas pe3aHblX U KOMOTbIX paH 00bIYHO AOBOMBLHO YMC-
Tble, & B paHEBOM MONOCTM HET nepemMblyek. YacTo yaaeTcs MaoTHO
COMOCTaBUTbL Kpas pe3aHblX paH Npy UX CLUMBAHWUW WK ApYrUX cno-
cobax 3aKpbiTUA, 4TO obecneuymBaeT B [asibHelilleM 00pa3oBaHUe
MWHVMMaNBLHOTO PybLOBOro cnefa. MHorga HapykHblid yaap ¢ SBHOM
KOXHOW TpaBMOW UM 6e3 Hee NPUBOAUT K pa3pbiBy 60/ee rnyBoKunx
TKaHel WM BHYTPEHHMX OpraHoB. Tak, npu 1060BOM yfape aBToO-
mMo6unsa, Korga Teno BOAWUTENs He (PMKCMPOBAHO pemMHeM Gesonac-
HOCTU, TSXKENbIM U MoA4Yac CMepTe/lbHbIM pa3pbiBaM MOXET NoABep-
ratbCa neyeHb NPU yaape BOAUTENA O Py/eBoe Koneco. Henpasusib-
HO HafeTas MeTns PemHs 6e30MacHOCTW B aHa/I0MMYHON CUTyaLum
MOXET CU/IbHO CAABUTL 1 faXKe pa3opBaTh Mosble U Tpy6yaTbie opra-
Hbl.

Ywnbbl (3aKpbiTble TPaBMbl, KOHTY3UK) MpeACTaBAAOT COO0W
MOBPEXAEHNS, HAaHECEHHble TynbiMU npegvetamu. Mpu sTom no-
BPEXAAOTCA MESIKNE KPOBEHOCHbIE COCY[bl, MPOVUCXOAUT BHYTPEH-
Hee KpoBOTeyeHWe (KPOBOM3NMAHME) 6e3 3HAYMTENIbHOrO Hapylue-
HUS LeNOCTHOCTU TKaHel. lMpu NOBEPXHOCTHbIX yLIMbax KpoBOTe-
YyeHne 0B6HapYy>KMBaeTCA NPaKTUYecKn cpasy, HO npu 6onee rny6o-
KVX, HarmpuMMmep, MbILEYHbIX ymnbax, OHO He NPOSIBMISETCS MHOTAA B
TeYeHWe HeCKONbKUX YAcoB, & MOXET BOOGLLE BbIrNSLeTh KaK MecT-
Hast MpUNyXn0CTb U BbITb BONE3HEHHLIM. Y MOXW/IbIX NHO4EN ¢ Xpyr-
KMMK cocydammn yLImnbbl MOryT MPUBOAUTL K 00pa30oBaHMO 3Hauu-
Te/IbHbIX FeMarTom.

OrHecTpeNbHble paHbl MO NOHATHbIM MPUYMHAM MO-
[p06HO paccMaTpuMBatoTCS B Kypce BOEHHON Unu cyaebHoin MeauLm-
Hbl. OrpaHuyYMMca TEMU CBELEHMAMMW, KOTOPble HEOOXOAMMbI Npu
N3y4eHNn NaTonorMyeckon aHaToMUN.

XapakTep OrHeCTpenbHOW paHbl B 06/1aCTU BXOAHOIO U BbIXOf-
HOrO OTBEPCTMIA 3aBUCUT OT TWMa MPUMEHSBLUErOCA OpyXusi (Hapes-
HOFO WM TNaAKOCTBO/ILHOIO, MUCTONETA WM A/IMHHOCTBO/IBHOTO M
T.[.), & Takke MHOMMX (hakKTOpPOB: Kanubpa Wau pasmepa paHsLLero
areHTa (nynu, gpobwu, f4pa, OCKOMKa v ap.), TPAeKTopuUmM ero noseta
(NepneHaNKYNAapHO K KOXe WU KacaTeNlbHO), Ha/lnyns Y Hero rur-
POCKOMMWYECKO CTabUNbHOCTU (OTCYTCTBME KYBLIPKOB M HEPOBHOC-
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Tell B TPaeKTopuW noseTa: y nyab CO CMELLEHHbIM LIEHTPOM TSXKec-
TV, MPUMEHSIEMbIX MPU COBPEMEHHBIX BOWHAX, OCb BPALLEHUS HemMo-
CTOSIHHA), TUna NaTpoHa WK CHapsda, PacCTOsHUA OT OpYXus [0
Tena NocTpasasLUero, N0Kan3aLmMm paHeHus.

[Npwn BbICTpenax ¢ pacctosHusA B npegenax 30 CM OT MOBEPXHOC-
TV TeNa BOKPYr BXOLHOIO MyNeBOro OTBEPCTMA HA KOXE MMeeTcs Cce-
POBaTO-4YepHOe MATHO, 06pa3oBaHMe KOTOPOro Bbi3BaHO BO3/ENCT-
BMEM NNIaMeHU, AblMa, YacTuWL, CTOPEBLUErO U HECTOPEBLUEr0 NOpoXa,
BbIIETAIOWMX M3 Ayna BMecTe ¢ nyneit (puc. 9.5, A). MNMpuuem oT-
JenbHble 1 60Mee KPYMHble YacTULLbl HECTOPEBLLUEro nopoxa obpasy-
IOT BHELUHWUIA BEHYMK BOKPYr BXOLHOrO OTBEPCTMUS, COCTOAWMIA 13
MHOXEeCTBa CepoBaTbIX M CEpOBaTO-KpacHbIX ToueK. Ecnm BbicTpen
npoussefieH ¢ paccTosHMa 6onblue 30 cM, HO B npegenax 90 cm ot
MOBEPXHOCTU KOXMW, TO BOKPYr BXOAHOr0 OTBEPCTUS MOryT OblTb
TO/IbKO YKa3aHHbIE TOUKW; NPU GONbLUUX PACCTOAHUAX HET HU TOrO,
Hu gpyroro (puc. 9.5, B). O6bIYHO AMameTp BXOAHOr0 OTBEPCTUS Ha
KOXKe YyTb MeHblue Kannbpa nynu. Camo 0TBepCcTVe UMEET abpasu-
OH (abrasion, y3knii 0600K copBaHHOW KOXW). Ecnm nyns BoLuna B
KOXY Mof, Yrnom, T0 abpasvoH aCUMMETPUYEH U LLIMPUHA ero 60/b-
LLIe C BHYTPEHHEN, OCTPOi CTOPOHBI yrna. B 3aBMcnMOCTM OT Kanuo-
pa nynu, CKOpoCTb ee NnosieTa U AUCTaHLUMK, C KOTOPOI NpousBeseH
BbICTPEs, OCOBEHHO B C/lydae TECHOro MPUIEXaHWs KOXMW K KOCTU,
Hanpumep Ha 4Yepene, NMOPOXO0Bble rasbl MOrYT MPUMNOLHATL KOXY U
BbI3BaTb 06pa30BaHVe 3Be344aTOW CCafuHbl BOKPYT BXOLHOrO OT-
BepcTms. ynm oCTaToOuHO KPYMHOro Kannbpa, obnagatowime 60/b-
LUOWA CKOPOCTbIO MofieTa, Mocnie NPo6MBaHUA KOXWM N MATKUX TKa-
Hel «MPOHM3bLIBAKOT» BHYTPEHHWE OpraHbl, BbI3blBas MaCCMBHbIE
paspbIiBbl M TpaBMAaTUYECKME COTPSICEHUS TKaHE BOKPYr paHeBoro
KaHana. HanpoTtus, nynu MeHbLUEro Kaimbépa ¢ Heb6oNbLUON CKopoc-
TblO MOMIETA, NPOHWMKAA BO BHYTPEHHME OpraHbl, MOryT 06pa3oBbl-
BaTb Y3KWe paHeBble KaHa/lbl C OTHOCUTE/IbHO Y3KMMW 30HaMW Mo-
BPEXJEHNS TKaHEe BOKPYT HUX.

BbIXofHble MyneBble OTBEPCTUS Ha KOXE, KakK MpaBu/io, UMELOT
6onee Henpasw/bHble OYepTaHUA, YeM BXOfHble. [leno B TOM, 4To,
«MPOPbIBAACLY Yepe3 TKaHW, MyNns HeM30eXHO MeHSEeT TPaeKTOpuIo
[BWKEHUA U YacTO OCb BpalleHusi. BMHTOBOYHbIE nynu, obnafato-
e OrPOMHOI CKOPOCTLIO MoneTa (B CBOGOAHOM MOJMETE paccTos-
Hue 6onee 4 KM), NPU CKBO3HbLIX PaHeHMSX (OPMUPYIOT KpYMNHbIe
paHeBble feeKTbl B 30He BbIXOAHOMO OTBEPCTUS, UMEIOLLME Henpa-
BWIbHYHO (popMy. Kpas aTux AetheKToB MOryT 6biTb BbIBEPHYTbI Ha-
PYXKY, BOKPYT HUX HET HW 3arpsi3HEHWIA, HU TOYEK OT MOPOXOBbIX
yacTuL, MMEeTcs y3kas abpasvMoHHas Kalma.

MoBpexaeHns OT TemnepaTypHbIX BO34eACTBUNA. ﬂ,]‘lﬂ obecneuye-
HUS )KM3HEHHO BaXKHbIX MPOLLECCOB B OpraHu3Me Yy 4YefioBeka [0/K-
Ha MOoALepXMBaTLCA OMpeAeneHHas TemnepaTypa Tena, KoTopas
MOXeET KoniebaTbCA B BecbMa Y3kmx npegenax: ot 30 go 42 °C. 31u
npegenbl YenoBeK MOXET NepPeHOCUTb TOJIbKO B TeYeHUe KOPOTKOro
BpeMeHW. HeHOpManbHO BbICOKME WM HWU3KWE TemmnepaTypbl Tena
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Puc. 9.5. MNyneBble 0TBEPCTUSA.

A — BX0AHOe OTBEpCTMe: OCafHeHVe KOXW MOPOXOBLIMU rasamu, ciefbl KonoTu v
yacTuL, nopoxa.

NPUBOJAT K Pa3NUYHbIM NOBPEXAEHUAM TKaHeNn 1 MOTOMY paccmar-
puBalOTCA MO OTAENbHOCTU. [naBHOe BHMMaHWe Mbl yAeNUM runep-
TEPMUYECKMM MOPAKEHMSAM, MOCKO/bKY OHW BCTPEYaloTCA ropaszo
Yallle TMnoTePMUYECKHUX.

Fmneprtepmunyeckmne nospexpeHuns. BHavane
peyb MOMAET O MECTHOW r1nepTepMum, Bbi3biBatOLLEA 0XOrn. Exe-
rogHo, Hanpumep B CLUA, oT 0)0OroBoit 6051e3HM NOrndatoT 0Koso
5000 yenoBek (no R.S. Cotran, V.Kumar, T.Collins, 1998).

1 O>Koru. KinHNYeckoe 1 MPOrHOCTMYECKOEe 3HA4YEHME OXO-
roOBOr0 MOBPEXAEHUA 3aBUCUT OT psga (PakTopoB: CyMMapHOI no-
Waau nopaxeHwsl, rNy6uHbI OXOFOB, HAIUYMA WU OTCYTCTBUA
BHYTPEHHUX MOBPEXAEHWIA, BAbIXaHWS TOpsuMX ra3os, NapoB W
AbIMA, & TaKXKe CKOPOCTY 0Ka3aHMs 1 afieKBaTHOCTN MOC/IE0XOr0BOi
Tepanum (B 4aCTHOCTU CBOEBPEMEHHOIO MPUMEHEHNA YKNAKOCTEN 1
3MIEKTPOIUTOB), NPEAYNPEX/AEHNS LLIOKa U PaHeBOA MH(EKLMX.

CoBepLUEHCTBOBaHME 3KCTPEHHOW MOMOWM 1 Tepanuu npu
0XXOroBoW 60/1€3HN 3HAYMTENbHO U3MEHWUNO NOHATUA O MaKCUMaslb-
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Puc. 9.5. MpopgonxeHwue.
B —/iBa BXOfHbIX OTBEPCTUSA B KOCTSX Yepena.

HOM npefenie MOPaXeHNsT KOXHbIX MOKPOBOB, COBMECTUMOM C XWN3-
Hbt0. TeM He MeHee NH60I MOBEPXHOCTHBLIA UM TTyOOKWIA 0XOT,
npeBbILlaLWmMiA No naowaam 50 % NoBepxHOCTW Tena, UMEET TsHKe-
Ny0 CTENeHb 1 OMaceH AN XW3HU (KOHEYHO, 1 ero rnybuHa onpe-
[lensieT NporHos).

Mpy NOBEPXHOCTHBIX O>KOrax fepMa M NpUAaTKM KOXKU (CaslbHble
1 MOTOBLIE XE/e3bl, KOPHU BOMOC) He MOPaXeHbl. MUAEPMUC, XOTH
M MOrnowuii, HepeaKko MPOAO/DKAET 3aKpbIBaTb OXOFOBYH) paHy.
Takre 0XKOrM XapakKTepPU3YHTCS HaIMUMEM KOXHBIX My3bIpei 1, YTo
60nee BaXXHO, CMOCOBHOCTLIO aNMAepMICa K pereHepanmm 13 coxpa-
HMBLUMXCS OCTPOBKOB WM NPUAATKOB KOXW. MOBpeXaeHne 3HA0Te-
NS COMPOBOX/AETCA PACLUMPEHNEM COCY[0B, IKCCyaLei Genko-
BOW XKMAKOCTU 1 cnaboi BocnannTeIbHOW peakuuei. B 3aBucumoc-
TV OT TSHKECTV MOPaXKEHMS KNETKW 3nuaepMmca MOryT UMeTb Npu-
3HaKM HapyLlleHUs MPOHMLAEMOCTM MeMOpaH, HabyXaHus sgep u
LUMTOMMa3Mbl MM MPU3HAKN KapUOMMWKHO3a W FPaHY/sPHONA Koary-
NALMN LUTONA3MBbI.

Mpu ryBoKMX O>KOrax MPOUCXOAWUT MOSIHOE PaspyLUeHue BCEro
3NMAepMUca, OHO 3aTparnBaeT TakXke AepMYy U WMHOMAA MPOHWKaeT
3HAUUTENLHO Fy6Xe. PereHepauns KOXHOrO anuTeiMsa MOXET OCy-
LLEeCTBAATLCS TONMBKO M3 KPaeB OXOrOBbIX paH, NOTOMY B 3TMX Cy-
yasix YacTo MPUMEHSOT nepecagky Koxu. [Mocne cropaHus anuaep-
Mu1ca fepMasibHbIi KonnareH npuoopeTaeT BUL FOMOTEHHOrO rens, v
LMTO/IOrMYECKEe MPU3HAKM, ONUCAHHbIE NMPU MOBEPXHOCTHBIX 0XO-
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rax, 06Hapy>vBalTCA B rNyOOKO PacnonoXeHHbIX (unbpobnacTax,
KNeTKax 3HAOTeNNs U KeTKax FNyOoKMX MOAKOXHBLIX CTPYKTYP.
BocnanmtenbHas peakums B NOA/IEXALLNX XKUHECTOCOBHbIX TKaHSAX
BbIpa)XXeHa 3HauMTeNlbHee, YeM MPU MOBEPXHOCTHbLIX OXKOrax.

BecbMa BaHbIMU SBAAKOTCA 06LLUME (CUCTEMHbIE) MOCIEACTBUA
0XKOroBom TpasMmbl. Ipy OGLUMPHOM OXOre NMoYTW HEME[/IEHHO pas-
BMBAETCA_HEMPOTeHHbIA LIOK. 3aTeM MOXET HacTynuTb rMMoBoJie-
MWYECKMIA LLIOK, CBA3aHHbLIA C 06MNbLHOWA noTepeld akccydaTa ¢ no-
BEPXHOCTW OXOroBbIX paH. lMofcunTaHo, 4TO eXefHeBHas MoTeps
BO/ibI C 0XKOroBoi nosepxHocTn gocturaet 0,3—0,4 mn/cm2 Paspa-
60TKa_MeponpuATMiA MO0 CPOYHOMY BBEAEHWIO 3aMeLLAtOLX XKNL-
KOCTeli CYLLEeCTBEHHO CHM3M/a MOKasaTeNn paHHEen CMEepTHOCTW.
YTpata njasmeHHbIX GENKOB C 9KCCyaToM MPUBOAMUT K 3HAUNTEb-
HOW rUMoNpoTENHEMUW, KOTOPask MOXET COMPOBOXAATLCA reHepa-
NN30BaHHbIM OTEKOM W B YACTHOCTU OTEKOM JIErKKMX.

K Opyrum cepbesHbIM OCNOXHEHUSM B PaHHEM MOC/IE0XOrOBOM
nepuofe OTHOCUTCA MUKPOOHOE MHMULUMPOBAHME NOrMOLLMX TKaHel
1 aKccyfata. MnKpoGbl PasMHOXAKOTCS B 0XXOrOBOW paHe TaK e yc-
MewHo, Kak B MUTaTe/bHOM cpede in vitro. Mpeo6Gnagatot Pseudo-
monas aeruginosa (CUHerHoHas naso4ka) v WTammbl, YCTORUMBbIE K
aHTMOMOTVKaM LUMPOKOTO CMeKTpa AeNCTBMA, B FOCMUTASTbHLIX YCIO-
BMSIX YacTo BCTpeyatoTcs Staphylococcus aureus (3010TUCTbIN CTadu-
NOKOKK) 1 rprobl, Hanpumep 13 poga Candida. PaHeBble MHeKLuUN,
BbI3BaHHbIE 3TUMW BO3OYAWUTENSIMU, MPUBOAAT K PErMOHaSIbHOMY
Tpom6oIebUTY, MHHEKLVNOHHOMY 3HAOKAPANUTY, 04aroBOA MHEBMO-
HWW, LeNNIONTY U KOHTAKTHO-COCYAMCTOMY PacnpoCTPaHEeHUO WH-
$GKLI,VII/I 1Mo KOXe 1 MArKUM TKaHAM. ofasneHne yHKLmMI IMMgo- 1

arounTapHoO CUCTEM CO CHUXKEHWEM TYMOPATbHOMO W KNETOYHOrO
VMMYHUTETA CNOCOBCTBYET POCTY MUKPOBOB, KOTOPbIA MpOrpeccupyeT
BM/IOTb 40 GaKTEPUEMUUN NN MACCUBHOIO OCBOOOX/AEHUS B KPOBOTOK
GaKTepuabHbIX TOKCUHOB 1 9HAOTOKCVMHOB. Torar passuBaeTcs cer-
TUYECKMIA LLOK C MOYEYHON He[0CTaTOMHOCTBIO M(M/IN) OCTPLIA pec
NMPATOPHbIA AUCTPECC-CUHAPOM (TSHKenas fblxaTeNibHas HefocTaTou-
HOCTb). M03TOMY NpK NeveHUn 06LLMPHBIX 0XOroB HEOH6X0AUMO NpK-
naratb 60/bLUNE YCUNUS ANS NPEAOTBPALLEHNs BTOPUYHBIX UH(EK-
LMiA: Xupyprudeckasi 06paboTka (CaHauus) paH ¢ yaaneHuem norvé-
lUMX TKaHei, MeCTHOe MPUMEHEHUe aHTMBMOTMKOB, 0becreveHue
BPEMEHHOI0 M/ OKOHYATENbHOTO 3aKPbITUS OXOrOoBbLIX pPaH, B YacT-
HOCTW KOXHbIMUW TpaHCnaHTaTamu.

CyuiecTBYIOT 1 MHOTMe [pyrve npo6siembl, OCNOXHSOLLME
MOC/IEOKOr0BbIi nepuog. Mocne NpekpalleHns rMnepTepMmMUecKoro
[eliCTBUS B 30HaX OXOMOB PE3KO YCU/IMBAETCs 06MeH BellecTB (BO3-
HUKaeT rmnepmeTabonnyeckoe coctosiHme). C yTpaToii nnasmeHHbIX
GENKOB 3TO MOXET Bbl3BaTb CEPbE3HbIE HapyLLUEHWs O6MeHa Xuf-
KOCTeld, 3M1eKTPO/INUTOB M MUTATENbHbIX BELLECTB. [ KoMneHcauum
noTepy Hambonee CyLWECTBEHHbIX GEKOB MOBUN3YHOTCA TKaHEBbIe
MPOTEMHBI, & HapyLUeHe 6eNKOBOro PaBHOBECWS VHOTAA NMPUBOANT
K KapTUHe, XapakTepHOl Ans ronofaHus. PasHoo6pasHbl NoBpexe-
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HUS, Bbl3BaHHbIE OOLUMM OXOroM BO BpeMsi NpebbiBaHUA B 3aKpbl-
ThIX MOMELLEHUAX C OYeHb BLICOKOW TeMnepaTypol. B HekoTopbIx
NOMeLLLEeHNSAX gI'IpOMbILIJerHHbIX Kamepax) Temnepartypa MOXeT A0-
cturatb 2000 °C. Tlpu Takou TemnepaType AaKe TaK HasblBaeMble
Heropioune MaTepuasbl BOCMIAMEHAIOTCA WM MchapsaoTes. 3a
3TWM, BO3MOXHO, CrieflyeT OCBOOGOXAEHNE HEOPraHUYEeCKUX WUn op-
raHM4ecKMx LMaHMAoB (M3 NnacTuka), XM0pucToro BoAOPOAa U ak-
ponenHa (6eCLBETHOI XWUAKOCTU C TEMNEPaTypoid KUMeHUst OKoso
52 °C, npumeHsieMOin Ans CMHTE3a MHOMMX OpraHMYecKnx Matepua-
nos). YacTo B 3aMKHYTbIX NPOCTPaHCTBax (OCO6EHHO MpPU ropeHun)
0YeHb ObICTPO pacxXodyeTcs KUCOPOA, W YenoBek Nnornbaet oT Kuc-
NOPOJHOro ronofaHns B TeYeHUe HECKONbKUX MUHYT. [opaxeHus
MONOCTY pPTa U BEPXHUX AbIXaTe/bHbIX MyTei BapbMPYHOT OT aHaslo-
OB MOBEPXHOCTHbLIX 0XOM0B KOXW [10 00YrnBaHUA CIM3NCTON 060-
NOYKN U MArKUX TKaHel. Ecnmn YenoBek BbDKMBAET, TO B pe3ynbTarte
OTTOPXEHUS HEKPOTUYECKUX MacC B OPOHXM, a TaKxke BfbIXaHWUS
3KCCy/jaTa, BbIPOKEHHOrO OTeKa CNN3NCTOW 060/104KM GPOHX0B 1
CTOKOro 6poHXocnas3Ma pasBMBaETCA OO6CTPYKLMUA HUKHUX [blXa-
Te/bHbIX MyTeiA.

Obwas (cucTemMHas) runeprepMus: TEennoBoii
yaap. YBenuMueHMe BHYTPeHHel TemnepaTypbl Tena Bbie 40 °C
BCTpeyaeTcs Npu ABYX KNUHWYECKUX COCTOSHUAX: MbILLIEYHOM U Kiac-
CUYECKOM Ter/IoBbIX yaapax.

MblILIeYHbIA TennoBoi yaap (yaap puanyeckoro Hanpsi>kKeHusi) Ha-
6nt0faeTcs B OCHOBHOM Yy 6eryHoB-MapadoHLeB, ¢hyT6011CTOB, Npu
TSDKENON pusmyeckoin paboTe, y HoBOGpaHLUEB U congat 1-ro roga
CNYXObI, pabounX NMUTENHBLIX Y NAPOBbLIX LEX0B. BONbHbLIE UMEIOT ro-
PAYYHO 1 CyXyH KOXY, MHOT/a y HUX NPeKpallaeTcs noTooTaeneHue
W MoYTW BCErja MMEETCs NaKTaTaunaos (MOMOUHOKMC/bIA aungos,
T.6. HAKOM/IEHWe B KPOBU MOJIOYHON KucnoTbl). MpumepHo y 30 %
TakuX 60/bHbIX BO3HMKatOT pabhomunonns (paspyLueHune LuTonnas-
MaTUYeCKMX CTPYKTYP B BOJIOKHAX CKENIETHLIX MbILLL), MUOrN06UHe-
Musi (Hamume B KPOBM MbILLIEYHOr0 XPOMOMPOTEMHa, COCTOALLEro
13 6eNKOBOW 4YacTM — rNno6MHa U HebefikoBOW rpynnbl — rema,
NAEHTUYHOTO reMy remMornobuHa), MUOrno6MHypUn 1 oCcTporo Tyoy-
NOHEKPO3a (HeKpo3a anUTENNA NOYEYHbIX KaHaNbLeB, CM. aBy 18).
O[LHOBpPEMEHHO pa3BMBaeTCA AUCCEMUHUPOBAHHOE BHYTpUCOCYAUC-
Toe cBepTbiBaHue (ABC-cMHAPOM, CM. rnaBy 3) C COOTBETCTBYHOLLM-
MW OpraHHbIMU NOPaXKEHUSAMU.

Knaccuueckuii TennoBoii ynap BCTPeYaeTcs Y feTeil, NOXUSbIX
Nofer, NnL ¢ XPOHNYECKUMU 3a60/1eBaHUAMU, Y 60/bHBLIX aIKoro-
NM3MOM, Y NtoAel ¢ U3ObITOYHON Maccoi Tena npu BbICOKOW Temne-
paType Tena, CBA3aHHOI C 3a60M1eBaHNEM, WK MPK 0COGEHHO Kap-
KO 1 BnaxkHoi noroge. OH pefiKo COMPOBOX/AETCA MOTOOTAENEHN-
em. Koxa y 60bHbIX 00bI4HO Fopsyas 1 cyxas (NoTooTAeNeHne no-
[laBnseTcs, HarnpyMep, ¢ NOMOLLbIO TaKUX NeKapcTB, Kak aHTUXOMNu-
Hepruyeckne npenapatbl U eHOTUA3MHbLI). BMECTO NakTataumaosa
006bI4YHO ObIBAET ras3oBbllii (PECNUPATOPHBIN, AblXaTe/bHbIA) ankanos
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C Ype3MepHbIM BBELEHUEM YI/IEKUCNOTHI U TUNEPBEHTUNALMER ner-
Kux. PabaomMunonun3 BCTpeyaeTcs pefko, Kak u Ty6ynoHekpos. CTofb
e peako passmeaeTca ABC-cuHapom (cm. rnasy 3). OaHako nepe-
pacnpefeneHne Maccbl KPOBM C HaKOMMEHVEM e B KOXE 4acTo CO-
MPOBOXJAETCS 3HAUNTE/IbHON TMNOTEH3MNeR (CHMXKEHUEM TMapoCcTa-
TUYECKOr0 [JaBfieHUs B COCyfax), NpuBofslieli K runonepdysvm
(HeLoCTaTOYHOMY KPOBOCHA0XEHWIO) FO/IOBHOr0 MO3ra, YTO B CBOKD
o4epedb CONPOBOXAAeTCA O0OMOpPOKaMu W fJaxe Komou (rny6okoii
noTtepeit CO3HaHUA C YTPaToi peakLnii Ha BHELUHWE PasapaxuTenn
1 PacCTPOMCTBOM PErynsALuun XXU3HEHHO BaXKHbLIX (DYHKLWN.

FMnoTepmMuyeckne nospexpgeHna. [llocneacrsms
OT BO3AENCTBMA HEHOPMA/IbHO HU3KUX TEMMEPaTyp 3aBUCAT OT TOro,
MOJBEpraeTcad /M 3TUM BO3AEACTBMAIM BCE TeNO WU TOMbKO €ro
yacTb. B nepBom ciyuyae MOXeT ObITb CMepTeNbHbIA Ucxon 6e3
Kaknx-nnbo 3aMeTHbIX MOP(ONOrnyYeCcKMX U3MEHEHWI B TKaHAX. 3a-
mefieHe MeTabo/M3ma B Kope 60/bLIOro Mo3ra 1 LeHTpax npogon-
roBaTtoro mosra, ¢ O4HOW CTOPOHbI, CTAHOBUTCS HECOBMECTUMbIM C
XMW3HbIO, a C APYro — He WMEeEeT CTPYKTYPHOrO BbIPXKEHUS.
K cuacTbto, CHMXEHME MeTabosm3mMa npyu runoTepMmu No3BoNSeT
YCMELWHO MPUMEHATb peaHVMaLMOHHbIE MEPONpUATUS Y TexX Nul,
KOTOpble HaxoaaTcs B KoMe. [0f0XUTe/bHbIA 3(P(eKT cBsA3aH C OT-
CYTCTBMEM 3HAYUTENbHBLIX MOBPEXAEHWUIA B FOIOBHOM MO3re U BHYT-
PEHHUX opraHax. M3BecTHbI ciyyau NOSIHOMO BbI3AOPOBNAEHMS [eTell
Moc/ie MHOrQ4acoBOro HaXoXAeHWs B NefsHON BOJe.

1 MecTHble peakynu. CunbHOe OXNaXaeHUe Nan 3amo-
PaXMBaHWE KETOK U TKaHEW BblI3bIBAOT MOBPEXAEHUA ABYX TUIOB.
Mpsmoli a(htheKT 06YCOBNEH BHYTPUKIETOUYHLIMU U3MEHEHUAMU B
BUE BbICOKMX KOHLEHTpauuii coneid, xapakTepHbIX A4S npoLecca
KpUCTannmn3auumy BHYTPU- W BHEKNIETOYHOMW XMAKOCTU. Henpsmbie
3(phekTbl BO3HMKAKOT B pe3y/ibTaTe LUPKYNSTOPHbIX W3MEHEHWIA.
MHoroe 3aBUCUT OT BeIMYMHBI TEMMEPATYPbl 1 TEMMNA €8 CHUKEHNS,
NPOAO/MKUTENBLHOCTM  rMNoTepMun. Mefa/leHHO HapacTarollee Ox-
NaXK[eHVE COMPOBOXAAETCA CY>XEHWEM COCY[0B W MOBbILLEHUEM WX
MPOHNLIAEMOCTY, MPUBOAALLMM K OTeKaM. Takue U3MEeHeHNs Xapak-
TEePHbI NSl «TPaHLLIEAHOW CTOMNbI» (OTMOPOXEHNSA CTOMbI NPU TeMMe-
patype 0kono O °C 1 BbICOKOM BN@XHOCTW, YacTO BCTpeyaroTcs B
BOeHHOM 06cTaHOBKe). Bcnep 3a 3TuM pasBuBatoTCcA atpotus u
(hnbpo3. BbICTPO HapacTalollee U rNyOOKOe OXNaX[eHue, CTaBLlee
NPOLO/MKUTENBbHBIM UM NMOCTOAHHLIM, COMPOBOXAAETCH He TO/bKO
CWbHBLIM CNasmMoM COCYZ0B, HO U YBE/IMYEHWEM BHA3KOCTU KPOBMW.
Bce 3T0 MOXET BbI3BaTb MLLEMUYECKUE MOPAXKEHMS B KaKoM-nn6o
NOKaNIbHOM 30He, a TakXke AereHepaTuBHbIE M3MEHEeHWUs B nepude-
PUYECKMX HepBHbIX CTBOMAX. B TakoW cuTyaumm nopaxeHume cocy-
[OB U MOBbILIEHUE WX MPOHMLAEMOCTU C MOC/MeLYHLEN 3Kccypa-
LMeli CTaHOBATCA 3aMETHbIMM TO/IbKO MOC/E BO3BPALLEHMS Temmnepa-
TYpbl K HOPM&/IbHOMY YPOBHIO. HO BCe e nepuog uiemumn GbisaeT
BMOMIHE [OCTATOYHbIM A/ Pa3BUTUA WMH(ApKTa WM, 4YTO OblBaeT
yalle, raHrpeHbl.
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|_|OBpe)K,quVIFI, cBA3aHHble C USMEHEHUAMMU aTMOCd)epHOFO nasne-
Hus. BbIAensoT 4 CMHAPOMA, KaXabli N3 KOTOPbIX CBS3aH C Hampas-
NEHVNEM W3MEHEHUI (CHUXKEHWEM WM MNOBbILLIEHNEM), TEMMNOM WX
PasBUTUS N BENNYMHOW. PasnnyatoT BbICOTHYHO 60ME3Hb, KOHTY3WHO,
BO3AYLUHYK (MU ra30By) 3MOONMIO, [EKOMMPECCUOHHYH 60-
Ne3Hb, M3BECTHYHO KaK KeCCOHHas 60Me3Hb (CM. rnasy 3).

BboicoTHaa 60n1e3Hb 06bIYHO BO3HUKAET Y a/lbMUHUCTOB,
HaxoJALWMXCA B paspeXKeHHo aTMmocdepe Ha BbicoTe 6onee 4000 m
Hag, ypoBHeM Mops. CHWXEeHHOe [aB/ieHne Kucnopoga (Kuciopoa-
Hbli MOTEHLMaN) BbI3bIBAET MPOrPeccupylollee TOPMOXEHUE fesi-
TEe/IbHOCTU KOPbl FO/IOBHOFO MO3ra U MOXET COMPOBOXAATbCs He-
OOBACHUMbIM MOBbILLIEHUEM MPOHMLAEMOCTV KanuaisipoB, MpuBO-
JOAWMUM K CUCTEMHBIM OTEKaM, B YaCTHOCTU OTEKY SIErKMX.

KoHTy3unA npeacTaBnseTt co60i NaTonormyeckoe COCTosHue
nocne pesKoro W3MeHEeHWs aTMOCHEPHOro AaB/eHust EKOHTySVIFI
yAapHO/ BO3AYLUHOM BOSIHO) WM BOASHOTO AaBeHUS (KOHTY3us
MOrpy>eHums). B nepBom cnyyae KOMNPECCMOHHAsA BOMHA YAApseT Co
CTOPOHbI B3pbIBa M MOXET CAABUTL TPYAHYH) KNETKY WAN XXMBOT, Npu
3TOM BO3HMKAIOT Pa3pbliBbl BHYTPEHHMX OpraHoB. Kpome Toro, 3Ta
BO/IHA, MPOHMKas 4epe3 AbIXaTe/lbHble MyTW, CNOCOOHA NOBPeauTb
a/TbBEO/IAPHYHO TKaHb Nerkmnx. Cregytolas 3a Helk BO/IHA MOHMKEH-
HOrO [aBfieHWsi, BO3AENCTBYS Ha T€ e Y4aCTKU OpraHvsma, u3-3a
pesKoro nepenajga AaBneHNs NPUBOAUT K paspbiBam fIErKUX UK Ku-
LeYHMKa. [1py KOHTY3MsAX MOrPY>KeHUs U3MEHEHHOE JaBneHue aeii-
CTBYET Ha Te/I0 CO BCEX CTOPOH U BbI3bIBAET CXOAHbIE MOBPEXAEHUS.

BosgywHaa unm razosas ambéonua (cm. rnasy 3)
BCTPEYaeTCs Mpu NOrPY>XeHWsX B BOAY C AblXaTe/bHbIMK annapaTa-
M1 (y BOAOMA30B), a TAKKE MPU MEXaHWYECKUX BUAAX BEHTUAALMM,
NeYeHUN C MOMOLLBI0 TMnepbapnyeckoil okcureHauum (KUCnopog-
Has Tepanus B 6apokamepe NpU MOBbLILEHHOM AaB/IEHUN BO34yXa C
YBE/IMYEHHBIM COZIEPXKaHMEM KMC/IOPOAa) v NNlb WU3peaKa npu ae-
KOMMPEeCCUOHHOW 60/1e3HM. OBLWMM AN BCEX 3TUX CUTyauuin ABnsi-
€TCA HEeHOPMa/IbHO BbICOKOE BHYTPUa/TbBEONIAPHOE [AaBfieHne rasa
Wn BO3AyXa, MPUBOAALLEE K OCTPOW amM{ur3eMe, paspbiBaM MeXasb-
BEO/APHbLIX MEpPeropofok U MenKMX KPOBEHOCHLIX COCYAOB. 3aTem
pasBMBaOTCA MHEBMATO3 (B3A4yTWE) CTPOMBI JIEFKMX, CPELOCTEHNS,
MArKMX TKaHEe:R Lewn, a Takke 06befrHeHWe B Fpynnbl MHOMOYKC-
NEHHbIX MENKMX rasoBbIX WM BO3LYLUHbIX 3MG0JIOB, «A406MPAIOLLIMX-
Cs» [0 apTepuasibHOro pycna M CMOCOOHbIX BbI3BaTh OCTPLIE UHCY/b-
TOMOLOOHbIE SABAEHUA WM 3NU30LMYECKYID WULIEMUIO MUOKapZa.
WHorga am60mst B rONOBHOM MO3T WU CEPAEYHYH) MbILLLY MPUBO-
[NT K BHE3aMHOW CMepTH.

JekomnpeccnoHHasa, WAN KeCCOHHas, 60Me3Hb
(cm. rnaBy 3) BCTpeyaeTcs y BOAOMA30B U TEX UL, KTO B TeYeHue
[0Nroro BpemMeHn paboTaeT Npv NOBbILLEHHOM aTMOC(epHOM faBrie-
HWK, a 3aTeM MOABepraeTcs ObICTPOM CMEHe MOBBILLEHHOrO AaBJe-
HMS Ha 6oniee HM3Koe HopMaibHOe. MpeoaonieBaTb LEKOMMNPECCUOH-
Hble SB/IEHUSI NPUXOLMTCA U NIETUMKAM-BbICOTHMKAM, U KOCMOHaB-
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TaMm, MOMNafaloLM 13 HOPMa/lbHON 06CTAaHOBKM B YCNOBUS C MOHU-
XKEHHbIM AaBneHvieM. MoBpexaeHus, 06yCoBMEHHbIE C/INLLIKOM Obl-
CTPO AeKoMMpeccuei, oTpaxatoT 3akoH 'eHpu (W.Henry; 3aKoH 0
pacTBOPUMOCTM Fasa B XWAKOCTU, MPSMO MPOMOPLMOHANLHOWR ero
[aBMEHNIO Had pacTBOpPoOM). [MOCKOMbKY MO Mepe MOrpY>XeHWs B
BOAHble rNyO6VHbI BO3pacTaeT fasfeHne aTMocdepbl, OKpyXatoLlel
BOZOMa3a, BCe 6OMblIME 06BEMbI KWUCIOPOAa W ra3oB-CMYTHUKOB,
asoTa WM Tenus, pPacTBOPSOTCH B KPOBM U TKAHEBbLIX >XUAKOCTSX.
Kak To/MbKO HauMHaeTcst nogbeM (M LeKOMMPEccus), pacTBOPEHHbIE
rasbl BbIXOASAT M3 pacTBopa ¥ (hOPMUPYHOT MENKMEe My3bIpbKU B KPO-
BOTOKE W TKaHsX. CMsiHMe My3bIpbKOB NPUBOAWT K 0OPa30BaHUIO
[OBO/IbHO KPYMHbIX 3M60/10B. TTy3bIpbKM KUCMOPOAA, pacTBOPUMbIE
B KPOBM M TKaHAX, pacTBOPSIOTCA NMOBTOPHO. OfHAKO a30T U reuii
PacTBOPAIOTCA MEANEHHO M NPUBOAAT K OC/IOXKHEHUSAM.

Jlokanunsauus nysbIpbKOB BOKPYr CYCTaBOB COMPOBOXAAeTcs
«[1eKOMMPECCMOHHbIMN  (BbICOTHLIMK) 6015MWU», a WX Haluuie B
NErKNX — PecnmMpaTopHbIMU PacCTPOCTBAMU C TSDKENMbIMU 3arpy-
OUHHBIMK 00MISIMK, TaK Ha3blBaeMbIMK MpMNagKkamy yaywbs. Mose-
NAKTCS MHOTQUUC/IEHHbIE MPU3HAKM MO3TOBbIX HapyLUEHWiA: OT ro-
NOBHbIX 60eli U paccTPOWCTB 3peHNs L0 NMOBEAEHYECKUX Ae30PUEH-
TMPOBOK (BO BpEMEHW, NPOCTPaAHCTBE M NO OTHOLLEHWNIO K COBCTBEH-
HO NuyHocTW). BoBneyeHMe B NPOLECC BHYTPEHHErO yxa MOXET
MPVBOAMTL K FOMOBOKPYXKEHUIO. Bce 3T0 MHOT4a BO3HMKAET B Teye-
HME HECKO/IbKMX YacoB MOC/e C/IMLLKOM ObICTPOro nogbeMa BoAoMa-
308. Kpome TOro, 4yepe3 HECKO/bKO [Hel MOC/ie Takoro nogbema
MOXET pa3BUTLCS TaK Ha3blBaemas KeCCOHHas 60/1e3Hb KocTel. OHa
BblpaXXaeTcs B oyarax acenTUYeCKOro HEKpo3a ry6uaTbiX KOCTei,
00bI4YHO rO/I0BOK GePEeHHOIN 1 NMNEYEBO KOCTEN, a TaKXKe B ovarax
HEKPO3a KOCTHOIO MO3ra B HVDKHEW TpeTu GefpeHHOR 1 BepxHel
TpeTn 6onbLLE6epLOBOI KocTeit. MocneaHsas pasHOBMAHOCTb HEKPO-
3a CBfi3aHa C OKK/HO3Meli MefKUX COCYLOB HVDKHUX KOHEUHOCTEN,
06YC/OBNEHHOIN ra3oBoii 3MB0/MENA.

MoBpexaeHns, Bbl3BaHHble 3/1IEKTPMYUYECKNM TOKOM W pagunauuei.
MpoxoxaeHMe Yepe3 Te/l0 31eK TPUUYECKOT0 TOKa uHorga
ocTaetca 6e3 NocneACTBUIA, a MHOrAa BbI3bIBAET BHE3AMHYH CMEPTb.
CmepTb HacTynaeT BC/eACTBME MPepbIBaHUA PErynsTOPHbIX HEpB-
HbIX UMMY/LCOB U OCTAHOBKM cepfua. MoxeT Takke 6bITb TepMUye-
CKast TpaBMa TKaHeln W OpraHoB, Mo KOTOPbIM MpoLuen ToK. B aTom
CNyyae BO3MOXHbI pasHble BapyaHTbl MOPaXKeHUW, OAHAKO B OCHOB-
HOM OHW 3aBUCAT OT COMPOTMB/IEHUA TKaHei K MNpPOBOAMMOCTM
3M1EKTPOTOKA U HaMPSHXKEHHOCTU 3M1EKTPUYECKOro nonsi. Yem Bblile
COMPOTMB/IEHNE TKaHe, TeM 60osibLie 06pasyeTcs TennoTbl. HecMoT-
ps Ha TO YTO BCEM TKaHSIM OpraHu3Ma CBOMCTBEHHA MPOBOAMMOCTS,
MX COMPOTUBNEHME M3MEHSETCA 06pPaTHO NPOMOPLMOHANILHO Cofep-
»KaHu BOAbl. B yacTHOCTM cyxasd Koxa 06n1agaet 601bwMM COMpo-
TUBNEHMEM W MNIOXOW MPOBOAUMOCTBIO, & BNaXkKHas U 0COBEHHO Mo-
FPY>XeHHas B BO4Y — O4YeHb HEebO/bLIMM CONpOTUB/EHNEM. 103To-
My KOrfa KOXa Cyxasi, MOXET pa3BUTbCA /ULLIb €e MOBEPXHOCTHbII
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0XOr, a eC/IM OHa BNaXHasl, BO3HWUKAOT Oo/ee CepbesHble nopaxe-
HUA: Y>Ke YNOMMWHABLLAACA BHEe3arnHas cMepTb ¢ (nbpuanaumen xe-
NY[0YKOB B YC/IOBUSAX MPepPBaHHbIX HEPBHbIX CBA3EN, a TaKke napa-
N4 AbIXaTeNlbHOro LieHTpa B MPOLONAroBaTOM MO3re. 3TW nopaxe-
HUS MHOTda faXe He COMPOBOXAOTCH MOBPEXAEHNAMU KOXM.

TepmMunyeckne 3 heKTbl, 00YCNOBMEHHbIE 3/1EKTPOTOKOM, 3aBU-
CAT OT HanpshKeHHOCTU nonsi (CUIOBOW XapaKTePUCTWKMW, PaBHOWA
OTHOLLEHWUIO CU/bl, AEWCTBYIOLLEA Ha 3NeKTPUYECKUIA 3apan B
KaKOW-TO TOUKE MPOCTPaHCTBa, K BefMUMHe 3apsaja). BbICOKyto Ha-
NPSXXEHHOCTb MOJIA CO3JAl0T, HanpumMep, rpo3oBble MOSHWUK. Ecnu
OHW MOMajaloT B Ye/IOBEKA W ObICTPO «CTEKAOT» MO KOXEe B 3eM/HO,
TO Ha KOXe OCTalTCs TeMHO-KpaCHble [APEBOBUIHbIE OXOTW, N3-
BECTHbIE KaK «3HaKuW MOMIHUM». VIHOT[a CU/IbHLIA 3/1EKTPUYECKINIA
paspsg MpoXOAWUT BOKPYr Tefa YenoBeka, B3pbiBas W paspyluast
O4eX[y, HO HaHOCH OpraHM3My Nullb HebOoMblUMe MOBPEXIEHMS.
Ecnn ke paspsg MOMHWM NPOHMKAET B OpraHv3M, TO, CO34aB Tam
60/bLWY0 TennaoTy M napoobpasoBaHWe, OH MOXET paspyLUnTb
BHYTPEHHWe OpraHbl, CNOMaTb KOCTU WK 06Xeyb TKaHW BN/OTb 0
06yrnneaHus. B Takux cfyyasx B rOfIOBHOM MO3re BCTpevatoTcs
oYaroBble KpPOBOU3/MSAHUSA, NPOU3OLLEALLINE U3-33 Pa3pbiBOB COCY-
[oB. VHorga nepef CMepTbiO OblBalOT CWfbHbIE CYAOpOru, 06y-
CNOBJ/IEHHbIE NMOPAXEHNEM MO3ra. TOK MEeHbLUEl CU/bl U HaNpsKe-
HMUSA MOXET HarpesaTb M KOarynmposaTb WW faxe paspyLlaTb Kpo-
BEHOCHbIE COCYAbl, NPUBOAA K KPOBOWU3MMSAHUAM, & B TaKMX opra-
HaX, Kak Cefie3eHKa U NOYKW, — K paspbiBaM MapeHXUMbl WU UH-
thapkTam. YpesBblyaliHO pPa3sHO06pasHbl MPOSIBEHUS 3/IEKTPUYEC-
KOro woka (cm. rnasy 3), KOTOpble B CYLLIHOCTW MpeAcTaBnatoT
Co60i/i KOMOWMHALMIO WU3MEHEHWI, BO3HWUKLUMX M3-3a HapyLUeHHOW
NHHEepBaL N TKaHEeA.

3BeCTHO, HACKO/IbKO MOMIE3HO NPUMEHEHNE M OHU3UPY IO -
Wwen pagnaynmn B MeauLMHe, HANPUMeEP NPU AUarHOCTUKE WUu
peHTreHoTepanun. OfHAKO 3KCNO3ULKA U3TyYEHNS B OTHOCUTESIbHO
BbICOKMX [03aX, AOMYLLEHHas MO HeBPEXHOCTW, CAyYailHO uauM no
He3HaHWo, MPUBOAUT K MOBPEXAEHUIO U PaspyLUEHU0 KNeToK, a
TakkKe MyTauusaMm, CNeACTBUMAMU KOTOPbIX SBASAETCA MaaurHu3amus
TKaHW UK gedekTsl BHYTPUYTPOGHOTrO passuTus nnoga. M3bexatb
COMPUKOCHOBEHWS C pafuaumeil Ha 3emne Henb3d. Hally nnaHeTy
MOCTOSIHHO «3a/MBaKOT» KOCMMUUECKME Ny4n, a TakKe paguauns 3eM-
HbIX PafUOHYKIMAOB. B uucne nocnefHux creflyeT Has3eaTb [ONTO-
XVBYLLME PafUOHYKWUAbLI YpaH-238 1 Topuin-232, pogoHadvaIbHUKN
PagnvoaKTUBHBIX CEMENCTB, KaXAbIA 13 KOTOPbIX 4O CBOEro MOSIHOrO
pacnaga npou3BOAWUT HECKObKO MPOMEXYTOUHbIX Pagvou30TOMNOoB
(M30TOMbI — sipa aTOMOB, Pa3/NYAOLLMECS MO YMC/Y HEATPOHOB,
HO cofepKallye OfIMHaKOBOE YMC0 NPOTOHOB U 3aHMMatoLLMe OfHO
M TO Xe MeCcTO B MEPUOAMYECKON CUCTEME 3/1eMEHTOB). PafMOHYK-
Nl BCTPeYatoTcs NOBCEMECTHO, OAHAKO Yallle BCEro B ropHbIX Mo-
pojax W ApeBHUX reosiorMyecknx 0bpasoBaHMsX, BbICTYMAOLMX Ha
MoBEPXHOCTb 3eM/n. Tak, B rpaHUTax 1 cnaHuax (PMHCKOro u netep-
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6YpPrcKkoro pPermoHOB COAEPXMTCA MHOro Kanua-40, pagms-226 u
Topna-232. ToBOpPSi 06 €CTECTBEHHbLIX WCTOYHMKAX W3y4YeHNs,
Hefb3s TaKKe He Ha3BaTb CKOMMEHWUS HEBUAMMOIO U HEeOCA3aeMOro
TSXKENOro pafjOHOBOro rasa. Bce 3T0O CO34aeT ecTecTBEHHY (HOHO-
Byt0 paguauuio. Ho, Kpome Hee, nofasnstoLLee 60/bLUNHCTBO MtOAel
nofBepratTcad PEHTreHOBCKOMY 06JlyYeHUIO C NPOMIAKTUYECKOM,
[NarHOCTUYECKOW, pexke neyebHON Lenbio. PaHHWe NposiBneHWs no-
BPEXAAKOLLEro AeiCTBNSA pagmaumm 06HapYXMBAKTCS AWLWb MO A0-
CTMDKEHUW OMpefeneHHbIX HAKONMUTENbHbIX WX NMOPOroBbIX YPOBHEN
(YpoBHel KyMynATUBHOIO pafuauuMoHHOro addekra). OfHako
nosgHee 3PGEKT MPOAOCHKAOWErocs O06YYEHNA YXKE MOXKET He
MMETb MOPOroBbIX YPOBHEN —C 3TUM CBA3aHa Npobfiema KaHLepo-
reHHOro BANAHUA Manbix Ao3 paguauyumn (no R.S.Cotran, V.Kumar,
T.Collins, 1998). Jaxe BO34eNCTBME HEMOHU3UPYIOLLErO YNbTpadu-
0/1eTOBOr0 CMeKTpa COMIHEYHOro CBeTa PacCcMaTpuBaeTCs Kak BaX-
HelWwaa npuumHa 6a3afbHO-KMETOYHOr0 WM MIOCKOKIETOUYHOrO
paka, a Takke MenaHoOMbl KOXW Y Be/loro HaceneHus niaHeTsl.

Mpy 06AyYeHUN NPOMUCXOAMT (DU3MUECKMIA NepeHOC 3Heprun oT
UCTOYHMKA K 6MONOruMyeckom MULlleHn, B KOTOpOI7I ocyliecTBnaeTcCcA
noHusaums aTomos. [py AOCTATOYHOW [03e TaKOM SHEPTUUN 3NEK-
TPOHbI, ABUraloLLMecs No opbuTam BOKPYT Sfep aTOMOB, MOTYT ObITb
BbIOPOLLEHbI C OPOMT M CHOPMUPOBATL MoHHbIe mapbl. Kaxaas napa
COCTOUT M3 BbIOPOLLIEHHOrO 3/1IEKTPOHA U MOMIOXKUTENBHO 3apsiXKeH-
HOro octasLlerocs agpa. OTciofa U NMPOUCXOAUT TEPMUH «MUOHU3U-
pytoLias pagunaumsy. V3BecTHbl fABe (DOPMbI U3MYYEHUS: 31eKTpo-
MarHuTHblI€ BO/IHbI, BK/KO4Yakwline B cebs PEHTTIEeHOBCKME N TaMMa-ny4dn
(NOTOKM HeWTpanbHbIX 31EMEHTAPHbIX YacTuL, KBAHTOB 3/1EKTPO-
MarHWTHOro Mons, CyMMapHO Ha3blBaeMbIX OTOHAMM), U KOpNyCKy-
NAPHOE uU3nyyeHune, npeacTabBlieHHOE NOTOKaMu HeﬁTpOHOB N 3apA>KeH-
HbIx yacTuy (anbta-, 6eTa-yacTul, NPOTOHOB, AEWTPOHOB W ME30-
HOB; anb(a-yacTvua — 3TO A4PO aTtoMma renus, cofepxallee ABa
MPOTOHA W ABa HEWTPOHa, 6eTa-yacTuLa — 3MEKTPOHbI U UX aHTU-
yacTuUbl MO3UTPOHbLI; HEWTPOHbI M MPOTOHBI 06Pa3yOT aTOMHbIe
A4pa, LeATpoH — fAjepHas yacTuua, Me3oH — HecTabusbHas afne-
MeHTapHas YacTuua).

MonekynspHble U3MeHeHusi, NMPOUCXOAALLNE MNPU WOHWU3ALNK, B
HacToslLLee BpeMsi paccMaTpuBaloT MO ABYM BuAaM [eiCcTBUA — MO
NPAMOMY 1 HENPSMOMY.

KoHuenums npsmoro felicTeus NpejnonaraeT HenocpencTBeH-
HOe Y/apHoe BO3AENCTBME WOHWU3VPYIOLLE/ pafnalmm Ha aToMbl-
MULLIEHW. Bce aToMbl MM MONEKYNbl KaXKAO0M KNeTKW, BXOAsLLME B
COCTaB CTPYKTYPHbIX 1 (DEPMEHTHbIX 6enkoB, a Takke B PHK, ys3-
BMMbI MO OTHOLLIEHUIO K 3TOMY BO3feiicTBUIO. OAHAKO FNTaBHON Mu-
weHbto asndetca AHK. MNog snnaHuem paguaumm B IHK npoucxo-
[AT abeppauum, 06bIYHO B BUAe pPa3pbiBOB B OLHOIN Ui 06enx ayTo-
comax Kakumx-nnmbo XpoMocoM. Ecnu Takve paspbiBbl HE BOCCTaHaB-
NMBAKOTCA O HACTYMN/IEHUA OYEPeAHOro MUTO3a, OHW MOryT MPUBO-
onTb K MyTaumam. [locnegHve nNpossnsloTcAd B (HOPMUPOBAHUU
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BHYTPU- U MEXMOMEKYNAPHLIX MEPEKPECTHLIX CBA3EW, KOTOpble
MOrYT CHWKaTb cnocobHocTb AHK K BbIMNONHEHUIO MAaTPUYHOWA
YHKLNN.

KoHuenuus Henpsimoro feiicTBus MOApa3yMeBaeT BO3LeCTBME
VOHM3UPYIOLLE paguvauum nyTeM paguonusa BHYTPUKIETOUHON
BOAb! (PafMonu3 —pasnoXxeHne 1 NpoYme U3MeHeHMs BeLLEeCTBa Noj,
B/IMSAHWEM MOHU3NPYIOLLEro M3nydeHus). Fpu aTom (opMupytoTcs
cBoboaHble (BbICOKOAKTUBHbIE) paauKabl. Boga cocTaBnseT 0Kono
80 % maccbl Tena Nt06Oro XXMBOrO OpraHM3Ma. YkKasaHHble paguka-
Nbl, NpeACTaBnAlLWMe cO60/ aTOMbl UM COEAUHEHWNS C HECMapeH-
HbIMW 3/1EKTPOHAMW, B3aMMOJENCTBYIOT C aTOMamn 1 MOJIEKynamu,
B YacTHocTu ¢ AHK, 1 npnuBoAAT K 6GMOXMMWUYECKAM OTKIOHEHUAM
1 BPELOHOCHBIM MOCNeSCTBUAM.

MposiBNEHUS OMWCAHHbLIX BbIle MOMEKYNSAPHbIX WU3MEHEHWIA B
K/IETKaX U TKaHsX BbIPaXaroTCs B cnegytoulem. Mpu obpatumom no-
BpeXaeHUn HabnofaroTcs HabyxaHue KNeTOK M arperaums afepHoro
XpoMaTvHa. Ecnm npouecc nporpeccupyet, BO3HUKAET KapuOMuK-
HO3, KapvOpekcuc 1 30Ha HeKpo3a. Y ObICTPO MPOUQEPUPYOLLMX
KIETOK CHWXAETCa MUTOTMYHECKAs aKTMBHOCTb, YTO COMPOBOX[a-
eTcs rnbenbio KNeToK. Horga 06/1yyeHHble KETKU BCe Xe fensTcs,
HO He 3aBepLUaloT feneHne (LenaTca TONbKo sapa), npeBpawasch B
MHOrOSilepHbIE TUFaHTCKME KeTKU. HapylieHue nponndgepaTtmMBHO-
ro npouecca npuBOAMT K HEHOPMa/IbHOMY CTPOEHUIO fAep Y MUTO-
TUYECKMX (UrYp Yy KNeToK, 06peYeHHbIX Ha rnbenb. bonee TOHKuUe
reHeTUYeCKNe MOBPEXAEHUS, Hanpumep paspbiBbl HUTen OHK,
CMOCO6CTBYIOT TPaHC/MOKaUMAM W [eflelnsaM reHeTUYecKoro mare-
puana, 4to OOBLACHAET Te MyTareHHble, TepaTOreHHble U KaHLepo-
reHHble MOCMeACTBUS MOHU3NPYIOLWE paguaummn, KoTopble CTaHo-
BATCA OYEBMAHbLIMU Yepe3 HECKO/bKO NeT. B TeyeHue JONroro Bpe-
MEHW COBEpLUAETCA MHOXECTBO CMEHSIOLLMX ApYr Apyra AefeHuit
MOPaXXeHHbIX K/ETOK, Mpexe 4eM YNoMsHyTble MOCneAcTBUsA Mpo-
ABAT Ce651 KNMHMYECKN. TakuM 06pa3om, spdeKkT 061yUeHnst nMeeT
[ONTNIA NAaTEHTHBIA NepUOL.

LBe rpynnbl (hakTOpPOB onpegensaoT Te 6Monormyeckne nocneacT-
BUS, KOTOpPble BbI3bIBAET MOHM3MPYIOLLAs paguaumsa: (akTopsbl, CBS-
3aHHbIe C CaMUM W3/TyYeHNEM, 1 PaKTOPbl, OTHOCALLMECH K K/1eTOY-
HbIM W TKaHEBbIM MULLEHAM, MOPaXEHHbIM pafuvauvei. lepsas
rpynna BK/OYaeT B Ce6A TUM W3yYeHUs, KOHKPETHYHO MOPOroByto
[03y AN AaHHOTrO OpraHvM3Ma W NpPOMEXYTOK BPeMeHU, B TeyeHue
KOTOPOro aTa fo3a 6bina nonydyeHa 6e3 nepepbiBa (MOCKOMbKY Mpu
3TOM BO3MOXHbl BOCCTAHOBUTE/IbHbIE NPOLLECCHI). Pa3inyHble TUMbI
paguaumMm OT/MYaloTCs Mo CBOel CNOCOBHOCTU K NMPOHUKHOBEHUIO,
KO/MIMYECTBY 3HEPTUWN HA efUHULY WU3NYYeHUs U TUMY HaKOM/IeHUs
3Heprum B TKaHsAX. Ecnn opraHusm nosnyyaet o06/1yyeHne B pasgesb-
HbIX 033X, KaK 3TO 6blBaeT Mpu paguoTepanuy 310Ka4YeCTBEHHbIX
onyxoreii (4718 NpefoXpaHeHnst OT NOBPEXAEHUIA HOPMasIbHbIX TKa-
Hell BHe OMyxosn), TO 3P(eKT NMEET B U3BECTHON Mepe KyMynsTUB-
HbIli (COBOKYMHbIW) XapakTep.
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HasHauaemble B MefunLMHe [03bl BblpaxalTcsa 06blyHO B pajax (I pag,
nnn rad — BHeCUCTEMHas eAMHMLA NOr/OWEeHHON [03bl MOHWU3MPYHOLLEro
N3Ny4YeHWs, COOTBETCTBYOLWAA 3Heprum msnyyeHms 100 spr, MOraoL,eHHOW
BelecTBOM ¢ Maccoit 1r, unm aHeprum 0,01 Ox/Kr) nnm B caHTUrpasx (cGy)
(1 rpaii = 100 pap, eaAuHMLa HasBaHa B YecTb (hmsuka L.Gray). B mexayHa-
poaHoi cucteme eguHuy (CU, SI — Systeme Internationale) npuHaTa egu-
Huua 3uBepT (3B, sievert, Sv, Sw, paBHaa 1 'p n HasBaHHas Mo UMeHU Pu-
3uka G.R.Siewert); 1 38 = 100 pag u 100 pam [rern, roentgen-equivalent-
man, efnHULa, paBHO3Ha4YHaa 1lpeHTreHy, 1 R (W.K.Roentgen)].

Korga B KayecTBe WCTOYHMKA WOHWU3MPYIOLLErO WU3NYyYeHUs WC-
NoMb3YKT paguoHyknvabl (Mog sTUM Ha3BaHMEM MoApa3ymeBatoT
ntobble pagnoakTUBHbIE aTOMblgl, TO [03bl, KakK MpaBu/o, BbIPaXXaOT
B 6ekkepensx (No nmeHu umsnka A.A.Becquerel; 1Bk cooTBeTcTBYET
OAHOMY pacnafy B cekyHZy). lMepuof NONYXW3HW pagvoHyKnuaa
onpesenseT NPOMeXyToK BPEMEHU, B TEUEHME KOTOPOro pacrajaet-
ca 50 % ero HecTabuIbHbLIX aTOMOB.

O603HayeHne [03bl B BEKKEPENAX HEe XapaKTepusyeT TuM W3fy-
UeHWsl, HanpuMep ramma-nyyeil uan 6eta-yactuy,. Kpome TOro, Hu
OAVMH U3 NPUBEAEHHbLIX KOMNYECTBEHHBLIX CUMBOJSIOB HE BbIPXKAET
CMOCOGHOCTY [aHHOI [03bl paguaLuy Bbi3blBaTb XKeNaeMblii, 0XK-
A3EMbIA UNW Npegnosiaragmblii bronornyecknin aggekT. ns otpa-
XEeHWs yKa3aHHOM Crnoco6HOCTM YNOTPebnaoTCa Ccrefylowme asa
TepMUHa.

Nunneitnas nepegava aHeprum (LET) pasnmuHbIX TUNOB paguaumnn
BbIPaKAETCH OTHOLUEHWEM KOJIMYECTBa MOTEPSHHOW WM nepeaaH-
HOW 3HEeprumn K eauHULLE NPONLEHHOrO el paccTosHUA. Takum 06-
pasomM, LET yKa3biBaeT Ha BepOATHOCTb U3NTyYeHWs, OKasbiBalOLLEro
BO3JeNCTBUe B CNELUpUYHOA 30He-MULleHN. OHa 3aBUCUT OT 00be-
Ma, Be/MYMHbI 3apsfa M CKOPOCTM MepeMelleHns YacTulbl Wnu
nyyka aHeprun. Hanpumep, anba-yactunua, obnagarowas 601bLION
Maccoi, HO Masioii CKOPOCTbH), MPOHECET CBOK) SHEPIMHO HAa MPOTH-
YKEHUW [OBO/ILHO KOPOTKOro MyTu v 6yAeT MMEeTb BLICOKMIA MOKa3sa-
Tenb LET. Hao6bopoT, ramMmma-nyuun, KOTOPbIM CBOCTBEHHA O0/bLLAs
CKOPOCTb NepemeLLeHns 1 rnybokKoe NPOHWKHOBEHWE B TKaAHW opra-
HM3Ma, (OPMUPYHOT Mano 3HEPreTMYeCKMX B3aMIMOAENCTBMIA Ha
CBOEM MyTW N UMEIOT HMU3KWUIA MokaszaTenb LET.

OTHocuTeNbHas 6uonoruyeckas agypekTueHocTh (RBE) MoHM3N-
PYIOLLEr0 U3NyYeHNss — MOHATME, UCMO/b3yeMOe ANS CpaBHUTESb-
HOIA OLlEHKW OAHOrO W TOFO e 61M0n0rMyeckoro apMeKTa, Bbl3BaH-
HOro pasHbIMW TUNamy paguauuu.

Cpefin BCeBO3MOXHbIX XapaKTePUCTUK Kakoro-nubo tmna unsny-
UEHMSI CyMMapHOe KONMYECTBO SIBMIETCA BAXKHEWLUUM (PAKTOPOM B
onpefeneHnM BO3MOXHBLIX MocneacTeuid. lMocnegHUM  hakTopom,
OTHOCALLMMCA K paguaLmmn Kak TakoBoW (ecTb elle (hakTopbl, OTHO-
CALLMECH K OpraHun3my), ABNSETCA BPeMS, B TEUEHME KOTOPOro opra-
HW3M MOMY4M/T KOHKPETHY0 [03y. BOCCTaHOB/EHME MOBPEXAEHWIA,
Hanpumep aytocom unm HuTen AHK, MOXeT npoucxoauTs B Nepuos
MeXay NonyyYeHWem pasfefibHbIX A03, NO3TOMY 3Heprus nsnyyeHus



CTAHOBWTCA KyMYNIATUBHOW NWLb B TOM C/lyyae, KOrja BOCCTaHOB-
NeHVe He aHHYNUPYeT ee felicTBue.

BTtopas rpynna gakTopos, OTHOCALLMXCA K KIETKaM U TKaHsM-
MULLEHSIM, TOXE CMOCOOHA BAMATL Ha 3(W(EKTUBHOCTL paguaumm.
Bonbluoe 3HauyeHWe WMEKT pPagMoYyBCTBUTEILHOCTb Pa3/IMYHbIX
TUMOB HOPMaNbHbIX KNETOK W OMyXO/ei, PasBMBAOLLUXCS U3 HUX,
CMOCOGHOCTbL KMETOK K BOCCTAHOB/IEHWIO MOC/E /ly4YeBOA TpaBMbl,
(hasbl KNEeTOYHOrO LMKa, BO BPEMS KOTOPbIX Ta WM MHAsA KIeTKa
nojgepraetca 00/ly4eHUIO, W, HaKOHeL, CTeneHb OKCUreHauuu
(kncnopogHoro obecneyeHns) COOTBETCTBYHOLLMX KNETOK U TKaHEN.

KneTkn 1 TKaHW, a Takxe pa3BuBalOLLMECA U3 HUX OMyXO/nn Ba-
PbUPYIOT MO CTEMEHU YCTOMYMBOCTU K Jly4YEBOMY MOBPEXAEHUIO U
BbDKMBAHWIO B TakMX YCMOBUSX. HeKoTopble TKaHW pagmoyyBCTBU-
TeNbHbl, Apyrve paguoycToiumebl (Tabn. 9.8). O6LIMHO KIETKU K
ONyX0/M YYBCTBUTE/bHbI K NOHU3MPYIOLLEMY 06/yYYEHUIO B TEUEHME
KOPOTKOr0 CpPOKa B MPSMO MPOMOPLUOHATbHON 3aBUCMMOCTM OT UX
penpoayKTUBHON (MUTOTUYECKOW) aKTUBHOCTM WM B 06PaTHO Npo-
MOPLVOHaNbHOW 3aBUCUMOCTY OT YPOBHS W HampaBieHns ux aund-
(hepeHLMPOBKHW.

TepMUHBI «PaanoYyBCTBUTENbHAS» U «pafnoKypabenbHas» (nog-
BepXKeHHas W3/1IeYEHNIO C MOMOLLLI0 06/1y4eHMS) MO OTHOLLEHMIO K
3/10Ka4eCTBEHHON OMyX0Mn He ABNAKTCS CMHOHMMamu. Kypabenb-
HOCTb 3aBUCUT OT MHOTMX (haKTOPOB: r/yOUHbI PacrnonoXeHns HOBO-

Tabnuuya 9.8. PagnodyBCTBUATENBHOCTb TKaHEN

'

. CreneHb
4yBeTBU-

| TenbHoCcTM

HopMasibHble KNETKU U TKaHN Onyxonu

NumMdongHas TKaHb, KPOBETBOP- JIUM(OMbI, NeiiK03bl, CEMUHO-
Hble TKaHW, CrMepMaToroHWMn, Mbl, [MCTEPMUHOMbI
(hoNNNKybl SUYHUKOB

;BblcoKas

[0BONbHO
BbICOKast

YMmepeHHas

Hwnskasn

3nuTennii  XKCNyAO0UHO-KULLEY-
HOro TpaKTa, HEeKOTOpbIX CAu-
3UCTbIX 060M104€eK, BOMOCSAHbIX
thonnukynos, sHpoTenuii (ocT-
pble peakuun); TKaHW Nerkux u
noyek (No3gHuMe peakunmn)

CnusncTble 060/10UKM XKenyaou-
HO-KWULLIEYHOr0 TpaKTa, 3HAOTe-
NWIA, YXeNnesucTbliA anuTennii mMo-
NOYHBIX Xenes 1 NogXkenyAao4Hol
»Kenesbl, BbICTU/IKA MOYEBOIO My-
3bIps, 30HbI POCTa B XPsLLEBOW 1
KOCTHOI TKaHsIX, HEeNpoHbl M”
Helpornna ronoBHOro Mosra

KocTHas © 3penas XxpsilieBas
TKaHW, MbllleYHble TKaHuW, ne-
prthepuyecKme HepBbl

MN0CKOKNETOUHbI paK KOXMU,
CNN3NCTbIX 060n104eK obnacTu
rofioBbl 1 LUEW, a TaKXKe Bfara-
NINLLHO Mopuumn LWekn MaT-
KW, afeHOKapuuMHOMa MO0y~
HOW Xenesbl, HelipobnacToma
KapunHOMbI Nerkmnx, MuLLeBo-
fna, NOMKeNyAoUYHOW Xenesbl,
MOYEBOro My3blpsi, Meayno-
6nactoma, pak AMYHUKOB

nnombl, MHOrMe BUabl cap-
KOM, MeNnaHOoMbl, No4Ye4yHO-Kne-
TOYHbIN paK, oCTeoCapKOMbI
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06pa3oBaHNsA B TKAHAX OpPraHu3ma, BO3MOXHOCTW [OCTaBUTb Heob-
XOAVUMYI0 103y 06/TyUeHNs 40 Lienn 6e3 NOBPEeXAEHUS HOPMa/IbHbIX
TKaHel, HaIMYns OKPYXKAKOLMX CTPYKTYP, 3allyLLaloLmMX OnyXosb,
n obbema paguaLMoHHOIO MOBPEXAEHUS COCYA0B, CHabXatoLMX
HOBOOGpa3oBaHWe. TaknM 06pa3oM, TEOPETUYECKM PaaMOuyBCTBY-
Te/bHbI TUM OMYXO0/IM MOXET B Ae/CTBMTE/IbHOCTY OKa3aThbCs Hepa-
ANOKypabenbHbIM 1 Ha060pOoT.

OnpefeneHHoe 3HayeHWe B PacnpoCTpaHeHUW paguaumoHHOro
NOBPeXAeHWs B NONYNALMU Pa3MHOXKAIOLLMXCA KETOK MMeeT (hasa
KMETOYHOro umkna. MWK YyBCTBMTENILHOCTM OTMevaeTcs B (pase G2
n npu muto3e. B hase G, pagmouyBCTBUTENILHOCTb CHUXXEHA U MU-
HUMa/lbHa B No3gHel S-hase. CnefoBaTelbHO, TKAHW C BbICOKUM
YPOBHEM KNETOYHOI poTaumm (060poTa), HampuUMepP KOCTHbIA MO3r
W BbICTW/IKA TOHKOW KWLLUKW, OT/IMYAOTCS OGO/bLUENA YS3BUMOCTLIO K
06/1y4EHNIO, YeM HEPOHbI WM MbIlLEYHbIE BOMIOKHA, HE npeTepre-
Batowme aeneHmsi. OfLHAKO HYXHO MOAYEpKHYTb, YTO abCOMOTHO
BCE TWUMbl KNETOK, AENAWUXCS WU HET, MOryT ObiTb YHUUTOXEHbI
VNOHW3NPYIOLLIEA paguaumein, ecnm oHa UMEET [OCTaTOUYHO 6OMbLIYI
[L03y.

Y 3[00p0oBOro 4esioBeka TKaHW, MOABEPrLUMECS MOBPEXAEHUIO
npy cybneTanbHON f03e 06/1yUYeHNs, CrOCOOHbI BOCCTAHABMBATBLCS.
Tak, paspbiBbl ogHOM HUTM OHK, uHAYyUMpOBaHHbIE paguaLmei,
ObICTPO BOCCTaHaB/MMBAKOTCA C WUCMONb30BAHWMEM HEMOBPEXAEHHOM
HWUTW B Ka4yecTBe MaTpuLbl. Pa3pbiBbl 06eNX HUTENA, BEPOSITHO, He-
nonpasumbl. Korga noHusupytollee o61ydeHue BbI3bIBAET AUMEPU-
3alM0 UK TONIKOBbIE MyTauuu (CM. rnasy 8), AeeKT B 6ONbLUMHCT-
Be C/ly4aeB MOXET ObITb 3amellieH. OAHaKO B ObICTPO Nponngepupy-
OLLMX NONYNAUUAX Takne Menkue reHeTuyeckue fedekTbl, COBMec-
TUMbIE C BbDKMBAHWEM K/IETOK, UHOTAA MPUBOAAT AadKe K 60/bLUNM,
BNOJIHE U3MepPUMbIM n3MeHeHuam AHK no mepe noBTOpeHUs MUTO-
30B. BaxHOCTb MOCTpafMaLMOHHON0 BOCCTaHOB/IEHWS KNEeTOK [0-
CTATOYHO MOJSIHO AOKYMEHTMPOBaHa Ha npuMepe HeGOoNbLUON rpyn-
Mbl 8y TOCOMHO-PELLECCUBHbLIX HACNeACTBEHHbIX 6ONE3HEN, 41 KOTO-
PbIX XapakTepHbl aHoManmn metabonmsma AHK (cm. rnasy 8). lMo-
naratoT, 4YTO MpW 3TUX GONE3HSAX MOPAKAETCH TYMOP-CYNPECCOPHbINA
reH — perynsaTop penivkaummn KneTok, YTo AenaeT KIeTKU nopasep-
KEHHbIMW HEperynpyemMomy pocTy 1 KaHLeporeHesy.

CTeneHb OKCUTeHaUun TKaHen TOXEe B/IMSET HA BbIPAKEHHOCTb
pagnaLnoHHOro noBpexaeHus. Fpu usnyyeHnn ¢ HU3KoOn LET ok-
cureHauus B 6onbLUeli Mepe Cnoco6CTBYET PaCLLUVMPEHMIO NMOBPeXe-
HUS, YeM Npu paguauun ¢ Bbicokol LET. OTmeuyeHo, 4TO cnaboBsa-
CKYNAPU30BaHHbIE 30HbI OMYX0/ei ¢ HU3KUM HAMNPsHKEHNEM KUCII0-
poja B HUX Xy)Ke MoajatoTca pafuoTtepanuu. lMonaratoT, Y4TO «KUC-
NOPOJAHbIA 3(hheKT» KakK Bbl PUKCMPYET NyYeBble MOPaXKEHUS B TKa-
HAX, rAe Npy OTCYTCTBMU WM CAabO/ OKCUreHaummn Obi1o Obl BO3-
MOXHbIM BOCCTaHOBJ/IEHNE.

MOpCbOI'IOFI/ILIECKI/Ie NM3IMeHeHNA B KneTKax U
TKaHfX nNpu ocTpoi nyyeBoi Tpasme. OcCTpbiMU
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CunTaloTCs Te M3MEHEHWsi, KOTOopble MOSBAAOTCS B TedeHue 60
AHeN. Bce KNETKM OpraHn3ma nofsepXeHbl ly4eBOMy MOBPEXAEHNIO
npy COOTBETCTBYIOLLEN f03e pagnaummn. OfHaKo faxe B MOHOMOP)-
HOW MNOMynAUMM OOGBLEM MOBPEXEHUS KAKOOW KNETKU BapbUpyeT.
CHauaia KOCHeMCsi MOC/IeACTBUIA 06/yYeHNs, 0OLMX A1 pasHbIX
K/IETOK, 3aTEM PacCMOTPMM U3MEHEHUS B TeX TKAHAX W opraHax, Ko-
TOpble Yalle ApYruX CAyXaT MULLEHAMMW NPK Ny4eBOin TpaBMme.

OWmne NPpoOSABNEeHUS pafuMayMoOHHOI0 MO Bped>K
AEHW . HECMOTPSA Ha TO YTO 3TN NPOSIB/IEHNS MOrYT 0GHaPY>MBaTb-
CSl W B UMTOMNA3ME K/IETOK, F1aBHbIM KOMMApTMEHTOM, Ha KOTOPbIi
HanpaBneHo BO3AeNCTBUE, ABNSeTCS A4p0. [Npu gocTaTouHoi fo3e 06-
NyYeHUs AP0 KNEeTKN HabyXaeT, a AAepHbIN XPOMaTUH arperupyeTcs.
[Npyn BbICOKMX 033X OTMEYAIOTCA KapWUOMUKHO3 1 Kapropekcuc. Ha-
pAgY € aH3ynaougveid n NoANNIouaNeRn oTMeYatoTCs aTunuyHble u-
rypbl MATO3a W NpUYy/vMBble KOHTYpbI fgep. LiuTtonnasma Habyxaer,
MUTOXOHAPUM LeOPMUPYIOTCSH 1 NOCTENEHHO UCYe3aeT aHAOoMNNa3Ma-
TUYeckas ceTb. B nnasmosneMme HabnogaloTcs oyarosble AedeKTbl U
pa3pbiBbl. MponcxoaunT n rnbesb KNETok. B o6Lueit KapTuHe ny4esoro
NOBpPeXaeHNs MOpPgoornyecknx ocobeHHoCTel HeT. CXOfHble fBfe-
HUS MOXXHO OOHapyXWTb, HanpumMep, Npy BO3LEWACTBUM XMMUOTEPaA-
NeBTUYECKUMU NpenapaTamu.

2 N3mMeHeHUS B OTAEeNbHbIX TKaHAX W opraHax.
CTeneHb MOPaXKEHWs! KPOBEHOCHbIX COCY/AOB CTPOrO 3aBWUCWT OT [03bl
06n1yueHns. HecmoTps Ha TO 4YTO SHAOTENMIA He 06/1a[1aeT BbICOKOM
PaAMOoYYBCTBUTE/IbHOCTBLIO, NMPU AOCTATOYHOI j03e NpK NPOTMBOONY-
XO/1eBOW Tepanuu B HEM MOABNAKOTCA NPU3HaKK /Iy4eBOro NOBpPeXze-
Hus. Cpasy nocne 061y4eHns cocyfibl KOXW pacluupeHbl, pa3BuBaeTCs
orpaHuuyeHHas runepemus. [losgHee WM ke nocne NpUMEHEHUs
6onee BbICOKMX 103 BO3HWMKAIOT HabyxaHue, BaKyo/iM3auma u faxe
paspyLUeHne 3HA0TeNMaNbHbIX KNETOK. B 4acTHOCTM 3TO MpoMcxXoauT
B MUKPOLMPKYNATOPHOM pPYC/e U CONPOBOXAAETCA BTOPUUHBLIM TPOM-
6030M ¥ KPOBOM3NUAHUAMMK. Ha No3gHUX CTaamax pasBuBatoTCA ru-
nepnnasvs KNeTok BHYTPeHHell 060/104KN COCY[0B, MMaIMHO3 ee KOJl-
NareHoBOW YacTV U YTONLLEHNE CPeUHHON 060104KN. B apTepronax
N Me/IKMX apTepusx Takme U3MEHeHUs COMPOBOXAAIOTCA Pe3KUM Cy-
YKEHVeM 1 iaxke 06/11TepaLei NpoceeTa Cocy/a.

OCHOBHOW MMULLIEHBIO MPU HaPYXXHOM 06/1y4eHUM CTaHOBUTCA
KO>Ka. PakTopamu, onpefensolMmn xapakTep NOCNeACTBUIA, ABNS-
t0TCA 1033 M TUN paguauny, a Takke njowadb 0b6ayyeHns — npu
Hebo/bLIOI nuowaan Koxa 6oniee ycToumea K Hekposy. CrekTp
N3MEHEHWA Bapbmpg/eT OT CNaboii NOCTPaNaLNOHHOR 3PUTEMBI, CO-
XpaHstouleics 2—3 AHA 1 COMPOBOXAAIOLLENCA OTEKOM B TeUYeHMe
2—3 Hefl, 40 POPMMPOBAHUA AnNuAepMabHBIX Ny3bipeld U eckBaMa-
UMK B TedeHUe 4—b6 Hef, a TakXKe BO3HUKHOBEHMWS XPOHUYECKOrO
pagvojepMmuTa, NPOAOKAIOLLErocs OT HECKO/IbKUX MeCALEB [0 He-
CKOMbKUX NET U, HaKOHeLl, paka KoXu. PafnofepMnT nposBfseTcs B
pasnnyHbIX (hopMax; HapacTalowas NATHUCTas MUrMeHTauus wm
JenvrMmeHTaumsa, runepkeparos (MOBbILLEHHOE OPOroBeHUE), aNuNs-
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uma (yTpata BONOC), aTpodus KOXu, (hr6po3s AepMbl 1 NOAKOXKHbIX
TKaHel 1 B HEKOTOPbIX CAyYasx TefleaHrnaKTasmsa (J10Ka/lbHOe ypes-
MepHOe paclUMpeHne KanuinsposB U MenKMx coCyJoB) U U3bSA3B/e-
HWA. B KneTkax anuaepMmca BCTPeYaroTcs obble M3 OMUCAHHbBIX
BblLLe 0BLLMX LUTONOIMYECKUX U3MEHEHWIA, B TO BPEMS Kak B fiepMe
pa3BuBalOTCA WM3MEHeHWs B coCydax C rMaJIMHOBOIN KonnareHusa-
Lmeldi CoeAMHNTENLHOM TKaHW W 6a30(nnbHON aereHepauuneid anac-
TUYECKMX BONOKOH. MpuU3HaKn aTpodum, JenurMeHTauumn 1 TeneaH-
rM3KTa3nn HePeaKO COXPaHATCS B TedeHue fecaTuneTui. Mosene-
HWe XPOHWUYECKUX A13B — MIOXOA MPOrHoCTMYeckuii npmsHak. Kak
MOKa3bIBAaET OMbIT PEHTFEHOMONOB C 6OMbLIMM CTaXKeM paboThl,
Takme 513Bbl YaCTO MPEALLECTBYIOT pakKy.

BecbMa 4YyBCTBMTENIbHbI K Pafvaliy KPOBETBOPHblE TKaHW U
nmvionaHas cucTemMa. Mpu BbICOKMX A03ax 06/7yYeHuUs M Npogos-
XKUTEMbHBIX 3KCMO3MLMAX Y)XKe B TEYEHME HECKOJIbKMX YacOB MOXET
pasBuUTLCS TsHKenas NMMGONeHNs 04HOBPEMEHHO CO CMOPLLUBAHK-
eM NUMMaTUYECKNX Y3MoB U ceneseHKU. Mpu cybneTasibHbIX [03ax
MpouCXOauUT BbiCTpas pereHepaumsi U3 >KM3HECMOCOOHbIX KIETOK-
MpeALUeCTBEHHWKOB, MPUBOAALLAA K BOCCTAHOBEHWUIO NMMKOLM-
TapHOI YacTV KPOBU B TeUEHME HECKO/IbKMX Hefesb, MHOr4a Mecs-
ueB. K koHuy 1-ii Hegenm nmocne 06/y4YeHMS HauMHAET CHUXKATLCS
W KOMMYECTBO LMPKY/IMPYIOLLNX TPaHY/MOUMTOB (BCEX 3EPHUCTIX
NeNKOLMTOB), KOTOpble B TeyeHWe 2-U Hefienn MOryT WCYE3HYThb
13 KpoBu. W ecnim GONbHOW BbDKUBAET, TO HOPMa/lbHOE KOJIMYECT-
BO HEWTPO(MIIbHLIX NEAKOLUTOB Yy HEr0 BOCCTAHOBUTCA B TEYEHUE
2—3 Mec. MNopaxatoTcsa u TpombounTbl. Camoe HU3KOe WX Konuye-
CTBO C MOC/EAYHOLUM YBEIMYEHNEM €r0 O HOPMbl OTMEYaeTCs YyTb
Mo3Xe Tex MepuofoB, Korga aTo NPOUCXOAWT C leiikouuTamu. put-
pouuThl cammn no cebe pafMoyCTONYMBLI, HO WX NpPeALIeCTBEHHUKN
MOryT ObITb paspyLUeHbl BOAbLIMMKU [03aMU pajuaLmmn, 4T 4acTo
3aBepluaeTca TsKenoil aHemueld. CTemneHb WMCTOLEHMS KPOBM U
KOCTHOrO MO3ra PyHKLUMOHAbHbIMU 3/1IEMEHTaMMN 3aBUCUT OT BEU-
YMHbl [03bl. ToTanbHOe 06/1y4YeHne (BCEro opraHusma) OblBaeT
CMepTe/bHbIM, B TO BPEMS KaK MECTHOE MOXET He MOB/MSATb Ha KO-
NNYECTBO LIMPKYNUPYIOLLMX (DOPMEHHBIX 3/1EMEHTOB KpoBW. Heli-
TPOMCHMS U TPOMOOLMTOMEHUS COMPOBOXAAKTCA MOBbILLIEHWEM
BOCMPUUMYMBOCTY K MHMDEKLMAM U FeMopparMyeckoMy avatesy B
nocTpagvalLMoHHOM nepuoge. HO ecnu nauueHT BbDKMBAET, TO
(DYHKLMA KOCTHOIO MO3ra MOXeT BOCCTaHOBUTLCA. HakoHel, MHO-
rOYMCNEHHbIE UCCNEf0BaHUSA, NPOBELEHHbIE Y TeX NIH0Lel, KOTopble
nepeXxxuny aToMHyo 60M6apANPOBKY UNN PafmnaLioHHYH0 KatacTpo-
(hy, 40OKa3a/M NIENKO30MeHHbIN 3(EKT 061yYeHus.

Upe3BblyalHO 4yBCTBUTE/IbHbI K pagmali rosioBble >Kesesbl,
0C06EHHO FepMUHATUBHbIN (3apOAbILLEBbIA) ANUTENNIA. Y NOPaXKeH-
HbIX MYXXY/H OTMEYaeTCsl CKNepo3 CEMEHHbIX KaHalbLEeB ANYEK, HO
cycTeHTOUUTbI (KneTkn CepTonu, E.Sertoli; KNeTKM N3BUTLIX CEMEH-
HbIX KaHa/IbLieB, BbIMOJHAOWME OMOPHYH W TPOPUUECKYH (DYHK-
UMU NO OTHOLUEHMID K CMEpMaTOreHHOMY 3NWUTENNK) WM UHTEpCTU-
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UManbHbIe K/IETKM MOTYT BblAepaTb 06/yyeHue. B sinuHmkax no-
CTpajaBLUMX >XEHLUH pa3BMBaeTCca CKnepo3 onnukynos. Cneact-
BMEM MOPAXXEHWIA TaKoro pofa sB/SETCH MYXCKOe U XKEHCKoe bec-
nnogve. B To >e BpeMsi TeNO U LWeilka MaTKW OTHOCWUTENbHO paguo-
YCTOWYMBLI, MO3TOMY A/ NIeYeHNUs paka 3HAoLepBuKca (BbICTUNKN
KaHana LWelikn) 1 3HLOMEeTpUs MPUMEHSIOT PagMoHYKUAbI, nome-
LaeMble B NOSIOCTb MATKW.

Jerkvie n3-3a 60raToli BacKynsapusauum Takke BECbMa Ys3BUMbI.
Te N3MeHeHWs B 3HAOTENINM, KOTOPbIE OMMUCaHbI Bbillle U BO3HUKAKOT
TOTYac nocne 06/1yyeHNss, 06HAPYXXMBAKOTCA N B Kanuinspax Mex-
a/TbBEO/IAPHBIX MEPEropofoK. PaclumpeHne cocyamucToro pycna co-
MPOBOXJAETCS 3aCTOMHLIMU SBIEHMAAMU, a MOBbILUEHNE MPOHULae-
MOCTU CTEHOK COCY[l0B — OTEKOM. Pa3BMBaeTCsi pecrnmpaTopHbIi
ANCTpecc-CMHAPOM B3poc/bIX (CMm. rnasy 15). Mo3gHee HacTynaeT
(hnbpo3 MeXanbBEONSAPHbIX MEPEropogoK € YTOMWEHWEM CTEHOK
MPOXOAALMX TaM COCY[O0B, B KOTOPbIX B CBOKO OYepefb CyXaroTcs
npocBeTbl. ANCHYHKLUS NErKUX MOXET OKas3aTbCsl TSHKEON Wu
CMEPTE/IbHON, TaK KakK pafWauMOHHbIA MHEBMOHUT MPUBOAMT K
MOJTHOI anbBeONIIPHOKANWUNNSPHOW 610Kage.

YKenynouHo-K/LWeYHbIA TPaKT OTNNYaeTCs 3aMeTHOM pajmovys-
CTBUTEMLHOCTLIO. MULLEBOA 1 NPsSMas KWLLIKa OTHOCUTENIbHO YCTOR-
UMBbl, HO TOHKas W TONCTas KULIKA OYeHb YS3BUMbI. [ aBHbI
«ypap» NPUHMMAET Ha cebs ANUTeNNIA KPUMT, KETKU KOTOPOro He-
NpepbIBHO U MHTEHCMBHO OOHOBAAKOTCH. Y 3TUX K/IETOK U MOSBAA-
0TCA MPMU3HaKM NonMmopgu3ma, B TOM UMC/e S4EPHOr0, a Takke
HapyLLUeHWs MUTOTUYECKOTO LMKNa U MpU3Hakn Hekposa. losgHee
06HapyX1BalOTCA A3Bbl U Te U3MEHEHWSA B COCYAaX U COEAUHUTESb-
HOW TKaHW, O KOTOPbIX peyb wwa Bbiwe. OTAaIeHHbIE NOCNeACTBUS
006/TyYeHNs1 BbIpaXKatoTCs B aTpothun 1 ¢nbpose CAU3NCTON 060104-
KW W MOACAN3NCTOrO €08, a TakkKe CTPUKTYpax (Pe3KMX CY>KEHUSX
MpOCBeTa). 3HAUMTEbHO MO3XKE MOXET Pa3BUTLCS Pak.

6|/|39M§H€‘HI/IFI B APYrMX OpraHax KpaTKO OXapaKTepu3oBaHbl B
Tabn. 9.9.

Tab6nuuya 9.9. PagrauyoHHble UBMEHEHNS BHYTPEHHUX OpraHoB

OpraHbl,
TKaHM PaHHMWe 1 no3gHne U3MeHeHus OTpganieHHble NOCMeAcTBUsS
Cepaue DUOPUHO3HBIN NepuKapanT, oTeK ®U6PO3 NepuKapaa, WHTep-
MUOKapaa, «pafualnoHHas Kap- CcTMuManbHbIR KapAnocknepos
fuomuonatuns»
Moukun OcTpoe nopaxeHue anuTenua KopTukanbHasi atpodus, Ty-
KaHa/bLieB, CKNepo3 cocyfoB OynApHbIA CKNepos, rmaavMHo3

K/yBOUKOB, «XPOHUYECKMIA pa-
AVALNOHHbIA HedhpuT»

MoueBoii  OCTpoe MOBPeXfeHKe sNUTeNUa B CTolikas aTpodus CAU3MCTOM
ny3bipb BUAe «pafuaLMoHHOro LUMCTUTa» C 060/104KM opraHa u (hr6po3
N3bSA3BEHUEM ero CTeHKWu
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MpoponxeHne Ta6bn. 9.9

OpraHbl,

TKaHu PaHHMWe 1 no3gHMe N3MeHeHNA

OTpasieHHble NocneacTsumA

XpsilieBble Y NogoB U fAeTeli: 30HbI pocTa Pa3BuTue OCTEOreHHoi cap-

TKaHu 1 BeCbMa pPafMovyBCTBUTENbHbI, YTO KOMbI
KOCTK MOXEeT BblpaxaTbca B fiehopmarin-
SIX CKENeTa; Y B3POC/bIX: 3TN TKaHu
B OCHOBHOM paavoyCTOMYUBbLI, XO-
TA MHOrJa BO3HWKAIOT 30HbI acer-
TUYECKOro HeKpo3a B MecTax 06/1u-
Tepauun cHabXarLmx cocyos
lonoBHOW Y nnogoB pasBuBaloLascad TKaHb Ouarv geMuenuHusauumn, fe-
MO3r MO3ra pagnodyBCTBUTENIbHASA, 3pe- reHepauum raHrMo3HbIX Kie-
nas HepBHas TKaHb PafMoycTOl- TOK (BTOPUYHO, Mocne WLle-
ymsas MUK, BbI3BaHHOI 06/1yYeHVEM)
MonoyHble Pa3BuTne paka
Xenesbl

ToTtanbHoe o6nyuenmne (06/7y4HeHMEe BCEro opraHmsma). O6yyeHve
00/bLUMX MOBEPXHOCTEN Tena Aaxe B HeBOMbLLON A03e okono 100 pag,
0COBEHHO eC/ OHO TOTa/IbHOE, MOXET BbI3blBaTb OCTPbIA paguaLoH-
HbI cMHapoM. T103TOMY Npy y4YeBOI Tepanuy 3/10Ka4eCTBEHHbIX HO-
BOOOpa30oBaHWiA TpebyeTcsa OYeHb TLLATENlbHAA 3alliMTa OpraHu3Ma
60/1bHbIX, KOTOPLIM MPOBOAAT /IOKAIbHOE 06/TyUeHUe 30HbI OMyXoe-
BOrO pocTa pasfe/ibHbiMK f03aMu, gocTurarowmmmn B cymme 4000 pag
1 6onee. MNocneacTens TOTabHOrO 061y4eHMs MOTYT ObITb pa3aeneHbl
Ha 3 6oMibLUMe TPYNMbI: MOPaXKEHNS KPOBETBOPEHWIA, MULLEBAPUTENb-
HOW 1 LIEHTpabHOW HepBHOI cucTem (Tabn. 9.10).

Tabnwuuya  9.10. XapakrepucTnka OCTPOrO PaavaLoOHHOTO CUHAPOMA
(ocTpoi nyyeBoi 601e3HK) NPK TOTaSILHOM 0B/TyYeHN

Mpu3HaKkn 1 CMMNTOMBbI

®dopma [os3a MporHos
nopaxeHns  (pam) paHHue OKOHYaTENbHbIe
Cy6KNMHU- < nnm = TowHoTa U He- OB6bIYHO 6ec- BbhKuBarT
yeckas (na- fonbwas psoTa B CMMMNTOMHa WU C % nopa-
TeHTHas) TeyeHMe 1 CyT MUWHUMMa/IbHBIMW  >KEHHbIX
WM MeHblUe, KO- MpogpOManbHbIMU  (B3POCNLIX U
NINYECTBO  NIUM- ABMAEHWAMW,  OT- 3[0POBbIX ML)
hounToB  MeHee HOCMTeNbHas Heil-
1500 B 1 MK TPOMeHUsA U TPOM-
KpoBY bounTENEHN A
Nlerkass — 200—400 [epemexatolyme- MakcumasibHoe Bbli3gopoBne-
nopaxeHue cA  TOWHOTA W NOAABNEHME KpO- HUe 4yepe3 5—6
CUCTEMbI pBOTa B Te4yeHWe BETBOPEHUSA Ha Hep, nosiHoe
remMonoasa 2—4 fHei, Konu- 3-10  Hefle/ito OT BOCCTaHOBJe-

4YeCTBO INMOLU-
ToB MeHee 1000 B
1 mkn kposu

MOMEHTa Mnopaxe-
HUA

Hune yepe3 4—6
mec



MpogonxeHnne Tabn. 9.10

Mpu3Hakn n cuMnTombl

dopma Jo3a

NopaxeHus  (pam) paHHVe OKOHYaTe/bHble Mportos
Tskenas — 400-600* Taxenble 0C0X- Tskenble HeATPo- Mpu  oTCyTCT-
nopaxkeHue HEHWUA, CBA3AH- MeHUA W TPpomM60- BUU  NedeHUs
CUCTEMbI Hble C CUCTEMOW UWTOMEeHUs B Te- HeT 100 % ne-
remMonossa KPOBETBOPEHUS, 4YeHMe 3—b5 HeA, TanbHOCTH,
He3HauyuTe/lbHble MOryT ObITb MpuW- TpebyloTca ne-
noBpexaeHns 3HaKM WH(eKUNn, pecagka KoOCT-
XKeNyAo4YHO-KN-  KpOBOU3NUAHUIA HOro mosra wu
LIeYHOro TpakTa fpyras nognep-
Xusarowas Te-
panus
Mopaxe- 600-1000 Tsaxenble npo- llocne HeKOTOpOro Bbicokass — ne-
HUe xe- ApoManbHble SIB- YNyulleHUA «BO3- Ta/lbHOCTb [Ja-
Nyf04HO- NEHUA C TOLIHO- BpallaeTcs» TshKe- XKe MNpu 3amec-
KWULLIEYHOT O TOW, PBOTOM W nblli NOHOC C NO- TWUTENbHOW Te-
TpakTa NMOHOCOM; TPyA- Tepeldi KPOBM W panuun;  yXyA-
Hoe BefleHVNe 3/IeKTPO/IMTOB; C LUEHWe TeYeHus
60/1bHOr0, NUM- ro iHS WK pa- 605e3HU,  Ha-
(honeHNss — Me- Hee: CU/IbHAsA Hell- cTynneHue wWo-
Hee 500 B 1 MK TponeHUs v TPOM- Ka M CMepTU Ha
KpoBWU gountoneHnsa, B 10—14-e cyTKu
TeyeHne 1—3 Hep
BO3HUKAIOT WH-
hekuMn N KpoBo-
N3NNAHUSA
Mopaxe- > nan Tskenble, HeycT- ocne HEKOTOPO- He3aBMCUMO OT
HUe LeHT- 1000 paHuMble TOLWHO- ro YNyullieHns BUAOB Jle4eHuns
pankHoit Ta W pBoTa; 06- pasBMBatOTCS Chy- % cMmepT-
HepBHOWA LL|eMO3rOBOI HeB- TaHHOCTb CO3HA- HOCTb B Teue-
cUCTEMBI ponoruyeckumii HUS U WOK, 06Ha- Hue 14—36 4
CUMMNTOM; YyBCT- pY>XUBAOTCA MNO-

BO XOKEHUS npm
KacaHunm  KOXW,
CNyTaHHOCTb CO-
3HaHuA, NuMgo-
LUWTbI B KPOBM OT-
CyTCTBYIOT

BPeXAeHUA TKaHU
ronoBHOro mosra

‘ CpefHss cmepTenbHasa fosa (DLso, T.e. dosis letalis media) rgwl TOTa/IbHOM 06/1y4e-
HUK Tena K 60-My aHto coctasnseT 400—500 pam (1 pam = 1R).

OTaaneHHble NOCNeCTBUSA 00/1yYEHMS BbIpaXatoTcs B MyTauusx,
aHOMaNnaX BHYTPUYTPOOBHOro pPasBUTWSA M040B U MaUrHU3aLum
TKaHei. O6/y4YeHUe B [OCTATOUHbIX [03aX MPUBOAUT K MyTauusM B
BUZE pasinyHbIX PopM MonekynsapHoro nospexaeHus AHK. Y nuu,
No/lyyalolWmx COOTBETCTBYHOLME A03bl TOTa/IbHOW WOHM3NPYIOLLEN
pagnauun, BO3HUKAOT M3MEHEeHWUs KapuoTuna, OCOO6EHHO XOpOLLIO
M3y4eHHble Ha npumMepe TMMAOLMTOB, 0611afaIOLWMX 3HAUNTE/IbHOW
PafMoYyBCTBUTENLHOCTLI0. JTH06as M3 TakMx MyTaluii MOXET BMOC-
NeACTBUAMN CMYXUTb MPUYNHOM 03/10KaUECTBNEHUS TKaHW.
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Pe3ynbTaTbl M3y4YeHNst NO3AHUX BIUSHUIA padnauyn Ha BHYTpU-
YTpoOHOe pa3BuTWE Noda NpoTMBopeUnBbl. C OfHOM CTOPOHLI, 3TH
pe3ynbTaTbl rOBOPAT 00 yuallleHUuW Cly4YaeB MepTBOPOXAeHHoe™,
CNaboymms, BPOXKAEHHLIX MOPOKOB, a TakkKe pas/iINyHbIX POpPM 3/10-
KayeCTBEHHbIX OMyxoseil (B OCHOBHOM /1IeKO30B U UMKOM) Y NnL,
monoxe 20 net. C apyroii CTOPOHbI, OYeHb TLIATeNbHble COMOCTaB-
NEHUs faHHbIX 00CNeA0BaHUs GOMbLUOK FPyMMbl UL, POAUTENN KO-
TOpbIX Nepexunn oby4veHre Npu aTOMHbIX 6ombapanpoBKax Xupo-
cuMbl 1 Haracaku, C [JaHHbIMW MO CTOMb e OO0MbLUOK rpynmne
NtOJeN, POAMBLUMXCA Y HEOBMYYEHHbIX XWUTeNel YKasaHHbIX ropo-
[0B, HE BbISBMIN KaKOli-11Mb0o JOCTOBEPHON pasHWLbl B FeHeTM4ec-
KO natonorum y npeactaBuTeniein o6emx rpymnn.

O KaHUeporeHHOM 3dhekTe paguaLmn yxe roBopuaoch B rfiaee
7. YKaXXeM NULLb, YTO 3a60/1€BaeMOCTb OCTPbIMM (hopMamu Neikosa
y NnL, KOTOpble B MOMEHT aTOMHbIX B3pbIBOB B Xupocume u Hara-
cakun 6binm monoxe 10 wnm ctapwe 50 neT, okasanacb B 20 pa3
BbllLle aHaOrMYHOro NoKasatens B OCHOBHOMW Monynsauuun. 3aperu-
CTPMPOBaHbI BCE W3BECTHbIE (DOPMbI, KDOME XPOHUYECKOTO NUMKO-
LUMTapHOro neikosa (NMMA0NenKosa), KOTOPbIA MO HEW3BECTHbLIM
npuyvHamMm He BCTpeyancs. Kpome TOro, Y XKEHLMH, GbIBLUMX B MO-
MEHT aTOMHOI 60M6apAnpPoBKN B Bo3pacTe mnadwe 10 net, oTmeve-
Ha BbICOKasl 3a60/1eBaEMOCTb PAKOM MOJSIOYHOM Xenesbl. A X CBepc-
THMKM 0O0MX NOJIOB Yallle, YeM 340pOBbIE NOANW, 3a60N1eBaN PaKOM
WNTOBUAHOIM HKenesbl, JKeNyAka, MNULLeBOAa, MOYEBOr0 TPaKTa,
CMIOHHbIX >Kenes, a Takxke MMEPOMaMn U MHOXECTBEHHON MuUeno-
moii. Jlnua, ObiBLIME B MOMEHT SAEPHbIX B3pPbIBOB B BO3pacTe 6osee
50 neT, OTAMYanMCb BbICOKOW 3ab0/1eBAEMOCTHIO PakOM JIEMKUX.
Kpome TOro,.y MHOIMX SINOHLEB, MNEPEXUBLUNX aTOMHYH Tpareamio,
pasBuiach KatapakTa.

MocTpagnaLnoHHbIe OMYXON U Apyrue MOCNeACTBMS BO3HMKA-
I0T Y NIOAEN, NePeXMBLLMX U APYTVe sAepHble KaTacTpodbl TOKasb-
HOro XapakTepa, HanpumMep Ha 06beKTax C aTOMHbIMW peakTopamu,
B nabopaTopusix SAEPHON PU3MKK, a Takke 60nee KPYMHOro mac-
wraba TMna YepHobbLINBLCKON KaTacTpodbl. VIHOraa OHWM MMELOT AT-
pOreHHbI XapakTep. Tak, ABHO MOCTPaAMaLMOHHbIE 3/10KA4YECTBEH-
Hble OMYXO0/M GbIIN OTMEYEHbI Y GObHBIX aHKWI03UPYIOLIMM CMOH-
OUNUTOM, MONYYaBLUMX JIyYeBYIO Tepanuto. «BTopuYHbIE OMyXonm»
MHOT4a O6GHapY>XMBAIOT Y /L, C YCMELWHO IeYeHHON 06/1ydYeHneM,
HepeaKo B KOMOGUHALMU C XUMUOTEpanuein nepBMUHON 3/10Ka4ecT-
BEHHOI OMyXO0/bl). 3TU W Apyrue npuMmepbl BO3MOXHOIN Becnoporo-
BO/ KaHLlepOreHHoe™ WMOHM3MPYIOLLEl pagnauum NpUBReKN 60Mb-
LLIOE BHVMMaHWe K CMEXHOI npobneme — K BO3AEACTBUIO ManbiX 03
N3NYyYeHNs, UCMYCKAEMOro SAepPHbIMU PeakTopaMn 1 B XpaHWUImLLax
pafMoaKTUBHbLIX OTX0A0B. B AaHHOW npob6ieme MHOIO HESCHOro U
OYeHb TPEBOXALLEro, HO 3TO He JO/HKHO MOAPbIBaTh penyTauuio u
CHWXaTb LLEHHOCTb METOAWMK /Iy4eBOI AMArHOCTUKU U NIeYeHUs, Tpa-
OULMOHHO MPUHATBIX B KIWHUKE.
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9.5. bone3Hu, cBsA3aHHbIE C MUTAHUEM

HapyLlueHHoe, B YaCTHOCTM HefOoCTaTOMHOE, MUTaHWe YenoBeKka
COCTaBMSIET OAMH M3 BaKHEMLUMX Pa3Ae/ioB NaTofiorMu, KOTOpyH
BbI3bIBAIOT (DAKTOPbI OKPY>KatoLLieii cpefbl. HecMoTps Ha To uTO Cy-
LLIECTBYET MHOXECTBO (HOPM HapyLUEHWI MUTaHWs, Hanpumep 13bbl-
TOYHOE NOTPeBNeHMEe Kanopuid 1 OXUPEHUE WU, HaNpPOTUB, CKyg—
HOe MUTaHWe, B TOM YmMC/e MOHWXEHHOe BCacbiBaHMe (Mababco
ums), AOMUHUPYIOLLEN hopMOiA ABNSETCS GENKOBOE rofioaaHue.

HapyLueHust 1 HeloCTaTOMHOCTb NMUTaHWS BCTPEYAKOTCS HE TO/b-
KO B CTpaHax TaK Ha3blBa€MOro TPETLEro Mvpa, HO U B PasBuTbIX,
[ake 60raTbIX rocygapcraax.

OCHOBHblE MPUYVHbI BTOPUYHbIX HaPYLLEHWA MUTaHWSs

CHUXeHHOe noTpebGneHue

Mnoxwue 3y6bl

[Ouvcharna (HapyLleHue rnotaHus)

CucTeMHble NOpaXKeHWs, Bbi3blBaloLLVe aHOPEKCUIO (OTCyTCTBMeE anne-
T™nTa)

MpUBBLIYKN K «NPUYYAINBOA» MKULLE UAN OFPaHNYEHUAM B efe
HepBHO-Ncnxuyeckan aHopekcus

Manbabcop6upms (CMHAPOM NMOHWMXXEHHOT0 BCacbiBaHUS)
MopaxeHve XenyHbIX NyTei 1 NOAXeNy[0UHOM Xenesbl
ManbabcopbLMOHHbIC CUHAPOMbI, CBSA3aHHbIE C TOHKOW KWLLIKOM
HapyLlueHne BcacbiBaHWA BUTaMuHa Bn (mepHMLUMO3HAA aHeMus)

MToBblIWEHHDLIE I'IOTpe6HOCTVI opraHumsma

BbICTPbIVi POCT B Nepuoae HOBOPOXAeHHOe™, neTCTBe MAWM NPV MOA0-
BOM CO3peBaHuUm

BepemMeHHOCTb, 0CO6EHHO NOBTOPHas

TenecHble NOBPEXAEHNA (TPaBMbl) CPefHEN TSXKECTU U Tskenble
O>oOru, 3HaunTeNbHble NO NaowWaan u rnybuHe

Upe3mepHble NOTepu BeLLECTB, BaXHbIX ANA MeTabonusma, Hanpumep
6enKoB, Mpu 3HTEPO- N HedponaTUsax

Fpynna pasHbIX NPUYMH

MapeHTepasibHOE, T.e. UCKYCCTBEHHOE, 06bIYHO BHYTPUBEHHOE MUTaHWe,
NpoBOAMMOe 663 NPMMEHEHUS KaKMX-11B0o APYrux cnoco6oB NUTaHus
HapylleHusi BcacblBaHWsl U MNWUTaHWsS, Bbl3BaHHble HAPKOTUKAMU W
nekapcTBamm

eHeTMYeCKMe HapyLUeHUsi, 3aTparuBawolie MeTa6onnyeckue npespa-
LEeHNsT UK YTUAU3ALMI0 NUTATe/bHbIX MaTepuanos

N npy MmepBUYHbIX, U NpY BTOPUYHBLIX HapyLUEHUSX NUTaHUA
ABHble MOP(ONOrnyeckme WU3IMeHeHUss MOryT OblTb OOGHAPYXEHbI
CPaBHUTENILHO NO34HO, MOC/Ee MPOLO/MKUTENLHON PYHKLNOHANBHON
He[OCTaTOMHOCTU. Tak, NepBbiM MPU3HAKOM XPOHWUYECKOro Hepo-
eflaHMs MOXeT OKasaTbCA NPOCTO BAAOCTb unu anatus. Odepuumnt
)Kenesa Cnoco6eH CHU3UTb (DM3UYECKME N YMCTBEHHbIE BO3MOXHOE-
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TW YefioBeEKa, ero CrocoBHOCTb K YCBOEHMIO, a TakKXe HapyLlUuTb
(hyHKLUUM NeNKOLMTOB 3af01ro A0 MOSBEHUS Kene3oneduunTHON
aHemuu. Takum 06pa3oM, MHOTMe BapuaHTbl PYHKLMOHANLHON He-
[0CTaTOMHOCTM TPEBYIOT KIMHUKO-6MOXMMNYECKOT0 WUCCNeA0BaHNS
[N BO3MOXHO 60/1ee paHHel paclunMgpoBKU, TakK Kak KO BpPeMeHM
MOP(ONOrMYECKNX MPOSBAEHWNI CTAHOBUTCA AICHO, YTO NAaUMEHT uC-
MbITbIBAET HAPYLLEHWS MUTAHUS Y)XKe JABHO.

Benkosoe ronogaHve. OHO PacnpoCTpaHeHO B CTpaHax TPeTbero
MUpa, 0OCOGEHHO Cpefiv HOBOPOXKAEHHLIX W AeTeld. MHOro4McneHHble
MOBTOPHble 6EPEMEHHOCTU M N/IOX0E NUTaHWe MaTepeii Cnoco6CTBYHOT
HEIOHOLLEHHOCTM W HU3KOW Macce Tefia HOBOPOXAEHHbIX, Npeaonpe-
[enss 6e/KOBOE rON0faHve YXKe co AHs poxaeHws. o gaHHbIM Bee-
MUPHOI opraHunsauun 3apasooxpaHeHuns (BO3), 6onee 500 MH Yeno-
BeK B KOHLLe XX B. Hefjoe[jatoT, a eLLe 60/bLie —ronogatoT. ExxerogHo
0k0/0 10 M/IH YenoBeK, FNaBHbIM 0Opa3oM feTeld, NOrnbatoT OT rono-
[la. B oCHOBe Takoi Tpareguu rnobanbHOro Maclutaba fiexar HuU3Kue
ypoXan B TeX pernoHax, rge Maso naxoTHbIX 3eMefb U 3aCyLUUBbIiA
KMMaT, HepawlMoHabHOe pacnpesefieHne OrpoMHbIX Macc MULLEBLIX
MPOAYKTOB, UMEILLMXCA B Pa3BUTLIX CTPaHax, NA0OXOoi rno6abHbll
KOHTPO/b 32 PacrmpoCTPaHEHNEM MapasMTapHbIX, MUKPOOHbLIX 1 BU-
pycHbIX WHMeKUMA. OfHako GefikoBOE rOfiofaHue He OrpaHUYeHo
TOMbKO pPa3BMBAOLLMMUCA CTpaHamu. Jlerkue, a nogyac v TsKenble
ero (opMbl BCTPEYAIOTCS B TaKMX WHAYCTPUAIbHBIX AepKaBax, Kak
CLUA wmmn Anrnmna (no R.S.Cotran, V.Kumar, T.Collins, 1998). Peub
MOET O XUBYLUMX B KpaliHeil HWLLEeTe, a Takke 06 0YEHb HOHBIX UK,
HanpoTKB, CTapbIX MOAAX, 0 BepeMeHHbIX YKeHLLUMHaX, 60MbHbIX Hap-
KOMaHveld, 6e3L0OMHbIX, @ TaKXKe 0 XPOHUYECKU TsHKEN0O0/BHBIX.

MpopomknTensHoe 6eNIKOBOE FOMI0faHNe BbI3bIBAET pa3BUTUE pas-
NNYHBIX CUHAPOMOB —OT KBALLMOPKOpa [N «KBa3MOPKOpa», UTO Ha
A3blke Ga (["aHa) o3HavaeT «60/1e3Hb MepeMeLleHHOro pebeHka»] 4o
aNMMEHTapHOro MapasMa (a/IMMEHTAPHON AMCTPO(GUM, UCTOLLEHUS).
KBaLL1OpKop NposBAsSeTCA TOrAa, KOra rpyaHoro pebeHka OTHUMaKoT
OT IPyav 1 NepeBoOAAT Ha NOYTU UCKNOUNTENLHO 6e36e/1KOBYHO, 06bIY-
HO YI/JIEBOAHYIO AWETY, B TO BPeMs Kak ero MecTo y MaTepuHCKOM
rpyav 3aHUMaeT APYro MnageHel. Mexay sTUMM NaTo0rMYeCcKUMm
COCTOSIHUAIMU MOXHO 06HApY>XXMTb MHOXeECTBO 60/1ee pacnpoCcTpaHeH-
HbIX 1 KaK Bbl MPOMEXYTOUHbIX CUHAPOMOB. CyLLEeCTBEHHbIN BKIAL, B
3Ty Npo6seMy BHOCAT TakxXe BCeobLMe KOHTarno3Hble (3apasHble) 60-
Ne3HW: MOHOCbI 6aKTepPUaNbHOr0 NPOUCXOXAEHNS, UHBa3uK (BHeape-
HWe B OpraH13M) NapasvToB 1 FMACTOB, OCOOEHHO ackapyi, Bracoria-
BOB (Tpvxouetanos), KWLIEYHbIX Yrpuy, (CTPOHrMNoMaoB) u awveo.
BenkoBOe ronofaHne CHWKaeT MMMYHHbIA OTBET, AaBas Hayalo Mo-
POYHOMY KpYTY, B KOTOPOM UH(EKLMMN YXYALLAHOT TedeHne 6e/IKOBOro
ronofaHuns 1 HaobopoT. Kpome TOro, NoYTU BCErga MMeeTcst ConyTcT-
BYOLLMIA AehULIMT OAHOrO MK 6onee BUTaMUHOB. ObpaTMcs Tenepb
K YMOMSHYTbIM Bbillle KpaiHWM MNPOSBNEHNAM OEMKOBOro rosnoja-
HWS —KBaLLUMOPKOPY 1 a/IMMEHTaPHOMY UCTOLLEHWIO, KOTOPbIE MOMO-
TyT /lydLle MOHSATb MPOMEXYTOUHbIE COCTOSIHMS.
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KBawWwWMoOpKOpP XapakTepusyeTcs anatueld, pacnpoCcTpaHeH-
HbIMW OTEKaMK, Pa3BUTON XKMPOBOW KNETUATKOW MOA KOXeM, SIyH0006-
pasHbIM /INLLOM, YBETMYEHVEM U OXKUPEHWEM MEYEHU, HUSKMM COAEp-
XKaHVeM CbIBOPOTOYHOrO anbbymmHa. OTeK ObIBaeT reHepann3oBaH-
HbIM 1 4acTO, HO He MOCTOSIHHO MMEeETCs AepMaTto3 C 30HaMu Aenur-
MeHTaLMn Uan TnepnMrmeHTaLmy B BALE YelllyiAuaTbIxX nsaTeH. Bono-
Cbl YaCTO MWCTOHYEHbI, JIErKO BbILEPrMBaKOTCA C KOPHEM U UMEHOT
611e4HO-KpaCHbI OTTEHOK C MepeMeXxarolymumcsa MnosocaMn Aenmr-
MEHTaLUMM U NUIMEHTaLUW, OTPKAOLWMMU MEPUOAbl NAOXOro W
6onee afieKBaTHOrO NUTaHNsA. TUMMYHA YMEPEHHasA WIN TsHKenas aHe-
Musi. MexaHU3Mbl PasBUTUS STUX U3MEHEHWI HeACHbl. OTEK MOXHO
00BACHWTL TUNOANLOYMUHEMMUER W 3afepXKKOi HaTpus. OXUpeHue
MEYEHN paHbLLE CBA3bIBA/IN CO CHUXXEHWMEM CMHTE3a renarTouuTapHbIX
aKLenToOpHbIX 6eNKoB, HEOOXOAWMBIX A4N1s (DOPMUPOBaHWUS NUMONPO-
TEMHOB, KOTOpPble CMOCOGCTBYIOT «TyCKy B 00paLleHue» NUNuaoB U3
MeYeHOUHbIX KneTok. OfHaKO HefaBHO CTaM NpeAnonarars, YTo no-
BPEXAEHME MapPEHXMMbI MeYeHN 00YCOBIEHO TOKCUYECKUM BMSIHU-
em ahnaToKcnHoB (MPOAYKTOB MeTabonmsma rpu6os poga Aspergillus)
M BTOPUYHbIM XPOHUYECKUM BO3AEWCTBMEM CBOOOAHBIX PajvKanoB
MpU OTCYTCTBWAW B AWETe MWTATE/IbHbIX BELLECTB-aHTUOKCUAAHTOB, B
yaCTHOCTM BWTaMuMHa E (aHTMOKCWMAAHTBI, WM aHTUOKUCANTENMN,
NpeoTBPALLAtoT IMB0 3aMedNsoT OKUCIEHWE MONEKYIAPHBIM KUCO-
POLOM; OHM COAEPXaTcs BO BCEX TKaHAX W KNETKax, MpejoxpaHsas ux
OT MPOLLECCOB CaMOMpPOW3BObHOTO OKWCIEHMS).

AnuMeHTapHbBIN Mapa3M KpaTKO MOXeET ObITb OXapak-
Tepu30BaH Kak «U3HypeHue». [eTn, y KOTOPbIX BO3HMK/IO 3TO CO-
CTOsIHME, MepecTaroT pacTh, YTPauMBalOT MOLKOXKHYIO YXMPOBYHO
KNeTyaTky, Y HUX 00Hapy>K1BaroT aTpomio MblLL,. Bce aTo npugaet
BEPXHUM U HWKHAM KOHEYHOCTAM BMWA MeTnoBuw, (nanok Ans
MET/Ibl), C KOTOPbIX CBOOOAHO CBMCAOT CKMagku Koxu. Jlnua geteld
BbIFNAAT WUCCOXLWIMMU U MOPLUMHUCTLIMKW, CO34aBas Breyat/ieHue
NPeXAeBPEMEHHOr0 CTapeHns. B oTinume 0T 60/bHbIX KBALLMOPKO-
POM 3TV AeTW NPOBOPHbI U FOMOAHbLI, OHWU BYAYT >XafHO ecTb, ec/u
UM gaTb Nuy. Mpu «4MCTOM» CUHAPOME Mapa3Ma HeT HW OTEKOB,
HW yBenMueHns neveHn. OfHAKO MPU CMELUaHHbIX opmMax, Takux
KaK OTEYHbI Mapa3M, NMEHTCA TakXkKe NPU3HAKU KBALLMOPKOPA.

B oCHOBe anMMEHTapHOr0 WCTOLLEHUS IEXUT SBHO HeA0CTaTouy-
HOe NoTpebfieHne NULLK, HO BECbMa CYLLECTBEHHO U yyacTuie UH(eK-
LniA. X0OpOLIO M3BECTHO, YTO CU/IbHO HeAoeaatoLLMX AeTel, cTpajato-
WX CTOMKMM MOHOCOM, MOXHO y6epeub OT pa3BMBaroLLerocs 6enko-
BOr0 rOSI0faHMS C MOMOLLBIO KOHTPOASA 3a MHTEPKYpPPeHTHbIMK (OcC-
NOXHAOLWUMMN) UHDEKLUAMU 1 PErnapaTaLMOHHON Tepanueil.

Haunbonee 3aMeTHbIM MOPOSIOrMYECKUM U3MeHEHUeM npu 6en-
KOBOM TO/I0faHnn fBNSETCA 3afepXKKa B pocTe pebeHka, 6oree Bbl-
paXeHHas Y 60/bHbIX aNMMEHTapHbIM MapasMoM, YeM Y 6OJbHbIX
KBaLLIMOPKOpOM. B nocnegHem cnydyae obpallaeT Ha cebs BHUMaHue
00LWWMA OTEK, a TUMWYHbIA BapuaHT aIMMEHTapHOIO MWCTOLLEHWS,
KaK y>Ke 0TMeYyasiocb, COMPOBOXAAETCS YTPaToli XMPOBOW KneTyat-
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K 1 aTpodmein mbiwy. OfHaKo BCEBO3MOXHbIE CMeLlaHHble Bapu-
aHTbl XapakTepu3ytoTcs KOMOMHaALUAMU Npu3HakoB. OXupeHue ne-
YeHW NpU KBaLLMOPKOPE He UMeeT creuufuyecknx npru3Hakos, 06-
paTMoO W /UL W3PefKa 3aKaH4YMBAETCS LMPPO30OM. B TOHKOM
KULLKe NpU KBALWMOPKOPE (Pexe Y UCTOLEHHbIX AeTei) 06HapyXu-
BaeTcA aTpotms CAM3UCTON 060/104KM C YTpaToii BOPCUH UM MUKPO-
BOPCUHOK, a Takxe Quryp mMuTosa B KpunTax. B cnydyae rnmcTHoA
MHBA3WN BTOPUYHbIE U3MEHEHUS B KULLEYHWMKE BeCbMa MHOro4ymc-
NeHHbI 1 pa3Ho06pasHbl. KOCTHbI MO3r MoABepraeTcs, Kak npasu-
no, r1MnonnasMn Kak rnpy Keawmopkope, Tak v Npu alMMeHTapHOM
mapasme. [naBHas npuuMHa — nofasfieHne 06pa3oBaHMa MpejLle-
CTBEHHWKOB 3pUTPOLMTOB. BoO3HMKalOWas aHeMUs O6bIYHO VMeeT
Xene3ofepuUMTHYIO POPMY, KOTOpas MOXET OCMOXHATLCA HaNnyu-
€M TNIUCTOB B KMLUEeYHWKe. AfleKBaTHOe MUTaHue NAKC KOHTPO/b 3a
WH(EKLMAMN CNOCO6HBI GbICTPO YCTPaHUTL FeMaToNornYeckme oT-
K/TIOHEHMSs. Y [eTeil, poAMBLUMXCA Y MaTepei, KOTopble CTpajant
6e/NKOBbIM rof04aHeM, B TeyeHue MepBbIX 2 NeT XXU3HWU MOryT 00-
HapyXX1BaTbCA HBNEHUS aTPO(UU TO/IOBHOTO MO3ra, YMeHbLLEHHOe
KOMIMYECTBO HEMpPOHOB M 0cnabneHHas MuenuHu3auns 6enoro Be-
wectea. OTMEYaloT U Apyrve U3MEHeHWsl, HanpumMep aTtpoquio Tu-
Myca 1 nepudepuyecknx NMMGPaTU4ecKnX y3nos.

Elle pa3 mog4epkHEM 0OPATVMbIA XapakTep MaToorMYecKnx
M3MEHEHNI MpW GENKOBOM TOMI0AAHMM, BKIKOYas faXe 3afepXKy B
pocte. [py HanMuMM COOTBETCTBYIOLLErO NUTAHUA U Mep MO Mpea-
YNPeXAeHNI0 H(EKLMIA NPOrHO3 6/1aronpUATHLINA.

HapyweHus notpebneHns BuMTaMuHOB. BuTaMUHbI — OopraHuyec-
Kve MULLEBbIE MUKPO3NEMEHTLI, COfepXalumecs B MpoAyKTax nuTa-
HMS. OHU UrPatoT CYLLEECTBEHHYIO POSib B 0OMEHHBIX MpoLieccax opra-
HU3Ma, ABNAACH KaTAIMTUYECKMMWN KO(haKTopamu WM npocTeTuyec-
KUMK rpynnamy (HeGenKoBbIMU YaCTAMM MOJEKYN CMOXHbIX GEKOB,
thepmeHTOB). CyTOYHasA NOTPeGHOCTL B3POC/IOr0 Ye0BeKa B MULLEBLIX
MUKPO3/EMEHTaX BapbupyeT B LUMPOKKX npegenax (tabn. 9.11).

Ta6nunua 9.11. CyTouHass NoTPeGHOCTL B NULLEBBLIX MAKPO- 1 MUKPO3Ne-
MeHTax

MoTpe6HOCTL
ONeMeHTbI 4NA My>XUNH NS KEeHLNH Buonornyeckas ponb
C Maccoi Tena € Maccoii Tena
-70 kr ~55 Kr
MakpoanemeH i
Benku 551 451 MHoroo6pasHa 1 XopoLo nsy-
XKupsbl TpebyeTca MUHUMYM 5 % oT HeHa

06L1ero Ko/m4yecTBa Kanopwi,
flyylle BCEro B BUAE NOMHEHA-
CbILLEHHbIX XXUPHBIX KUCMOT
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MoTpe6HOCTb
ONemMeHTbl LS MY>XXUUH LIS OKEHLLUWH
C Maccoii Tena ¢ Maccoii Tena
~70 Kr ~55 Kr
YrneBogbl [ns obecrneyeHun 1 06LLero Konu-
yecTBa MOTPE6/ sieMbIX  Kanopuid
BA06ABOK K TeM, KOTOpble CO3/a-
loTes Xxupamu, Tpebyetrca 31—35
KKan/Kr
MHKpOSI'IeME‘HTbI
ButamnH A 700 mKr 600 mMKr
Butamnd D 0—10 mkr 0—40 mkr
ButamnH E 4 mr 3 mMr
ButamnH K 70 mKr 60 mMKr
Butamun B| 1000 mkr 800 MKr
ButamuH B2 1300 MKr 1100 mkr
ButamuH B6 1400 MKr 1200 mkr
ButamuH B12 1,5 mkr 1,5 MKF
Butamun C 40 mr 40 mr
Kanbuuii 700 mr 700 mr
Xpom 25 MKr 25 MKr
Meab 1200 mikr 1200 mkr
Nop 140 mKr 140 mMKr
>Keneso 9 Mr 15 mr
MarHuii 300 mMr 270 mr
docdop 550 mr 550 mr
LnHK 9,5 mr 7 mr

MpopgonxeHune Tabn. 9.11

Buonornyeckas ponb

YuacTme B Mnpoueccax CBETO-
oLllyuleHns (ceTyaTkoi rnas) u
AN hepeHLNPOBKN KIETOK

KoHTponupyeT o6meH
uma un ocdopa
AHTUOKCUIAHT
YyacTve B obecneyeHUn He-

NnpepbIBHOCTM Kackaja Koary-
AU

YyacTue B cMHTe3e AT®, obe-
crevyeHUN LENOCTHOCTU MeM6-
paH KIeToK

KothakTop OKMCAUTeNbHO-BOC-
CTaHOBUTE/NbHbIX PeaKLimii

Ka/lb-

Yyactve B 06MeHe aMUHOKMUC-
noT N nmnnpos

YyacTtue B cuHTe3e AHK

Ocnabnsowuii - areHT, yudacT-
ByOLLMIA B CUHTE3e Ko/iareHa

O6ecrneyeHne >XeCTKOCTU Koc-
Teld, yyactve B PyHKLNOHMPO-
BaHUN MblWL, N AnddepeHLmn-
poBKe KNeToK

Perynatop o6MeHa r/oKo3bl

YyacTue B aspo6bHOM 06MeHe 1
00MeHe xenesa

YyacTne B CUHTE3E TUPOUAHO-
ro ropMmoHa

YyacTue B K/IeTOYHOM fbIXaHUn
KoHTponb pocTta

Yyactne B 00MeHe KOCTHOM
TKaHW U MUokKapga

Yyactne B 06MeHe 6enKoB,
OHK n PHK
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YeTbipe BuTaMmmHa — A, D, E n K — xunpopactesopumble cy6-
cTaHuun, a 9 — C 1 Becb KOMMJEKC BUTaMWHOB B pacTBOpMMbI B
Boge. Hebonblune KonmuectBa BuTamMmHoB D n K, a Takke H (6mo-
TUHa) U PP (HUKOTUHOBOIA KWUCMOTbI) MOTYT CUHTE3MPOBATHLCSA 3H[0-
reHHO, HO [ANd NOLAEPXaHUA >KWU3HEeLeATe/IbHOCTU OpraHu3ma
HY>XHbI 3K30reHHble UCTOYHUKWN BCEX BUTAMMHOB. Kak 1 B OTHOLLe-
HUW OpYTUX MULLEBLIX BELLECTB, O BUTAMUHAX HY>KHO CKa3aTb, 4TO
MX HeLOCTaTOYHOCTb (TMMNOBUTAMUHO3) MOXET UMEThL AUETUYECKYHO
Npuposy Win ke 6bITb BTOPUYHOW NP HApyLUEHUAX BCACbIBaHMA,
TPaHCMOPTa, HaKOMNeHMs 1 0OMEHHbIX MpeBpalleHnii. MepBryHas
Hef0CTaTO4HOCTL BUTAMUHOB MOYTW BCErda BblpaXaeTcs B fetunLm-
Te Ccpa3y HeCKOJIbKMX N AaXKe MHOMMX BUTaMUHOB, HEPEeLKO 1 B 6en-
KOBOM rofiofiaHun. BTopuyHas HefocTaTOYHOCTb, HANpPOTUB, OblBa-
eT cneunguyeckoid, Hanpumep aedhmunt B,2 Npu NepHULMO3HON
(Tspkenoii) onmeBoaePULMTHON aHeMUK. TpK M3BECTHbLIX 06CTOA-
TeNbCTBAX 3TV BapuaHTbl TOXE MOryT KacaTbCs Cpasy MHOIMX BUTa-
MWUHOB, Hanpumep Kak npy CUHAPOME MOHMXEHHOrO BCACbIBAHWS
(manbabcopbumm) XMpoB, COMPOBOXKAAIOLLEM MOPAXKEHWE dXKENUHbIX
nyTel 1 NOAKeNyA0UHON XKenesbl.

YKunpopacTBoprMble BUTAMWHBLI MOTYT COXPaHATLCA B OpraHn3Me
N B CNyYae MX HEMOCTYMNEHWUS U3BHE WCMOJb30BaTLCA MO Mepe Ha-
[O6GHOCTM B TeYeHWe JONroro BpemeHW. KonmMuyecTBO Takux COXpa-
HSeMbIX BUTaMUHOB BapbUpYeT B 3aBUCUMOCTU OT MX Buia. Butamu-
Hbl, pacTBOpPUMble B BOfAE, B 4OCTATOYHOM KOJIMYECTBE HE COXpaHs-
lOTCS, MO3TOMY [aXe KOPOTKWIA Mepuog BUTAaMWHHOMO FO/I04aHus
NPUBOAUT K HEAOCTATOYHOCTU.

HecmoTps Ha TO 4TO AeUUMTLI BUTaMUHOB ropasfjo Limpe pac-
NpoCTpaHeHbl B CTpaHax TPETbEro Mupa, UX MOXHO BCTPeTUTbL U B
pasBUTLIX rocyfapcTsax, rhe OHW B OO/MbLUMHCTBE Cy4YaeB UMELOT
OVETUYECKOE MPOMUCXOXAEHWe, 00YC/OB/IEHHOE COLMA/IbHO-3KOHO-
MWYECKAMW YCNOBUAMW. BaxkHyto ponb B 3TOM Mpo6neme urparot
6eAHOCTb, a TaKXKe MrHOpMpoBaHMe (MO pasHbIM MpPUYMHAM) COOT-
BETCTBYHOLLEN MULLKM. TMNOBUTAMUHO3bI YacTO pa3BMBatOTCS Y 60/1b-
HbIX a/IKOrO/IM3MOM U OYeHb CTapbIX /IHOLEN B CBA3WN C OrpaHUYeHus -
MU B AueTe.

[NaBHblE NPU3HaKM HEeLOCTaTOYHOCTUM BUTAMWHOB CNeaytoLive
(cm. Takke Tabn. 9.11).

YKnpopacTBopUMble BUTaMUHbI

A Cemepanonus (HouHasi, U KypuHas, cfenoTa), Kce-
pothTanbMusl, NOTepsi 3peHUs; NIOCKOK/IETOUHAs Me-
Tannasus; BOCMPUUMUYMBOCTb K MH(EKLMAM

D PaxuT y geTeli, ocTeoManauus y B3pocnbIx

E CnuHouepebennapHas fereHepauunsa (HapylleHue 06-
MeHa BeLLEeCTB B MO3XKEYKOBbIX MyTAX CMUHHOI0 MO3ra)

K Cemopparunyeckuin gnates
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BuTaMUHbI, PacTBOPUMbIE B BOfE

B) (TnamuH) BonesHb 6epu-6epu, cmHapombl BepHuke n Kopcakosa

B2 (pn6odnasuH) ApubodnaBnHO3: XCio3 (06MeHHble HapyllueHUs B
TKaHW ry6 ¢ runepemueid, WenyLieHMemMm W TpewjmHa-
MW B WX KOXE), CTOMAaTUT W FnoccuT (BocnasneHue
CNM3NCTON 060/104KM NONOCTU pTa W BOcnaneHue
A3blKa), JepMaTuUT (BOCNasieHUe KOXWu)

B3(naHToTeHoBass HapylleHUsi pocTa OopraHusma, fepMaTuTbl (nosyde-

KWC0Ta) Hbl TOMIbKO B 3KCMEPUMEHTE)

PP (HukoTuHoBasa [ennarpa [60ne3Hb Tpex «[» — fepmatuT, Aunapes

KUCNoTa) (noHoc) n gemeHuma (cnaboymue)]

Bfi (nupngokcnH) Xeitnos, rnoccuT, gepmMatuT, nepudepryeckas Hei-
ponatus

Bl2(nnaHoko6a- KOMOGUHMPOBAaHHOE CUCTEMHOE MopaXeHue (Mera-

namuH) nobnactHas rMepHULMO3HAA aHeMUs W MOpaxXeHue
3a/He60KOBbIX MyTei CMIMHHOTO MO3ra)

C LunHra

®donat (conb ho- McranobnactHasa (MakpoumnTapHasa) aHeMuUs
NNEBOI KNCNOTbI)

BroTunH KAnHnyeckn oTyeT/IMBbIE NMPOSBNIEHNS HEWM3BECTHbI
(BuTamuH H)

XupopacTBOopMMble BUTaMUHbI. [MNOBATAMWHO3bI
3TOIA rpynnbl ¥ 0COGEHHO rMNOBUTaMMHO3bI A 1 D LIMPOKO pacnpo-
CTpaHeHbl cpeay HeMmyLLUX Coes 06LLecTBa B TPOMUYECKUX Permo-
HaX, & TaKke B MHAYCTPUA/IbHO Pa3BUTLIX CTpaHax. Pexe BCTpeuya-
0TCA MepBUYHbIE AeduLmnTbl BUTaMUHOB E 1 K. YTO Kacaetcs BTO-
PUYHBLIX BapWaHTOB BWTAMWHHOW HeJOCTaTOYHOCTW, O06YC/OB/EH-
HbIX AUCHYHKLMEN XenyeBbiBOAALLMX NyTel, NOMAKenyA04HON Xe-
Nnesbl U TOHKOM KWLLKW, TO MO OTAENbHOCTU OHW BbIABMAKTCA MO-
BCIOLY.

I.ButammH A Xopowo MU3yYeHHLIMU MOCNEACTBUAMMU TU-
noBUTammnHO3a A ABNAIOTCA: KeepohTa/lbMus (KepaTuHU3auus, T.e.
OpOroBeHVe, KOHBLIOHKTUBLI, HApYXXHON 060/104KM fasa, COCTos-
e 13 3NMTeNnNs U COeAUHUTENIbHOTKAHHOW OCHOBbI), KepaToMa-
naums (pasMsaryeHue 1 U3bsA3BEHUE POroBuLbl), pybLieBaHMe porosu-
Upl U CMenoTa, a TakkKe MIOCKOKIETOYHast MeTannasms rnepexogHoro
ANMUTENNS MOYEBBLIX MyTel U Cn3e06pasytoLLEero anUTeNMs B pasHbIX
opraHax. K 3TOMy MepeyvHi0 MOXHO [00aBUTb CHU>KEHME VMMyHHOM
PEAKTVIBHOCTW W BbICOKYH) CMEPTHOCTb OT WMHGEKUMA (OCOBEHHO Y
feTeld). BO3MOXHbIMU MOCNEACTBMSAMU HEAOCTAaTOMHOCTW BUTaMUHa
A, N3YyYeHHbIMWN B 3KCMEPUMEHTE, CUATAOTCA CHWKEHME PENnpOayK-
umMn (pa3MHOXeHUs1), 3amef/ieHMe pocTa KOCTe W MNOBbILIEHUE
MpespacrofioOXXeHHOCTU K paKy KOXW, Nerkux u psaga apyrux opra-
HOB.

Mocne 6enKoBOro rofofaHns rmnoBUTaMUHO3 A ABNSETCH Hau-
6onee pacnpocTpaHeHHbIM BMAOM PacCTPOCTBa MUTaHWs, 0COBEH-
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Ho B KOro-BocTouHoi A3um 1 HEKOTOPbIX pervoHax Kutas u Adpu-
Ku. 1o cTaTUCTUYECKUM [aHHbIM, CYMMapPHO BO BCEX 3TUX PermoHax
KaKabliA rof BbisBNseTcst BHOBb Mo 5—10 MaH (1) cnyyaeB kcepod-
TanbMUKM, NPUBOASALLENA K cnenoTe okono 250 000 60nbHbIX. [MpakTu-
YECKM HET CTATUCTUYECKMX AaHHbIX O TMNOBUTAMUHO3e A Cpeaun He-
VUMYLLMX UL, B PA3BUTLIX CTpaHax.

AKTUBHOCTbIO BUTaMMHa A 0061a4aloT MHOIMe COefuHeHNs.
Haunbonee BaXXHbIM ¥ CaMbIM aKTUBHbLIM ABMISETCSH PETUHOS, aKTUB-
Hbl 1 ero Npov3BOfHble — PeTUHan (anbderns peTuHona) U petu-
HoeBas KuUCNoTa. B KayecTBe BaXHbIX AMETUYECKUX WCTOYHWKOB
3TUX PETUHOWAOB NPU3HAHbI Takue MPOLYKTbl XXMBOTHOMO Npouc-
XOX[IEHNS, Kak aiilua, CIMBOYHOE Macfo, MACO, LefbHOe MOJSIOKO U
neyeHb pbibbl. KpoMe TOro, B HacTosillee Bpems co3faHbl 6onee
2000 CMHTETUYECKUX aHafloroB BUTaMUHa A C TOI XXe Uan npumep-
HO TaKOM >xe 6UOIOrMYecKO aKTUBHOCTLIO. O6LLeNpuHATas rpynna
PETUHOUJOB BKNIOYAeT B Ce6A M ECTECTBEHHbIE, U WCKYCCTBEHHbIE
thopMbl BUTaMuHa A. Ho ecTb elle KapoTUHOMAbI, BUOXMMUYECKME
NpeLecTBEHHNKN BUTAMUHA A, U3 KOTOPbLIX Hanbosee BaxeH beTa-
KapOTMWH, COCTOALMIA M3 ABYX CBA3aHHbIX MOMiEKYN peTuHona. Ka-
POTUHOWMAOB MHOIO B JIMCTBEHHbIX OBOLUHBLIX KY/bTYpaxX W XEeNTbIX
OBOLLAX: LUMMHAaTe, MOPKOBM, CnagkoMm KapTodene, Kabaukax W
ThIKBaX.

[na nepesapviBaHMS W BCaCbiBaHWUSA PETUHOULOB W KapOTUHOU-
[I0B, KaK 1 ApYruX XXUPOB, HY>XHbl COMM XEeNYHbIX KUC/OT, NaHKpea-
TUYecKUe (JepMEHTBI M B KaKOM-TO Mepe LO/KHA ObITb BO3MOX-
HOCTb BCaCblBaHMSA COMYTCTBYHOLLMX XXMPOB. HakomnneHne peTuHOU-
[I0B 1 KapOTUHOWMOB OCYLLECTB/SETCA B MEYeHW, NpuyeM pe3epsBoB
BUTAMMHA A XBaTaeT Ha MHOro MecALeB BUTAMWHHOIO rOM0faHuS.
Mo Mepe HafoOBGHOCTM 3PUPLI MOABEPratoTCA rMAPONU3Y, & PETUHON
CBA3bIBAETCA CO CMeunUUecKUM pPeTUHOMCBA3bIBAKOWUM BeNnKkom
(PCB), Ha3BaHHbIM TpaHCTUPETUHOM. [ns TPaHCMOPTUMPOBKM B
KPOBb U TKaHW CYLLECTBYIOT MeMbGpaHHble peuenTtopbl ans PCB, a
TaKXXe PeTUHONCBA3bIBAKOLLMe Genku LuuTo3ons ana nepeHoca PChH s
A0p0 Knetkn. OfHako MOKa HEeT OTYeT/IMBOrO MpeiCTaBfieHNs o
BHYTPVK/IETOYHOM Ha3HAYeHMM BUTaMMHA A

OcTaHOBMMCS Ha MOCNeACTBUSAX HeJOCTATOYHOCTU BMUTaMuHa A
N TOKCMYECKUX MpOSABMAEHUAX runepeuTamnHosa A. Bbigensior 5
BXKHEMLMX (DYHKLMIA BUTaMMHA A B TKaHSIX Ye/ioBeKa: obecreve-
HMe MeTabonm3Ma B 3MUTENNA/IbHbIX TKAHAX, CEKPETUPYHOLLUX
CMM3b; y4yacTue B JOPMMPOBAHMNM BaXKHON MPOCTETUYECKON TPynMbl
MATMEHTOB CeTYaTKW (BHYTPEHHel 060M0YKM [Na3HOro $6/10Ka);
NOBbILLEHNE HEBOCMPUMMYMNBOCTU K MHGEKUMAM (0COBEHHO AeTelh);
(hYHKUNA aHTMOKCUAHTOB; MpeAnosiaraeMoe NpPOTMBOPaKOBOE Aei-
CTBUE.

[MoKaszaHo, YTO Yy MOAOMNbLITHLIX YXMBOTHbLIX PETMHOMAbLI Y4YacTBy-
0T B POCTE U penaukauum knetok. OfHaKo AaBHO M3y4yeHa MoCcKo-
KNeTOYHas meTannasns cnvm3eobpasylowlero anuTenns, HemsoexHo
pa3BMBAKOLLASICA MPW HEAOCTAaTOYHOCTM BUTaMMHa A. Tlpn 3TOl He-
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[OCTaTOMHOCTM OfUH 3NWUTENWI noBpexaaetca OoNbLUe, APYroi
MeHblLe. Hanpumep, B BbICTU/IKE KULLEYHUKA NpW TMNOBUTaMUHO3E
A 0TMeuvaeTcs noTepst KNEeTOK, CEKPETUPYHOLUX CNU3b, HO HET Npu-
3HAKOB 3MMAEPMMU3aLMM, APYTVMU C/I0BaMU, HE MPOUCXOAWT Moc-
KOK/IeTOYHOM MeTannasuu. B To e Bpems B aMMTeNUn porosuLbl,
KOHBHOHKTVMBbI, BEPXHUX OTAEN0B PECNMPATOPHOrO TpakTa, MOYeBbI-
BOLALUMX NyTeld, MPOTOKOB CMHOHHbLIX XEe3 1 NOMLKeNyLoUHOW Xe-
ne3bl 06HApPY>KUBAKOT 30HbI BbIPAXKEHHON anuaepMusauun. Mocnes-
CTBUS 3TOr0 Ype3BblHaliHO Cepbe3Hbl, 0COGEHHO AN (YHKLUN [Nas.
MosToMy O TanbMONOTNYECKME OCMOXKHEHUA Mbl  PacCMOTPUM
HUXe, a 34eCb NEPEUNC/IMM N3MEHEHUS B OCTa/IbHbIX OpraHax. YTpa-
Ta MYKOLMMIMAPHOM (DYHKLMUK pecrnmpaTopHoro anutenus (cekpe-
LMW CAN3K U OBUDKEHUS PECHUYEK HA anuKaslbHbIX 4acTaX naasmMo-
NeMMbl), UMeIOLLE B BPOHXaX «3CKanaTOpHOe» (B TOM 4mMcne Mpo-
TUBOMWKPOOHOE) 3HayeHue, NpPUBOAMT K BPOHXUTAM U MHEBMOHU-
M. SnuepmMu3aLnsa NepexofHoro anuTenns MOYEeBbIX MyTei cro-
COOCTBYET Pa3BUTMIO B HUX acenTUYecKoro v MMKpoGHOro Bocnane-
HUA, a TaKkke 06pa3oBaHMI0 KamHel. ChylimBaHue anuTennanbHbIX
KMETOK B 30He MeTaniasuy BbICTUKWA MPOTOKOB C/IKOHHBIX XKene3 U
NOLYKENY0UHOI XXenesbl NPUBOANUT K 0BCTPYKLUM NPOTOKOB U BTO-
PUYHBIM MHDEKLMAM. TTN0CKOKIEeTOYHas MeTaniasus B Ca/lbHbIX U
MOTOBbIX XeMe3ax KOXM MOXET BbI3BaTb (O/IMKYNAPHBIA runepke-
pato3 (YTO/LEHUe POroBoro cnosi B 06/1aCTM BOPOHOK BOJIOCAHbIX
honnMKynoB) M npeapacnonaraTe K yrpsm (BOCHA/EHUIO CasibHbIX
Xenes 1 BOMOCSAHbIX (DONIMKYNOB KOXU, UK acne).

ButamuH A BNMSIET Ha OCTPOTY 3peHus (B YaCTHOCTU, CymMepeu-
HOFO) MNPV CHWKEHHOI APKOCTU (hOHA. 3pWTE/IbHbIA NUIMEHT ceT-
yaTKN MMeeT 4 BuAa: POLOMNCUH, COfepXaluiAca B Nasioukax (CBeTOo-
PeLenToOpPHbIX KNeTKax CeTyaTku) v ABAAILWMIACA rnaBHbIM 06pa3om
CBETOUYBCTBUTE/IbHBIM MUTMEHTOM, BXKHBIM [/151 3pEHNSI MPU MOHN-
YKEHHOW OCBELLEHHOCTU, a Takke 3 pasHOBMAHOCTU AOLOMCHHA B
Konboukax (TOXE CBETOPELENTOPHbIX KETKax), KaKaas M3 KOTOpbIX
obecneuvBaeT BOCMPUATME CBOE 4acTW LIBETOBOrO CrekTpa npu
pasHoil ocBeLleHHOCTU. [ns (opMUMpOBaHUS POAOMCUHA PETUHON
Mnasmbl KPOBU OKWUCASETCA B a/iIo-TpaHc-peTuHan(b), 3aTeM Mnog-
BepraeTcsa usomepusaumm B M-unc-petmHan(b) (M3o0mepbl —oA4MHa-
KOBble MO0 COCTaBy M MOJIEKY/NAPHO Macce BellecTBa, pas/nmyato-
LMecs Mo CTPOEHUKO WM CBOMCTBaM), KOTOPbI/A, B3aMMOLENCTBYS C
6enkoM OncuHom, obpasyeT pogoncuH. Korga B ceTyatky, agantu-
POBaHHYI0 K TEMHOTE, «BTOPraeTcsi» CBET, POAOMCUH NpeTepreBaeT
PS4 MPOCTPAHCTBEHHbLIX M3MEHEHUIA, MPeBPaLLasiCb B KOHLE KOHL,0B
B aNN0-TpaHc-peTnHaN(b) 1 ONcuH. B xoge 3Toro npowecca n3mMeHs-
tOTCA MeMOpaHHble MOTEHUMaNbl U QOPMUPYETCA CUrHas, nepeda-
BaeMblii NO HepBHbLIM NYTAM B rOIOBHOM MO3r. Bo Bpems aganTauuu
K TEMHOTE 4acCTb anno-TpaHc-peTUHana CHOBa MpeBpallaeTcs B
H-unc-petuHan(b), HO 6onblUAs YacTb PeAyLMPYeTCs B PETUHON K
MCYe3aeT B CeTUATKE, BbI3blBasi MOTPEOHOCTb B MPOLOMKEHUN CHAb-
XeHus peTuHanom. OTcrofa — yXyALUeHne 3peHns mpu cnaboii oc-
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BELLLEHHOCTN (HWUKTaNoNusa, reMepanonus, HOYHas, WAM KypuHas,
CienoTa) —paHHWiA NPU3HaK HeAOCTaTOYHOCTY BUTaMUHa A,

Kpome M3MeHeHWUIA 3peHust, TMNoBUTaMMHO3 A MOXET NPUBECTY
K NOSIHOM cnenote. MeTannasus, B JaHHOM C/lyyae KepaTvHU3aLms,
T.e. 3aMeLLeHMe HOPMabHOrO BAQYKHOrO POrOBUYHOINO U KOHBIOHK-
TUB&/ILHOT O ANUTENINSA HA HECEKPETMPYIOLLYIO NOCKOKNETOUHYO, Aa
elle 1 OpOroBeBalOLLYI0 BbICTU/IKY BedeT K KcepogTanbMum (0og-
Ta/lbMOKCEPO3y) — CyX0ii MOBEPXHOCTU FNa3HOro f610Ka. Mpu 3Tol
naTosiorMn nosBASOTCA HeGOoNbLUME CepoBaTo-6enble OGNALLIKM K3
HaKOMMBLUMXCA KEepaTUHOLWTOB, HasblBaeMble NATHaMu bButo
(P. Bitot). Mpun 60nee THKENbIX hopMmax rMNOBUTaMMHO3a A Cyxume
MOBEPXHOCTW KOHBIOHKTUBbI 11 POrOBMLIbI CK/IOHHbLI K U3bA3BNEHUIO
N MHPULMPOBAHNIO C pasMsAryeHWeM poroeuubl (KepaTomansuum).
B ganbHenwem oTmevaeTcs pybLeBaHne Unn BbITECHEHNE XpyCTa/n-
Ka, 4TO 3aKaH4MBaeTCA HeobpaTumMoli cnenoToi. detuumT BUTaMm-
Ha A AIB/ISIETCS OCHOBHOI MPUYMHOW CNenoThbl.

Ewe ogHO nocnefcTBue aToro geuuuta —CHWXeHUe UMMYHU-
TeTa y fleTell 1 UX NOABEPXKEHHOCTb Pas/NYHbIM UHDEKUMAM. me-
tOTCA CBeJeHUs 0 TOM, YTO B VIH[OHE3MM CMEPTHOCTb OT [AETCKMX
MHMEKUMIA (Hanpumep, Kopu) y AeTeld, MMEBLUMX CNaboBbIpaXKeH-
HYI0 KcepodhTasibMuio, MpPeBbILIAET B 4 pasa aHalorMyHbIA nokasa-
TeNb Y 300pOBbIX AeTeld. Mocne MaccoBOro nevyeHWUs BUTaMUHOM A
CMEPTHOCTb CHM3Wnack Ha 50 %. OpgHako npu nonbiTKax nabopa-
TOPHOrO AO0KYMEHTUPOBAHUA MNOLABMIEHHBLIX WUMMYHHbIX (QYHKLMWIA
npy TMNOBUTaMMHO3e A He Y[anoChb BbISIBUTb KaKOr0-MO0 CHMXKe-
HUS TYMOP&/IbHOrO MW K/IETOYHOr0 MMMYHUTETA.

Viccnemyetca 1 3HayeHMe HeJocTaTOMHOCTW BUTaMWMHA A B Mo-
SIBMEHVN NPefpaKoBbIX COCTOAHWUIA. CrefyeT YNOMSHYTh 00 ycnew-
HOM MPUMEHEHMUN MPOU3BOAHBIX 3TOr0 BUTaMUHA 415 leYeHUs pas-
HbIX MOPaXEHWUA KOXM, COMPOBOXAAKOLLMXCA runepnnasveid anu-
AEpMUMCA 1 TUMEPKepaTo30M: Yrpei, Iy4eBoro Keparosa (4awe nocne
yNbTpathnoneToBoro 06/y4eHns), ncopmnasa (YECOTKM, YeLlyhnyaToro
nuwast). OfHaKo 3Ty NPOU3BOAHbIE MOF/IM BbI3bIBATb NPOMUENOLN-
TapHbIW NerKo3, CrnocobCTBYA CKOPOTEYHOMY «CO3PEBAHMUIO» MUENO-
NAHLIX (hopM neikemun (cMm. rnasy 12).

JonrospeMeHHoe ynoTpebneHne BuTamMmHa A B 60/bLINX [03aX
NPV IeYEHNN OMMUCAHHbIX Bbille 3a601eBaHNIA UM MPU UCMO/b30Ba-
HUK xuTenamm Cesepa B NuLLe neyeHU (COAePXMT MHOro cBO60A-
Horo BuTammHa A) 6enoro mefBefs, TIOMEHS, MOPXa CONPOBOX/a-
eTCA rONOBHbIMM 60MAMU, Pa3APaKUTENbHOCTLIO, COH/IMBOCTLIO,
TOLUHOTO 1 PBOTOI, MOHOCOM, BbINAAEHWEM BOSIOC 1 UMMYHOOT -
YECKMMW HapyLUeHWUAMA. Tpu XPOHUYECKOW WHTOKCMKaLMW NosiB-
NAOTCA NPU3HAKU YBENNYEHUS TUMEATUYECKUX Y3/10B U OONIE3HEH-
HbIX FMNEepPOCTO30B (NaToN0rMyeckuUX paspacTaHuini 0ObIYHON KOCT-
HOW TKaHW B CKefeTe). Y HOBOPOXAEHHbIX OTMeYaloT MpexneBpe-
MEHHOE 3aKpbITUe POAHWNYKOB. [JONrOBPEMEHHbIV NPUEM CUHTETU-
UECKMX PETUHOMAOB OepeMeHHOW NPMBOAUT K BbLICOKOW 4acToTe
BPOXAEHHbLIX MOPOKOB, POPMUPYEMBIX ELLE Y SMOPUOHOB.
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N36bITOYHbIE [03bl KepaTMHOWAOB He BbI3bIBAKOT MHTOKCUKA-
umn. OfHaKO Y KPO/IMKOB U 04N, HEHOPMaNbHO MHOMO NOTpe6ns-
IOLLMX MOPKOBb, TMUMNEPKAPOTUHEMUS MOXET BbI3BaTb >KENTU3HY
KOXM (HO He CK/ep, Kak npu runepounnpyomHemun).

2Butamunu D. Xopowo M3yYeHHbIMU COCTOSHUAMM Mpu
runoBMTammnHo3se D SBASHOTCA paxuT Y AeTeil, ocTeomanauusa (pas-
MArYyeHue KOcTeli Mpu HeJOCTaTKe KasbLys) Y B3pPOC/bIX U TMno~
Ka/lbLiemmyeckast TeTaHus (MPUCTYNbl He3HaUYUTeSNbHbIX CyLopor).
PyHKUMSA BUTaMUHA D wnnu, npasuibHee, ero MetTabonuToOB Bblpa-
KaeTCs B MoA/JepXKaHNN B Mia3Me KPOBY COOTBETCTBYHOLLETO YPOBHS
KanbLus v hocgaTa 415 HOPMaIbHON MUHepanu3auuy Koctel. Mpu
HeAoCTaTOuHOCTU (PYHKLUUM BUTaMMHa D y B3pOCAbIX YMEHbLLAETCA
nnn 6NOKMpYeTCa MUHepanm3aums ocTeonia — MOMOAOMA KOCTHO
TKaHW, KOTOpas HaxoAuTcsA Ha 3Tane (POpPMMPOBaHUs, NpPeaLIecTBY-
tOLLEM MUHEpanu3aLm MeXKIeToO4HOro BeLlecTBa KocTu. [103ToMy
OHa W NIeXUT B OCHOBE MEPECTPOMKM KOCTW, BbI3blBas 0CTeOMas-
umto. OfiHaKo Yy pacTyLumx feTeid runoBMTaMmMHO3 D conpoBoXaaeT-
CA He TO/IbKO HefloCTaTOYHOM MUHepanu3aumeit octeomaa, HO U He-
aflekBaTHOW MpeaBapuTeNlbHON  MUHepann3aumeid  anUM3apHbIX
XpALLeid, YTO U BbI3bIBaeT paxuT. HegoctaTouHoe noTpebneHue BU-
TamurHa D MOXeT ObITb 06YCNOBMEHO HE TOMLKO ANETUYECKUMU, HO
1 APYrUMK NpUYUHAMK.

Lnsa venoseka CyLLeCTBYeT fjBa UCTOYHMKA MONYYEHUA BUTAMMUHA
D: a) 3HAOTEeHHbI CUHTE3 B KOXKE U3 NMpeaLecTBeHHNKA 7-4ernapo-
XONnecTepuHa, KOTOPbIA Mnof AeCTBMEM YNbTPatMONeTOBbIX Nyyeid
npespaLllaeTcs B BUTAMUH D3 6) 9K30reHHbIN MULLEBOA UCTOYHMK
— HaTypabHbIE MOJIOYHbIE MPOAYKTbI, CIMBOYHOE MAC/O0, >KENTOK
ANL, OPOXOKK, pacTUTeNbHbIE Mac/a, pblouid xup. B npogykTax nu-
TaHWUs cogepxarca Ase (opMbl BUTaMuUHa — D2 n D3 KoTopble
(DYHKUMOHA/IbHO WUAEHTUYHBI.

Mpexge yem BUTaMMH D cmoXeT obecneunTb noggdepaHue co-
OTBETCTBYHOLLEr0 YPOBHS Kasbums U (hoctaTa B Mja3me KpoBM, OH
[O/MKeH npeTepneTb 0OMeHHOe npespalleHne B aKTUBHBIA MeTabo-
nuT. Kanbungepon 3HL0- U 3K30reHHOro NPOUCXOXAEHNS, a Takxke
ero MetabonuTbl TPaHCMOPTUPYHOTCA B KPOBb W CBA3LIBAIOTCA [NaB-
HbIM 06pa3oM C anbga-rnobynmnH-sutTamuH D-cBsisbiBatOWMM 6en-
KOM. OTO COefVHEHWe HanpaBfsieTcs B MeyeHb, e ¢ MOMOLLbIO
okcmgasbl P-450 u rugponassl D-25 KOHBEPTMPYETCA B KOMIJIEKC
25-OH-D, koTopblii B (PU3MONOMMYECKUX KONMYECTBaxX WHEPTEH.
3TOT KOMMNNEKC, COefJMHEHHbIV ¢ anbta-rnodynumH-semTaMmmH D-cBs-
3bIBAOLLMM BENKOM, TPaHCMOPTUPYETCA B MOYKKU, B KOTOPbLIX C MO-
MOLLbI0 MUTOXOHAPWANbHOW TMAPOKCMIA3bl KaHa/bLEBOro 3nuTe-
NV NpeBpaLlaeTcs B aKTUBHbIA MeTabonMT Kanbuutpuon 11,25-au-
ruapokcuxonekanbuugepon, 1,25-auruapokcmsutammH D, cokpa-
teHHo 1,25-(0OH)2D].

AKTUBHbI METabo/UT HenoCPeACTBEHHO AeNCTBYET Ha OpraHsbl,
urpatolye BaXKHYKH pOfb B rOMeocTase KanibLUus, — KULLIEYHWUK,
KOCTU M MOYKW. Ha MOMeKynsipHOM YpPOBHE OH B3aMMOfENCTBYET
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CO crneunMuyecknMn peuenTopHbIMK Genkamn B KneTkax u obpa-
3yeT ¢ Humm kKomnnekc (no R.S.Cotran, V.Kumar, T.Collins,
1998). MocneagHeMy CBOWCTBEH MeXaHW3M MOr/OWEHNUSA  S4pOM
KNETKWN, aHa/IorMyHbIA TaKOBOMY Y CTEPOUAHBLIX FOPMOHOB. B Ku-
weyHom anutenun metadbonut 1,25-(OH)2D uepe3 reHOMHble K
HEreHOMHble MexaHuU3Mbl CTUMYNUPYET MOBbILLEHWE aKTUBHOCTU
PHK c yBennyeHMeM CcuUHTE3a Ka/bLMIACBA3bIBAKMLUEIO 6enka
(CaBR). Kpome Toro, metaboniMtT HenocpeicTBEHHO CMoco6CTBYeT
MOBbILLEHNIO MPOHWULAEMOCTY LLETOYHOW KaliMbl 3HTEPOLMTOB AN
Kanbumsa, a CaBR o6neryaet nepeHoc KanbUus 4epe3 KNeTKy B
KpoBb. IMOMHOCTLIO PO/b YKa3aHHOro mMetabonuta u 6enka CaBR B
HOPM&/bHOM MWHepain3aumMm KoCcTeld 1 Mo6GuaM3aumnm Kanbuus
NS NOAAepXaHWs ero ypoBHA B Mia3Me He u3yyeHa. 13BecTHO,
YTO B MOYKaxX Ka/bLMTPUON BMECTE C MapaTropMOHOM MOXET yua-
CTBOBaTb B KaHa/bLieBOW peabcopouMn KanbLusi, HO U 3Ta Pofib
TOXE MOHATa He A0 KOoHLA.

PaxuT 1 ocTteoManaums LUMPOKO pPacnpocTpaHeHbl BO BCEM
MUpE, XOTA B Pa3BUTbIX CTPaHaxX OHW AB/AKOTCA BCE Xe pefKuM noc-
NeACcTBMEM KaKMX-MO0 OTKMOHEHWIA B AveTe. Mpasaa, BCEBO3MOX-
Hble HapyLlUeHWs BcacbiBaHUA BUTaMUHA D (Npy 06CTPYKUMM Xenud-
HbIX MyTei, HeAOCTATOYHOCTY MOKENYA04YHOM XKenesbl, 3HTEepUTaXx,
Manbabcopbunn TOHKOM KWULLKW), W3MEHEHWs ero MeTabonuama
[Npy onddy3HbIX MOpaXKeHWUAX MeyveHW, XPOHUYECKON MOYeYHON
Hef0CTaTO4YHOCTH, 060MX TUMAaX paxmTa —ayTOCOMHO-PeLLeCCYBHOM
(Tvin 1) 1 ¢ noBpexaeHneM peLenTopoB K BUTamuHy D (Tun )],
HapyLleHns roMeocTasa Kanbuusa u hocopa HUKaK He CBA3aHbI C
OTK/OHEHUSMM B AUETE.

Mopdonoruyeckne M3MeHeHWUs MNpU paxuTe U OCTEOMaNALUM
NPOSBNAOTCA Npexzie BCero B 60/IbLLIOM KONMYECTBE HeMUHepaIn-
30BaHHOro Matpukca octeouga. [ns paxurta XapakTepHO Takke He-
aflekBaTHOe 06bI3BECTB/IEHUE ANUDM3APHBLIX XPALLEl, HapyLuatoLlee
3H[OXOHAPabHLIA POCT KOCTW. 3JTanbl pa3BUTUA U 0BHOB/EHUS
KOCTHOI TKaHW OCBELLEHbI B rnaBe 24, 34ecb Mbl 06paTumcst K noc-
NeAoBaTeIbHOCTU M3MEHEHWIA, BO3HMKAIOLLMX Npy paxuTe. BenepcT-
B/E HEMoSIHOTO CO3PeBaHUS W pa3befMHEHWUS XPSLLEBLIX K/IETOK
NPONCXOAUT U3OLITOYHOE HaKOMJeHUe HeHOPMasibHO MUHepasnn3o-
BaHHOI0 3anugunsapHoro xpswa. fdedopmmpyowme 1 pasHoobpas-
Hble Mo (hopMe MacChl XpALLA CYLLIECTBYIOT JO/T0e BPeMS U BO MHO-
rMx MecTax BLalOTCA B NOMOCTM, 3aHWMaeMble KOCTHbIM MO3IOM.
B panbHeiem Ha HeafjeKBaTHO MVHepaIn30BaHHbIE MacChbl XpsilLa
OTK/1af1bIBAETCA MaTPUKC OCTeomfa, B KOTOPOM MOBLILIAKTCA KOMU-
YeCcTBO M aKTMBHOCTb OCTE06/1acTOB W OCTEOKIacToB. 3aTeM Hapy-
LLaeTcsa NiaHOMepHOe 3aMelleHMne Xpslla OCTEOMAHbLIM MATPUKCOM
C YBe/IMYEHVEM W fnaTepasibHbIM pacrpocTpaHeHNEM 30H KOCTHO-
CYCTaBHbIX COYSIeHEHWIA. TOTOM aKTWBHO (POPMMPYHOTCS Kanwans-
Pbl 1 BO3HMKaET ()MOPO3 KOCTHOro Mo3sra. HakoHel, nosBNAKOTCS
JedopmMaumm ckeneta 13-3a yTpaTbl CTPYKTYPHOI XeCTKOCTU pa3Bu-
BatOLLENCA KOCTHOWN TKaHMU.
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Mpn paxute MakpOCKONUYECKME U3MEHEHUS CKefeTa 3aBUCAT OT
06LLen TAXECTW NaToMOrMYecKoro npoLecca, ero NpPOLO/IKUTENb-
HOCTKW, Bo3pacTa O60NbHOro pebeHkKa M Harpysok, KOTOpbIM NopaBep-
raloTcad MNopaxeHHble KocTW. B nepuog, Korga pebeHOK elle He
XOAUT, HaMbOMbLUME HArpy3KN UCMbITLIBAIOT Yepern 1 rpyaHas KneT-
Ka. PasmaryeHHble 3aTblIOYHbIE KOCTU MOTYT YN/IOLWAThCS, & TEMEH-
Hble MPU HaXXaTuW CBEepPXY MOrYT HECKO/IbKO MPOrméaTbCsi BHYTPb.
Takoe fiBfeHMe OTpaxXaeT KpaHMoTabec, pasMsiryeHe KocTei yepe-
na. MN36bITOK ocTeonga o6yCnoBAMBaeT PasBUTYHO BbIMYKIOCTb N106-
HbIX KOCTel U MpAMOYro/bHYH hopmMy uyepena. UpesmepHoe pasBu-
TWe XpsAla M ocTeomfa B 30HAX pPebepHO-XPALLEBLIX COUNEHEHUI
rPYAHOM KNETKM BbI3blBaeT 00pa3oBaHMe pPaxXUTUYECKUX YETOK,
YTO/LLEHNI pebepHbIX XpsLleit. OcnabneHHble YyacTu pebep, npune-
ratoLiye K nx CyCcTaBHbIM 30HaMm, NOABEPrarTCs HATSXEHMWIO CO CTO-
POHbI AbIXaTeNlbHOW MYCKynaTypbl U NpornéatTcst BHYTPb, CNOCO6-
CTBYS KWIEBUAHOMY BbINAYMBAHWUIO TPYAMHbLI Briepes, CO3fatoLlemMy
TaK HasblBaeMyto roflyouHyto (W KyprHyto) rpyap. BTarveaHue kpas-
MU Avagparmbl Y3KMX 30H TPYLAHOW KNETKWM BHYTPb NPUBOAMT K 06-
Pa30BaHMIO CHapy>u Ha ee MOBEPXHOCTU FappuUCcOHOBON 60po3abl
(E.Harrison) — nonepe4yHoro yray6neHWs, COOTBETCTBYIOLLEIO
NVHUN NpUKpPenneHns auagparmbl. BeTpeyaroTes Takke NaTtonoru-
YeCKUiA NOACHUYHbIVA NOpAo3 (YpPe3MepHOe CMeLLeHMe TeN MO3BOH-
KOB Krepeaun) U UCKPYBEHWE HOT.

Y B3pOCAbIX NHOAEA 0CTEOMANALMSA YacTo efBa Y/1I0BMMA U XapaK-
TepU3yeTcs yTpaTod MacChbl CKeneTa WA UCTOHUEHWEM OTAE/bHbIX
KocTel. Ee HENPOCTO OT/INUYNUTL OT CXOLHBLIX U3MEHEHWIA NPU APYTruX
3ab60/eBaHMAX, KOTOPble HE COMPOBOXAAIOTCS AePULMTOM MUHepa-
nnsamu.

3 ButamuH E coctouT u3 8 TeCHO CBS3aHHBIX XXMPOPaCTBO-
PUMbIX YaCTel, U3 KOTOPbIX Haubonee akTMBEH aslb(a-TOKOMepo.
Bcem 8 yacTam npucywiy BblpaXXeHHble aHTUOKCUAAHTHbIE CBOMCT-
Ba, YTO JaeT BO3MOXHOCTb HeNTpasn3oBaTb CBOGOAHbIE pagnKaibl,
MPOU3BOAHbIE MHOIMMX K/ETOYHbLIX OKUC/IMTENbHO-BOCCTAHOBUTESb-
HbIX peakuuiAi. ButammH E cBOAUT K MUHUMYMY MEPEKUCHOE OKMC-
NeHve NMNUA0B N1a3MoseMM, BbI3BAHHOE CBOOOAHLIMWU pajmkana-
Mu. Ero sawutHas ponb 0COOEHHO BaXKHa [i11 HEPBHOW CUCTEMbI U
npejoxXpaHeHns apuTPOLUTOB OT n3uca. lonaratoT, 4TO ITOT BUTa-
MWUH 00/afaeT Takke 3aMUTHBIMU PYHKLMAMKW, HanpasieHHbIMU
MPOTMB MOBPEXAAIOLLEr0o AelCTBMA BAbIXaeMbIX OKCUMAAHTOB Ha fe-
FOYHYIO TKaHb.

ButamuH E copmepXmTca BO MHOTMX npoaykTax (siuax, Msice,
pbibe, 0BOLLAX, X/1EBHbIX NPOAYKTAX, opexaxs), MO3TOMY fMeTuYecKue
(hakTOpbl pPeaKo 06ycnoBAMBalOT AehMLMT 3TOr0 BUTaMMHa. B pas-
BUTLIX CTpaHax OCHOBHOMW MNPUYMHON Takoro feguuura ABAseTCs
MasibabcopoLumsa XMUPOBLIX KOMMOHEHTOB MUK, K TSHxenon Hepo-
CTaTOYHOCTU BUTaMUHA E NpuvBOAMT pefkas ayTOCOMHO-peLeccuB-
Hast 60/1e3Hb abeTaNUMNONPOTENHEMUSA, MOCKO/bKY OTCYTCTBME 3TOr0
NUMONPOTENHA 3aMETHO YMEHbLUAET TPaHCMopT BuTaMuHa E B nnas-
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Me KpoBU. [eduumnTt BuTamMmnHa E Bbi3bIBAET NepUpEPUUECKYI0 Hell-
ponaTuio, YaCTUYHO O6GYC/OBMIEHHYIO fereHepauunend (HapyLUeHVem
MeTab0/113mMa) MO3IKEUKOBbLIX MyTeW CAMHHOIO MO3ra ¢ BTOPUYHbLIM
HEKPO30M B 33fIHNX KOPELUKOBbIX raHrnimax. OTMeyaeTca 1 nopaxe-
HME CETYATKM CO CHMDKEHMEM OCTPOTbI 3PEHUS U CNAaBOCTbI0 MbILLL,
rnasHoro A610ka.

4 ButamMuH K BHOpMe HEOOXOAMM [ CUHTE3a B MEYEHM
4 (hakTOpOB CBEPTbLIBAHMA KPOBU: NPOTpPOM6UHA ((hakTopa IL), dak-
TopoB VII, IX n X. [juetnyeckne noTpebHOCTM B 3TOM BUTaMUHE Y
B3pPOC/IOr0 Ye/I0BEKA OYeHb HEBE/IMKM MO [BYM NpuyMHaM. Bo-nep-
BbIX, OH YCM/IEHHO CUHTE3VPYETCS KMLLIEYHOW MUKPOGHOI ayTodno-
poii 1 3TOT GakTepuanbHbIA UCTOYHWK O6ecneynBaeT MoyTu non-
HOCTbIO CYTOYHYIO MOTPeOGHOCTL opraHu3ma. Bo-BTOpbIX, BUTAMUH
K Xopowo BOCCTaHaB/MBaeTCA B OOMEHHbIX npoueccax. [oatomy
ero HeJOCTaTOUYHOCTb BCTPEYAETCH Pefko U B OCHOBHOM Y HOBOPOX-
[eHHbIX NM60 Y Tex B3pOC/bIX, KTO JONroe BpeMsi Nnosydan Orpom-
Hble [03bl aHTUBUOTUKOB LUMPOKOrO CMEKTpa AeiicTBUSA, NofaBuB-
WMX KuwedHyto aytogopy. [epuunt BuTamMuHa K OblBaeT 1y
00/bHbIX C TSHKENOW 1 AaBHO CYLLECTBYHOLLEA ManbabcopoLmeid Xu-
POBbIX KOMMOHEHTOB MWLM WK Xe Y TexX Nofeid, KOTopble Monyya-
IOT aHTUKOArynsHTbI, 6/I0KMpYLoLLne MeTabonnyecKoe BOCCTaHOB/e-
Hve BuTaMuHa. KNMHWMKO-NaToNornyeckmne npusHaky HepocTaTou-
HOCTU BUTaMMHa K BbIpaXaloTCAd B Pas/MyHbIX KPOBOM3NUAHUAX,
00YC/MOBMEHHBIX, B YACTHOCTM, TMMONPOTPOMOVHEMUEN: reMaTypum,
MenieHe, rematemesuce (KpoBaBOW pBOTE), BHYTPUYEPENHbIX rema-
TOMax.

BnTaMuHb, pacTBOpMUMbIEe B BOoge. 3Tarpynna
BK/IIOYaeT B cebsi KOMMNEKC BUTaMWUHOB rpynmnbl B —TuamuH (B,),
pnbognasuH (Br), HUKOTUHOBYIO KWUCNOTY, BUTaMUHbI B6 1 B2 a
TaKke BuTaMnH C (acKopbMHOBYHO KUCNOTY). Bce OHM B pa3HbIX CO-
OTHOLLIEHWAX COAepXaTCs B MULLEBBIX MPOAYKTax W fIerko BcacblBa-
t0TCA, rNaBHbIM 006pPa3oM B TOHKOM KuLIKe. HeaoctaTOUHOCTb TOro
WX UHOTO M3 Ha3BaHHbIX BUTAMWHOB MMEET ropasfo MeHbllee 3Ha-
UeHMe B MEULMHCKON MpaKTUKe MO CpaBHEHMIO, Hanpumep, ¢ ge-
tuuntoMm BuTaMMHa A. T103TOMY Mbl COCPefOTOYMM BHUMaHWE
MWL Ha TWaMuHe W BUTaMuHe C, CBefleHWUsi 0 ApYrnx BUTaAMUHAX
npvBefeHbI BbILLE.

LTunamuH (BuTamMuH B, obnagaeT 3 BXHbIMKU PYHK-
UMAMU B OpraHu3mMe: fBMseTCs KO(hakKTOPOM B peakumsX OKUC/MW-
Te/IbHOr0 AeKapb6OKCUANPOBaHUA, HYXXHbIX Ans cuHTesa AT®; cny-
YKUT BaXXHbIM KO(haKTOPOM A5 MeHTO30(hocthaTHOro LMKNa; Urpaet
CYLLECTBEHHYIO PO/lb B COXPaHEHWU LeNOCTHOCTU K/IETOUHBbIX MEM-
6paH. TpeTba (YHKUNUA MMEeT 0COOGEHHO GOMbLLIOE 3HaYeHWE B Held-
POHaXx, MOCKO/IbKY OHa NIEXXUT B OCHOBE HEPBHOM MPOBOAMMOCTU, B
4acTHOCTUM 4epe3 nepudepuyeckme HepBHble CTBOSbI. 3-3a ypes-
BblYaliHO LUMPOKOrO pacrnpoCcTpaHeHMs TMamuHa B MULLEBLIX MPO-
JYKTax ero HefocTtaTOYHOCTb AMETMYECKOW MPUPOAbl BCTpeYaeTcs
PeLKo M MNpWU KpailHe HenonHOLEeHHOM nutaHuu. Hambonee yacto
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3T0 HabntoflaeTesa B Tex permoHax Koro-BoctouHon Asnu, rae AoMu-
HUPYIOLLEN NULLEeA SBNSETCS OYULLEHHbIA puc. MocneaHuin He co-
[LepXnT BUTaMuHa B,, Tepsemoro npu o6paboTke. B nHaycTpuanb-
HbIX CTpaHax AeuUnNT TaMmHa pa3BrBaeTcs Y 60/bHbIX aNKoromns-
MOM, MpW NPOLO/DKUTENILHOM MapeHTepasbHOM NUTaHUW, Y NnL ¢
TSOKeNbIMU opMaMu ManbabcopoLmm, Auapen UK y aeTeid Npu He-
[OCTaTOYHOM NMUTaHMKW. Bonee Toro, Npu HeKOTOPbIX 60ME3HAX, CO-
MPOBOXJAIOLMXCA  HapacTaloWmMM  KaTabo/M3MOM, 3HAYUTE/IbHO
yBEIMUMBAETCA MOTPEBHOCTb B BUTaMUHE B, 1 CHayana NaTeHTHbIiA
LeduunT TMaMMHa MOXET MPOSBUTLCS B CUMMTOMAaX COOTBETCTBYHO-
el 6one3HN.

OCHOBHbIE KNMHWMYecKue nposiBneHnss HeJOCTaTO4YHOCTN BUTaMKNHa
B, gendat Ha 3 rpynnbl: a) NOIMHEAPONaTns, UK CyxXoi Tun 601e3HK
6epu-6epmn [beriberi; no cuHranesckn (LleiinoH) «kpaitHas cna-
60CTb»]; 6) HapylUeHWe CepAeyvHOn AeATeNbHOCTW, WU BRaXHbINA
TMn 6epu-6epu; B) HapylUeHWe (YHKLMX TFOMOBHOrO MO3ra, Wan
cuHgpom BepHuke—Kopcakosa (K.Wernicke, C.C.Kopcakos). Ma-
TOMOTWS, «COOpPaHHas» B 3TUX rpynnax, MOXET 6bITb BblpaXkeHa No
OTZEeNbHOCTU UM B KOMOMHAUWAX, NpuyeM Noc/iefHUe pa3BMUBalOT-
cA 00bl4HO B MOPsiAKe, COOTBETCTBYIOLLEM MPUBOAUMOMY HaMu
nepeynCcneHuto.

MonuHeliponaTus BO3HUKAET BCMEACTBME MOBPEXAEHUS MUENNHA
W 3aTparvBaeT ABuraTesibHble W YyBCTBUTE/IbHbIE HEPBHbIE BO/IOKHA,
a TaKkke pethneKTOpHble MyTU CMMHHOMO mMo3ra (CM. rnasy 26). Yalue
BCEro nopaxkatoTcs ManobepLioBble U Apyrue HepBbl HMKHUX KOHeY-
HocTell 1 cton. OTMeYaTCd CUMMETPUYHO OTBUCIbIE (CBUCAIOLLME)
CTOMbI, N3MEHEHVE KOXHOW YyBCTBUTE/IBHOCTM U CMabOCTb HOXHbIX
Mbilwy,. M3peaka BCTpeuvaeTcs pacnpocTpaHeHue Mpolecca B Mpo-
KCMMa/lbHOM HanpaB/ieHWM C BOBMiEYEHWEM HEPBOB TY/IOBULLA,
BEPXHMX KOHEUYHOCTEW U JaXKe 334HUX POroB CMMHHOMO MO3ra.

Mpy Bna>kHom Tune 6Gepu-6epn BO3HWMKAET TeHepasIM30BaHHbIN
OTeK M3-32 BEHO3HOro 3acTosi B CUCTeMe 6O0JbLIOI0 Kpyra KpoBOO6-
pawieHmns (cm. rnasy 3). PacwumpsieTcsi nepudeprnyeckas 4acTb COCY-
JOMCTOro pycna, HAYMHAKT YCUIEHHO (DYHKLMOHMPOBATb apTepuroBe-
HO3HblE aHaCTOMO3bl, MPWBOAA K BbIPAKEHHON Hef0CTaTOYHOCTM
MWUHYTHOro o6bema (Bblbpoca) cepaua (06bema KpoBW, BbliOpachiBa-
eMoro xenygoykamu 3a 1 MuH). Pa3BuBaloTCs gunatalmsa 060ux >e-
NY[0YKOB, 3aTeM TepMUHabHasa ApsbnocTb Muokapda. Pexe ocT-
PbI Ae@ULMT TUaMUHA COMPOBOXIAETCA HU3KUM CephedHbIM Bbl-
6pocoM C yMeHbLUEeHVEM apTepuasibHOro [AaB/ieHus, fakratauujo-
30M U BbICOKOW CMEPTHOCTbIO.

CuHgpom BepHuke—Kopcakosa 06Hapy)XMBatoT, Kak npasuio, y
6O0/bHbIX XPOHUYECKUM anKoronusmMom. OH COCTOUT U3 [BYX CBSI-
3aHHbIX MeXay CO060M U COCYLLECTBYIOLMX KOMMOHEHTOB: 3HLUeda-
nonatmn BepHUKe M KOPCAKOBCKOro Ncvxosa. [epBblil KOMMOHEHT
XapakTepuayeTcs aTakcueil (pacCTpOWCTBOM KOOPAMHAL MK ABVKe-
HWi1), HUCTarMOM (HEMpPOW3BONbHLIMU PUTMUYECKUMUN JBUKEHUS-
MW FNa3HbIX 6/10K), o(hTaslbMonneruei Fnapanmqowl MbILLIL, rna3a) u
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nporpeccupytoLLeid femeHLmeid (cnaboymvem). BTopoMy KOMMOHEH-
Ty NPUCYLLE TSXKENoe HapyLleHue MCUXMKU C PeTPOrpasHoin amHe-
3vei (yTpaToii MamsaTh Ha cobbITMS, NPeALIeCTBOBaBLUNE PACCTPONA-
CTBY), HECMOCOOHOCTLIO K YCBOEHWIO HOBOW MH(OPMALUN U C KOH-
(habynaumsmMu (pacckasamu O BbIMbILLIEHHBIX COObITUAX). L3 mMop-
(DONOrMYECKNX N3MEHEHWIA B FOIOBHOM MO3ry Hambosnee BblPaXKeHb!
ero aTtpous ¥ KpOBOWU3NUAHMA B COCLEBMIHbIE Te/la OCHOBaHWS
mo3ra.

Mo cTaTUCTUYECKUM [aHHbIM, 0K0M0 20 % 60/bHbIX C TSXENOi
HEJOCTaTOYHOCTHLI0 TMaMMHa MOrMbatoT OT HapyLUEHWIA CcepaeyHOl
JesTenbHocTU. Moka HeT ybeauTenbHbIX 00BbACHEHWA CENEKTUBHOIO
BO34eNCTBUA fedrumTa TUaMUHA Ha HEPBHYIO TKaHb W CepAeyHo-
COCYZUCTYIO CUCTEMY.

22Butamnmu C (ackopbuHoBasd Kucnorta) comep-
XKWUTCS BO BCEX TKaHSX OpraHvM3ma u Urpaet Tam BaXKHYH POsib CUJb-
HOF0 aHTUOKCKUAAHTA, CHWXKALEro UHTEHCUBHOCTb MHOMMX peak-
UMA TMAPOKCUNUPOBaHMS. JlydlMM MpUMEpOM SIBAISIETCA yyacTue
BUTaMMHa C B rMAPOKCUAMPOBAHWM MPOSIMHA U OCTATKOB /IM3MHA
npv 06pa3oBaHMM NPOKO/IAreHa, NpoLecce, BeCbMa CyLLeCTBEHHOM
4519 (hOpMMPOBaHNS MEPEKPECTHbIX CBA3EIA M CTabunmM3aLum TpeTuy-
HOW CrnmpasibHOW CTPYKTYPbl 3pefibIX KOareHoBbIX BO/IOKOH COean-
HUTENbHON TKaHu (cM. rnasy 2). MNpu geduumnte ButamuHa C Bbipa-
60TKa HEHOPMaIbHOro MO CTPOEHUIO KO/nareHa, TepstoLLero npoy-
HOCTb Ha pa3spblB, NEXWUT B OCHOBE MHOIMX KAWHWKO-MaToNoruyec-
KX W3MEHEeHWA. ACKOpPOUHOBAS KWUCMOTa TakkKe WrpaeT BaXHYH
PO/ib B CUHTE3e HOpafpeHaHa, pacluenseHnn XonecTeprHa u Bca-
CbIBaHUM >Xenesa, «MoAdepXKuBas» MocnefHee B ABYXBa/leHTHOM CO-
CTOSIHUN.

OedununT BuTamuHa C, NpuBOAALLMIA K LyHre (CKOp6yTY), aBHO
VKe He fABnsieTca npo6nemori npexHero Macwrtaba. B HacTosiee
BpeMs B rpynmny pucka no HejoCTaTOYHOCTU acKOPOWHOBOW KMCO-
Tbl BXOAAT 60/IbHbIE XPOHUYECKM /IKOTO/IM3MOM M MCUXUYECKMMU
3a00/1eBaHNAMM, a TakxKe /KN, B paumMoHe KOTOpbIX npeobnagaet
KOHCEPBMPOBaHHAaA MULLA WUAW MO KakUM-M60 ApYyruMm npuymMHam
nonyvaroLye Naoxoe nNuTaHWe. Y AeTeil N3MEeHeHWs Te Xe, YTo Uy
B3pOC/IbIX, HO 60nee BblpaXeHHbIE, TaK KaK pacTyluii opraHusm
0COOEHHO HYXXJAeTcs B XOpOLUeM KayecTBe KosnnareHa. O6palatoT
Ha ce6s BHUMaHWe nopaXKeHus KocTei 601bHOro pebeHka, 0bycnoB-
NeHHble HefoCTaTOYHbIM OCTEOCMHTE30M. TSXKEN0 NOBPEeXAAeTCs U
NepuXoHApPooCTanbHoe (B ryO60KMX CNOsSX HagKOCTHMUbI), U 3HAO-
XOHApaNbHOE OKOCTeHeHue. Hebosblume KoAM4ecTBa HOPMasibHO
thopMupytoLLerocs ocTeoMia MUHEPaU3yHTCH, OfHAaKO B uWTOre
CTpajaeT KayeCTBO KOCTHOM TKaHW, MOy4YatoTcs KOCTU NIOXOro Ka-
4ecTBa, W KOCTU pebeHKa MOryT Nerko omarbes 1 fethopMmnpoBaTh-
ca. /13-3a MOPOYHOro OKOCTEHEHWS B pebepHO-XPALLEBbLIX COY/eHe-
HUAX MOXeT ObITb BAaB/MeHHasA rpyauHa. [MofBbIBUXM B yKa3aHHbIX
COYNEHEHUAX CO3[AI0T KapTUHY CKOPOY THbLIX, WM LMHIOTHBIX, YeTOK
(He nyTaTb C paxMTUYECKMMM YeTKamm). HepgocTaTouHoe hopMmpo-
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BaHWe AeHTUHA M JaXKe ero OTCYTCTBUE KaK ClefCTBMe HapyLLUeHHOro
CUHTe3a KonnareHa y AeTeil 1 B3pOC/bIX COMPOBOXAAETCA pacluaThbl-
BaHMEM W BbinazeHveM 3y00B.

Lpyrum BaXKHbIM OCMIOXHEHWEM MpPU MNUHIEe SBASIOTCS KPOBOW3-
maHnA. OHKM 0BYCNOB/EHbl XPYNKOCTHIO CTEHOK COCYAOB, B YacT-
HOCTW KanwuanspoB M BeHy/l. JTO MPMBOAMT K KOXHOR nypnype
(MHOXXECTBEHHbIM MENIKMM KPOBOU3NAHUAM), 3KXMMO3aMm (00Lwmnp-
HbIM KPOBOM3/IMSHUSAM B KOXY W C/IN3UCTbIE 060/104KM), a TaKKe re-
mMopparvsam B CyCTaBaX, MOLHAaLKOCTHWYHBLIX 30HaX W CAU3UCTOM
060/104Ke feceH. [J0BOMLHO pefKne BHYyTpUYepenHble KPOBOU3MUS-
HWS MOFYT OKasaTbCA CMepTeNibHbIMU. K ApyruMm MposiBNeHUsM
LIMHIW OTHOCATCA HapyLUeHWe 3aKUBMIEHWUS paH, BTOPUYHAA XKene3o-
feuunTHaa aHemMms, XapakTepHble MPOOKM B BOMOCAHbLIX (hONM-
Kynax, COMpOBOXAAoLMeCs MNepudoNIMKyNapHbIMA KPOBOM3INSA-
HUAMMN.

W metw, n B3poc/ble XOPOLUO MOAAAIOTCS JIEYEHUIO BUTAMUHOM
C. Bce HapyLLeHNs ncue3akT, KpoMe CPOPMUPOBAHHbLIX CTPYKTYp-
HbIX U3MEHEHWIA CKeneTa.

[Jonroe Bpemsi monaraiv, YTO MOBbILIEHHbIE [03bl aCKOPOUHO-
BOWA KMCNOTbI, 6onee 1 r/cyT, N0 CpaBHEHWIO CO CpeLHeCYTOYHOM
notpe6HocTbto B 100 Mr wnm 6osee MOBLIWAOT YCTOAWYUBOCTL K
NPOCTY/HbIM 3a60/1€BaHNSAM, 06/1eryatoT UX NPOSBNEHNS U flaxke -
4>eKTVBHbI B/IEYEHUW 3/I0KAYECTBEHHbIX HOBOOOPa30BaHUiA. B MHO-
FOYMCNEHHBIX WUCCMEef0BaHUAX Takas posib BUTaMuHa C B fleveHum
paka He Hawa noatsepxxgeHns. OfLHAKO B OTHOLUEHWM MPOCTYA-
HbIX 3a60M1€BaHWI pe3y/ibTaTbl OKa3aiMCb MPOTMBOPEUMBLI: HE Bbl-
AIBMIEHO CHMXXEHUA 3ab0/1EeBAEMOCTM Y UL, NPUHMMABLUMX MOBbI-
LUeHHble [03bl aCKOPOWHOBOM KUCMOTbI, HO OOHAPYXXEHO BAWSHME
Ha NPOAO/MKUTENILHOCTb U TSHXKECTb CUMNTOMATUKMN. Takon ekt
NCCNeAO0BATENIN CBA3LIBAKOT CO CMabbIM aHTUIMCTaMUHHBIM AENCTBU-
em BuTamuHa C.

[oka3aHo, UTO eXeAHEeBHbIA MPUEM HECKOSIbKMX rpaMMOoB ac-
KOPOMHOBOW KMCMOTbI BbI3bIBAET MMMEPYPUKEMUIO (MOBbILLEHWE CO-
[lep>KaHns MOYEBOI KMCNOTbI B KPOBM), YBENMUEHME abcopbuun xe-
Nne3a, He CBA3aHHOW C remom.

N3NNWKN N HECOOTBETCTBUA MUTAHUA. |_|I/IU.I,eBbIe KOHCepBaHTHI.
[o cux nop wna peds 0 HeLOCTATOMHOCTU A1 OpraHM3Ma Tex Wm
MHBIX KOMMOHEHTOB MuTaHuA. OfHAaKO 4pe3BbluaiiHO pacnpocTpa-
HEHbl 1 Apyrue BapuaHTbl HapyLUEHWIA NWTaHWSs, NPUBOAALLME, Ha-
NprUMep, K OXXKMPEHWIO U CUCTEMHBIM MOPAXEHWUAM TUMa WHCY/WH-
He3aBuCUMOro fAuabeta (guabeta B3pOC/bIX, YaCTO COMPOBOXAat0-
LLEro 0XKMpeHue).

OXupeHune (Ty4yHocTb). ECim MCKNOUNTL peakne Buabl Au-
3HUedanbHOro (UepebpanbHOro, rvnoTanaMMYeckoro) OXUPEeHUs,
00YCMOBNEHHOIO MOPAXEHWEM HWKHEMEAMATbHOIO f4pa runotana-
MyCa, a TaKKe KOHCTUTYLMOHAIbHON TYy4yHOCTU, Haciefyemoi no
OOMUHAHTHOMY TWMy, U cMHApomMa KyLuMHra, TO OCHOBHbIM BUAOM
CnegyeT NpusHaTh aMeHTapHOe OXKUpeHue, 00YC0BIEHHOE U30bl-
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TOYHbIM MPUEMOM MWLM MO CPaBHEHWUIO C YPOBHEM 3Heprosarpar.
B cTpaHax 3anmagHoii EBporbl M CLUA Ty4yHOCTb NpeacTaBnsieT
CO00I BaXKHelee MPOsBMAEHNE W3BLITOYHOrO MUTaHUSA MOAEN,
npuyeM 4acto mMosiofbiX. OHa BbIpaXKaeTcs B 3HAYMTE/IbHOM YBesiun-
YeHUW B OpraHM3Me KO/M4ecTBa Tak Ha3blBaeMoro o6MeHHOoro, na-
OWNbHOTrO MM 3HEPreTUYECKOro XXMpa, T.e. Pe3epBHON YacTu Heli-
TPa/bHbIX XMPOB.

B HopMansHOM OpraHu3Me HaubosbLUee KOMMUYEeCTBO 3TOMO XUPa,
BapbUPYHOLLEe Y PAsHbIX JIOAENA, COAEMKNTCS MOA KOXENA, B Ca/lbHUKE,
OpbDKeNKe, 3a OGPIOLLIMHON, a TakKe NoA 3NMKapAoM. Topasgo MeHblLe
NabWNbLHOIO XKMpa B MEXMbILLEYHbIX NPOCMONKaX M KOCTHOM MO3re.
MOBbILLEHHOE KOMMYECTBO XMpa, NOMUMO BU3YasibHbIX AaHHBIX, OLe-
HMBAETCH MO COOTHOLLEHUIO Macchl Tena v pocta. CyLecTByHOT 006LLe-
N3BECTHbIE TabMMLbl 3TUX COOTHOLLIEHWI B HOPME, YUYMTbIBAOLLYME MON
1 BO3PacT yenoseka. CuMTaloT, YTO Macca TeNa, NPeBbILLaloLLas Bepx-
HWe npefenbl HOpMbl Ha 10 %, sABnseTca M3ObITOYHOM, a npu npe-
BblLLeHM Ha 20 % peyb MaeT 06 OXXMPEHUN.

B HacTosiLLee Bpems XOPOLUO WM3BECTHO, YTO BbIPaXXEHHOE 0XU-
PEHME BbI3bIBAET PAL CEPbe3HbIX MOCMeACTBUi. HCyNMHHe3aBmcu-
MbIil caxapHblid AvabeT (1 Tvn, gnabeT B3poC/biX) 00YCNOBAEH CHU-
YXEHMEM KOMIMYECTBA WMHCY/IMHOBLIX PELLENTOPOB Ha Ma3MoneMme
CWUNBHO YBEIMUMBAIOLLMXCA XUPOBbIX KNeToK. B nocnefHux obHapy-
XMBAKOTCA U MOCTPELLENTOPHblE HApPYLUEHWs, BbIpaXalolwmecs B
CHWKEHHOW yTUAn3aLun rnoKosbl. Y 6onee yem 80 % 60bHbIX YKa-
3aHHOI (hopmoil anabeTa Macca Tefla MpeBbIWAaeT HOpMy Ha 20 % u
6onbLie. MponopLMoHanbHO BO3pacTaHWKO Macchl Tena yBenmumBa-
eTCs PUCK PasBUTUS apTepuasibHON rmnepTeH3nn. Y B0JbHbIX C npe-
BbllleHMeM Maccbl Tena Ha 20 % runepTeH3ns OOHapyXXMBaeTcs B
3—38 pas3 yvalle, YeMm Yy UL, He CTPagatowmX oXupeHuem. To Xe oT-
HOCUTCS 1 K PUCKY PasBUTUSA MLLEMUYECKON 60M1E3HN cepaua, npu Tyud-
HOCTU 00YCNOBNEHHOW KaK TUMEepPTEeH3NeN, TaK M aTepOCK/IEPO30M.
CMepTHOCTb TYYHbIX MY>X4YUH OT MOCNeACTBUIA KOPOHAPHOIO atepo-
CK/1ep03a MpeBbILIAeT 3TOT NOKasaTenb Y TyUYHbIX 60MbHbIX Ha 50 %.
CxofHble faHHble NofyyeHbl U An8 XeHWnH. Cpey npoymx nato-
NOTrMYecKMX MpoLLeccoB, K KOTOPbIM BO3HWMKaeT NpeapacrnofoXeH-
HOCTb NPV OXWPEHWUW, ClefyeT Ha3BaTb >KeMYHOKaMeHHY 60MesHb,
MUKBUKCKUIA CYHEPOM (COYETaHWE OXMPEHUS C TWMNOBEHTUAALMEN
Nerknx, MalonoABUXHOCTbIO U COHAMBOCTLIO), OCTE0apTPUTHI
(0CO6EHHO KOMEHHbIX CYCTaBOB).

OvneTa mcuctemHble 3aboneBaHNa. Xapakrep
MUTaHUS COBPEMEHHOrO YefioBeka UrpaeT 60/bLUYI0 POfb B pas3Bu-
TUW psfa pacnpocTpaHeHHbIX 60Me3Heid, cpean KOTOpbIX B MEPBYHO
oyepellb HY>XHO Ha3BaTb aTepocknepos. lMuila, 6oratas xonectepu-
HOM N HaCbILEHHbIMWN XUPHbIMK (Kapb6OHOBLIMMK) KMUCIOTaMW, Bbl-
3bIBAET MOBbILLIEHNE KOMYECTBA XONIECTEPUHA B M/1asMe KpoBW, a
nuwa, 6eaHas XO0NECTEPUHOM W C HU3KMM COOTHOLLUEHUEM Hachbl-
LWEHHbIX W MOMIMHEHACLILLEHHbIX YXUPHbLIX KUCMOT, CHMXaeT 3ToT
YpOBeHb. HecMOTps Ha TO 4TO psij uccnefoBateneili He pasfenstot
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Takyl TOUKY 3peHusi, [0Ka3aTe/IbCTBO CBA3N Mex[y YPOBHEM Mo-
TpebneHNs XonecTepuHa C NULLE 1 NPeapacnoNoXXeHHOCTLIO K aTe-
POCK/EPO3Y K KOHLY XX B. CTa0 HEONPOBEPXUMbIM (CM. rnasy 11).

B3pocnble amepuKaHLbl €XefHEBHO MOTPebNAT B CpefHeM
140 1 >kmpa 1 okosio 500 mr xonectepnHa. COOTHOLUEHWE HaCbILLEH-
HbIX W MOJIMHEHACHILLEHHbIX YXUPHbIX KUCNOT B 9TUX XKMpax COCTaB-
nset 3:1. CHUXKEeHNe KONMYeCTBa NOTPEONSEMbIX HACBILLEHHbIX KUC-
NOT [0 YPOBHSA MOSIMHEHACHILLEHHbIX MPUBOAUT B TEYEHNE HECKO/Ib-
KUX Hefeflb K YMeHbLUEHUWIO YCBauMBaemoro XxosectepuHa fo 200—
300 r c ogHOBpPEMEHHbIM MageHnem Ha 10—15 % ypoBHA Xonectepu-
Ha B Mia3Me KpPoBW. PacTuTesbHble Macna, Hanpumep KykKypy3Hoe v
MOACO/MHEYHOE, a TaKXKe PblOUiA XUP coAepXaT NoNMHEHAChILLEHHbIE
KUPHbIE KUCMOTbI. HEKOTOpbIE XMPHbIE KNC/OTbI, COAEpPXKallmecs B
pbibe, MMelT 60nbLUe ABOWHLIX CBA3ENA, YeM WX aHalorn B pacTu-
Te/lbHbIX Macnax. okasaHo, YTO 3aMeHa MULLEBLIX MOPLMIA HacCbl-
LLEHHbIX XMPHbIX KMCNOT PbiObUM XXUPOM B TeueHue 4 Hep npuBo-
ONT K CYLLeCTBEHHOMY CHVDKEHUIO YPOBHA /NWMUAOB B Masme
KPOBW, B YaCTHOCTWU TPUrNNLEPUAOB (NPeaCcTaBNAWMX OCHOBHYHO
Maccy HeWTpPa/IbHbIX XXMPOB) U JMMONPOTEMHOB O4YeHb HW3KONA
NNOTHOCTU. 3TO CHWXKEHWe 00/Nee BbIpaXeHO, YeM TO, KOTOpPOe OT-
MeyaeTcs Nnpu NoTpebreHNn pacTuTe/bHLIX Maces. KccnegoBaHus,
npoeefeHHble B LaHum B 1985 ., nokasaiuM, 4YTO MHOrOMETHASA
Aueta ¢ exeHeBHbIM npueMoM 30 I pblbbl NPUBOAUT K 3HAUUTESb-
HOMY YMEHbLUEHNIO CMEPTHOCTU OT KOPOHapOreHHbIX (hakTopos Mo
CpPaBHEHWIO C 3TUM MoKa3aTenem npy 00bIMHOM NUTaHWUKU. B HacTos-
LLiee BPeMs XXUPbl XXMBOTHOTO MPOUCXOXAEHUSA MPU3HAHbI Kak Bpe-
[OHOCHbIE AMETUYECKMe (PaKTopbl A4/ CepAeYHO-COCYAUCTON cuc-
TeMbl.

Ha 3p0poBbe YenoBeka 61aroTBOPHO B/IMAET YMeHbLLEHME Kaslo-
PUAHOCTU MY (KanopUItHOCTb — KOMMYECTBO 3HEPTUM, OCBOOOX-
[laeMoe Mpu OKUCNEHWW MULLEBLIX BELLECTB; pacCuMTbIBaeTCs B Ka-
NOpUSX Ha efuHULY Macchbl NULLK). SKCNepUMeHTaNlbHble [aHHble
CBUAETENLCTBYIOT 06 OUYEBMAHOM YBENUYEHUN MPOLO/KUTENLHOCTH
XXU3HWU NOLONbITHBLIX XMBOTHbIX, MOMYYaloOLWMX MUTAHWE C MOHK-
YKEHHOW Ka/IoOpUIAHOCTbIO, HO C HOPMa/lbHbIM COAEPXXaHWEM BUTa-
MWHOB W ApYrUX MWUKPO3/eMeHTOB. O6 3TOM e CBUAETeNbLCTBYHOT
MHOTO/IETHUE CpaBHUTESbHbIE WCCEf0BaHUSA, MNPOBEAEHHbIE Ha
NoAAX B Pa3HbIX PEFMOHAX 1 9THUYECKUX Tpynmnax.

OrpaHuyeHne NoTpeb1eHns NOBAPEHHOW COMM BbI3bIBAET XOPO-
WKiA (TMNOTEH3MBHbIN) NeYebHblin 3NMEKT Npu apTepuanbHON u-
nepTeH3uun. MNMocTOAHHOe OTCYTCTBME B MULLLE BOMIOKHUCTbIX NPOAYK-
TOB W MPOAYKTOB rpy6oro nomosna, CornpoBOXJatoLLeecs B TedeHue
[ONroro BPEMEHN CHUXEHWEM 00bema KanoBbIX Macc, MOXET Mpu-
BECTW K pa3BUTUIO OUBEPTMKYNOB (NAaTtonormyeckux BbiMsUYUBaHWUIA
CTEHKM Tpy64aTOro UM MOMOro OpraHa) TONACTOW KULLKMW.

OveTta n pak. BTeyeHue paga net ata TeMa OCTAETCA OYEHb
nonynspHon. [encTBMTeNbHO, HAKOMWIOCh HEMano CBefeHWiA o
KaHL,eporeHHOM B/IUSHUM TeX UM UHbIX MULLEBLIX NPOAYKTOB. Yac-
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TWUYHO 3TO 06BACHAETCS 0COBEHHOCTSIMU reorpaguyeckoro pacnpo-
CTpaHeHUs TeX WAN MHbIX 3/10Ka4eCTBEHHbIX HOBOO6GPA30BaHMWIA.
Tak, pak >XefnyfkKa BCTpeyaeTcs B 7 pa3 vaule B ANOHUKU, Yem B
CLUA, Ho CLUA «mmaupyeT» N0 4acToTe paka TONCTOA KuLKK. Mo-
TOMKW SINOHLIEB, SMUIPUPOBABLUNX B AMEPUKY, MOMEHAIN «OHKO-
NOTNYeCKMin NPoduab» 1 AaXe 060rHanM B 3TON «Mpoduan3aLmum»
KOPEHHbIX amMeprKaHLeB. BneuatnsoT 1 SKCMepUMEHTa/IbHbIE pe-
3ynbTaTbl: CHUKEHME 06bema (HO He KayecTBal) MUTaHUS y pasHbIX
BWAOB XXMBOTHbIX YMEHbLUAET YaCTOTY CMOHTaHHbIX, a TakkKe MHAY-
LIMPOBaHHbIX 3/T0KAYECTBEHHbIX OMyXosieid. UTO e eXUT B OCHOBE
CBA3W AMeTbl U paka?

B HacTosllee Bpems 06CyKaatoTca 3 rpynnbl BOMPOCOB: BO3-
MOXKHOE COAepXXaHue B MULLE 3K30reHHbIX KaHLepOoreHoB; BO3MOX-
Hblli 3HAOTEHHBIA CUHTE3 KaHLIEPOreHOB M3 COCTaBHbIX YacTeld, no-
CTYNatoLLmMX C MNULLEN; BO3MOXXHOE OTCYTCTBME 3aLLMTHbIX (haKTOpOB
NPOTMB YKa3aHHbIX KaHLeporeHoB. HekoTopble 3K30reHHble KaHLEepo-
FeHHble BelLeCTBa, BCTPEYaloLLuecs B OKpyXatollei cpede (Hamnpu-
Mep, apnaTOKCWH), MOTYT COAEPXKaTbCs B MULLEBbLIX NPOAyKTax. Bbl-
COKas vactoTa paka nedeHn B ApUKe CBA3aHA C MOPaXEHWEM
3epHa 1 opexoB rpmbom Aspergillus flavus, npogyuupyowmm adna-
TOKCUH B. MMpwu XXapke 1 KOMYeHUN msaca 1 pblbbl 06pa3yroTcs apo-
MaTWYecKMe MNOMMLMKINYECKNE YINEBOAOPOAbl. [poTUBOPEYMBSI
JaHHble 0 BAUSHUM CaxapuHa M LUKIaMaToB, SKOOblI MPOBOLUPYHO-
LUMX BO3HMKHOBEHWE paka MOYEBOro ny3bips M60 Xe crnocobCTBy-
IOLLMX KaHL,EPOreHHOMY AENCTBMI0 KaKUX-TO SHAOTEHHbIX BELLECTB.

KoHuenuns 06 3HLOreHHOM CYHTE3e KaHLepOreHOB MU MpPOMO-
TOPOB, MOJlyYaeMbIX M3 KOMMOHEHTOB MUK, OTHOCUTCA B OCHOB-
HOM K KapuuHOMaM >XefyAKa, MOJIOYHOW >Kenesbl U 3HLOMETpUs.
B OTHOLIEHMM K paKy XXenyaKa B LEHTPe BHUMAaHUS HaXOAATCsA HUT-
PO3aMVHbI U HUTPO3aMuAbl. DTY BELLECTBA MOTYT BblpabaTbiBaThCs B
opraHusme u3 HUTpUTOB {conein azoTucToin kucnotel (HNO2], amn-
HOB [NpOoAyKTOB 3amelleHWs aTOMOB Bogopoga B ammuake (NH3
opraHmdeckumun pagukanamm (R)] nam ammngos (NpomnsBogHbIX KMC-
NOT, B Monekynax Kotopbix OH-rpynna 3ameleHa Ha NH2rpynny).
MepeyncneHHble COeLMHEHUS MOTYT 0Opa30oBLIBATLCA B pe3ynbTare
pacnaga 6enkoB WK e 0OHapY>KUBATbCS B NPOLYKTaX, K KOTOPbIM
HUTPUTLI £06ABNAIOT B KAUECTBE KOHCEPBaHTOB. lNpyMepoM nocnef-
Hero, CNy>uTt 06paboTka HUTPUTaMK TeX MACHbIX WU3AeNnii, KOTopble
He MOJBepratoTCA HarpesaHuto, [OCTaTOUYHOMY AN YHUUTOXEHUS
cnop oakTepuidi Clostridium botulinum, Bbi3blBatOLLE TSXKENYIO NK-
LLeBYI0 TOKCUKOMH(EKLMIO C nape3amy 1 napaimyamu. Kpome To-
ro, HATpaTbl B GOMLLUOM KOMIMYECTBE COAEPXKaTcs B MOYBE U BOLO-
emax. [lonagas B KMLWEYHMK, OHU NIETKO MPEeBpaLLatoTcs B HATPUTLI
nog AencTereM MUKPOGHOW ayTodiopbl. KOHEYHO, MHOroe 3aBucuT
OT MPOJO/MKUTENIbHOCTU BO3AEACTBMAS M KOHLEHTpauuMM OKOHYa-
Te/bHbIX KaHLepOreHHbIX MeTabonnToB, NOMajatoLux Yepes KpoBs-
HOE pYC/o Ha aNuTeNniA Xenyaka. Ho Tak nin nHave npuBefeHHbIe
CBefleH1s 3aCTaBAsAT YUUTLIBATL COOTBETCTBYHOLLME (PAKTOPLI PUCKa.
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B OTHOWEHUN KaHLeporeHesa B MOJSIOYHOW XKene3e KeHLUUH,
HaxofALWMXCa B NOCTMEHOMNay3albHOM Mepuoje, COBPEMEHHbIE 3MK-
[EMUOSIOrMYECKEe UCCIef0BaHNS CBUAETENLCTBYHOT 06 OTprLaTenb-
HOM ponn B 3TOM MpoLEecce OOLLEro OXMPeHUs, a Takke NoTpebne-
HWS NPOAYKTOB, GOratbiX MSCOM W >KUBOTHbIMU Xupamu. CBA3b
MEXy pa3BUTUEM paka MOSOYHOMN Xefesbl U BbICOKAM YPOBHEM
KIPOB B MULLE MOATBEPXK/AAETCA HEKOTOPbIMU 3KCMEPUMEHTA/IbHbI-
MU JaHHBIMW, OfHAKO HU MPAMbIX A0Ka3aTebCTB 3TUOMOMMYECKON
PO/ JKMBOTHBIX XXWUPOB, HU NMPEAMNONOXEHUA 0 MeXaHU3Me WX Aeit-
CTBUSA HET.

BecbMa NpoTUBOPEUMBLI CBEAEHUS O KaHLEPOTreHHOM BAUSHUN
Ha 3MUTENNIA TONCTOM KWLLKW OUETbl C HU3KUM COLEPXKaHMEM BO-
NOKHUCTbIX MPOAYKTOB, HO OOOralleHHOW YXMBOTHBIMK KMPaMW.
OfHO 13 Hanbonee ybeauTeNbHbIX 06BACHEHWIA MPUYMH KaHLepore-
He3a B 3TOM CNy4ae 3aK/oyaeTcs B criegytowem. Muia ¢ BbICOKM
COLepPXKaHUEM YXMBOTHbIX >XUPOB, HO OefHas pacTUTEeNbHbIMU BO-
NOKHaMW, MO0 MHEHWK HEKOTOPbIX MCCnefoBaTesniell, MOXeT OKasbl-
BaTb ABOSIKOE BO3felicTBre. C 0HOIN CTOPOHLI, MpU ee NOTpedaeHnn
MOBLILLAETCA COAEPXKAHNE B KULLEUHUKE XKEUHbIX KUCMOT, N3MEHS-
IOLLIMX XapaKTep KULLEYHOW (iopbl 1, B 4aCTHOCTW, 61aronpusaTcT-
BYHOLLMX POCTY MMKPOa3pobHbIX GakTepongos (6akTepomabl — pog
6akTepuil, 06bEAMHSAIOLINIA rpamMoTpuLaTe/lbHble aHaspoOHble Na-
NIOYKW, He obpasylolme crop, a TakkKe MUKPOObI, ANns >Xu3Heaes-
TENIbHOCTU KOTOPbLIX HY)KHO HE3HA4MTEeNbHOEe KO/IMYECTBO KWC/IOPO-
[la — MWUKp0aspoobbl). IMonaratoT, YTO NMMBO CaMu XKeNUHbIe KUCAOTbI
B M36bITOYHOM KOMMYeCTBE, MO0 MX MeTabonnTbl, 06pa3oBaHHbIE
noj fe/icTBMEM GaKTepoMoB, ABMSIOTCA KaHLEpOreHaMu wau npo-
moTopamu. C Apyroi CTOPOHbI, HU3KOe COAepXKaHne PacTUTE/bHbIX
BOJIOKHWUCTBIX CTPYKTYP B MULLE YMEHbLLUAET KOIMYECTBO Kana B TO/I-
CTO KULUKE W YBEeNUUMBAET BPeMS 3KCMO3ULMU CAU3UCTON 060/104-
KW K npeanonaraeMbIM KaHueporeHam (B JaHHOM C/lyyae BO3MOXHO
npsIMOe  BO3AEACTBME OMyX0NepofHbIX (PaKTOpPoB M3 MpocBeTa
KULIKWN Ha SNUTENINIA, a He OmnocpefoBaHHOe 4vepe3 KPOBOTOK). Bbli-
[BUraeTca TaKke WAes, 4TO OMpefeneHHble BUAbl BOMOKHUCTbIX
MPOAYKTOB MOrYT CBA3bIBATb KaHLEPOreHbl 1 NPeAoXpaHsTh Cn3UC-
TYl0 060/104KY KWLWKK. KaK cunTarT MpPUBEPXKEHLbI W3/T0XKEHHOW
KOHLeNUMKM, yMeHbLUeHe 00beMa KanoBbIX Macc, KpOMe TOro, CHU-
)KaeT BO3MOXHOCTW PadKIDKEHWS U pacCemBaHUA Mpegnonaraembix
KaHLEPOreHOB MO KaHay KULLIKW.

Mo o6cyxaaemoit npobneme MMeTCs WM Apyrne runoTesbl: O
BO3MOYKHOW 3aliMNTHOI (MPOTUBOPAKOBOIA) pPonn BUTaMMHOB A, C 1
E, 0 mary6HOM 3Ha4YeHUn HefoCTaTOUHOCTU UM OTCYTCTBUM B MULLE
CefeHa, 0 CU/IbHOM KaHL,epOreHHOM AeCTBUM HEKOTOPbIX Ce/TbCKO-
XO3AACTBEHHbIX MECTULMAOB 1 (yHrMUMaoB. MNpobneMa KCeHOOMOTH-
KOB MPOLO/MKAET WUCCNefoBaThcs. UTOObI 3aKOHUMTL OOCYXAEHMe
B/IVAAHNS BELLIECTB, COIEPXKALMXCA B MULLE, HA BO3HNKHOBEHNE He-
KOTOpPbIX 3260/1€BaHNI, Mbl AO/MKHbI KOCHYTHLCS BOMPOCA O MULLEBbIX
fo6aBKax (rnaBHbIM 00pa3oM KOHCepBaHTax).



Muuesble go6asku. OAHOM N3 0COBEHHOCTE COBPEMEHHBIX FO-
POLOB-MEranocoB SBASETCA TO, UYTO WX MPOLOBO/LCTBEHHbIE
PbIHKM B 3HAUMTE/NILHOW Mepe 3aBMCAT OT MHOrOPOAHMX U 3apy6ex-
HbIX MOCTABOK TOTOBbIX MMWLLEBLIX MPOAYKTOB WAM Cbipbs. [lpw
TaKMX OCOBEHHOCTAX TPYAHO MEpPeoLEeHUTb PoSib CAHUTAPHO-TUrue-
HWYECKOr0 KOHTPO/SA 3a Ka4ecTBOM MPOAOBO/LCTBUSA. B HacTosLee
BpeMS 3TOT KOHTPOJIb OCYLLECTBSETCA B OTHOLLEHUMW COAEPXKAHNSA B
NPOLYKTax He TOJIbKO NaToreHHbIX BO30yAuTeNei 1 KCeHOBNOTUKOB,
HO 1 MuLLEBLIX J06aBOK.

B gOMaLLHMX YCNOBUSAX MuLeBble 406aBKM (COMb, YKCYCHas KuC-
noTa 1 Aap.) NPUMEHSIOTCA € JaBHMX Mop. B HacToswee BpeMs npak-
TUYECKM BO BCEX OTPAC/sfX MULLEBOW MPOMbILLINEHHOCTU UCMONb3Y-
IOT ThICSUM KOHCEPBAHTOB, KpacuTenei, apoMaTn3aTtopoB, aMy/bra-
TOPOB U Mpo4YMx A06aBOYHBbIX cyb6CTaHUmiA. [MogaBnstollee 60Mb-
LUMHCTBO M3 HUX 6e3BpefHbl ANs OpraHu3ma Wan MHEPTHbI, HO eCcTb
1 BpeAHble BellecTsa. Mpuyem narybHoe AeicTBre NOCNEAHUX MPO-
ABNAETCA B GOMbLUEA Mepe y feTeld, NOXUbIX Nofei, 6epeMeHHbIX
1 KOPMSLLMX XKEHLLUUH, a TakoKe Y JIIAel ¢ TshHkebiMy 3a601eBaHns-
MU. No6anbHOro LLeHTPasM30BaHHOIO CaHUTAPHO-TUIMEHNYECKOTO
KOHTPOANSA 3a MCNO/Ib30BaHWEM [06aBOYHbIX CYOCTaHLMIA MOKa HeT.
MHOrvie 13 3TUX COEAMHEHWNIA NMULEH3UPOBaHbI O6beANHEHHBIM KO-
MWUTETOM MO NULLEBLIM A06aBKam (FAO§ npv BcemupHoiA opraHm3a-
Unn 3apaBooxpaHenuns (BO3). [l06aBKuM, KOTOPbIMI MO/b3YHOTCS B
EBporie, mMapkupoBaHbl 6ykBoi E (Europe). WX cnuvcok ycTynaeT
nepeyHio MexayHapoaHoOW cucTembl nepeumcneHunii (INS), peko-
mMeHgoBaHHOMY BO3, a cnncok fo6aBoK, paspelleHHbIX B Poccun,
ewe MeHble. B Tabn. 9.12 npuBeAeHbl HEKOTOPbIE BaXKHEMWMe nu-
LueBble [06aBKY, 3anpeLleHHble B Poccum mnm He UMEHOLLYe paspeLLe-
HUS K MPUMEHEHNIO.

Tabnuya 9.12. OcHOBHblE NULLEBLIE 106aBKM

Homepa (Ha3BaHWs1) 106aBOK, 3aMPeLLEHHbIX K

TexHonornyeckune hyHKUUM NPUMEHEHWIO B NULLEBOI NPOMBbILLI/IEHHOCTM
Poccun
1. Kpacutenn E 121 (unTpycoBblii KpacHbli 2), E 123 (ama-
paHT)
2. KoHcepBaHTbI E 240 (popmanbgerng)
3. «YnyywmnTenu» Myku u E 924a (bpomaT kanus), E 924b (6pomar
xneba KanbLus)

4. Homepa fo6aBoK, He UMeto-
LNX paspeLleHns K npumMe-
HEHWI0O B MWLWEBOM Mpo-
MbILLIEHHOCTN Poccumn
5. Kpacutenu E 103, E 107, E 125, E 127, E 128, E 140,

E 153, E 154, E 155, E 1606, E 160f, E 166,
E 173, E 174, E 175, E 180, E 182



TexHoornueckue hyHKLMN

6. KoHcepBaHTbI (KOHCepBaHThI
NAOC aHTUOKUCNTENN)

7. AHTUOKMCAUTENN

8. PerynaTopsl KMCAOTHOCTY

9. Ctabunusatopsbl LBeTa

10. 3aryctutenn un ctabununsaro-
pbl

11. SmynbraTopbl (a Takxe ne-
HO racuTenu)

12. OTBepauTEnn

13. lo6aBKK, NpenaTCTBYIOLL e
CNEeXMBAHNIO N KOMKOBaHWIO
14. Yennutenu (a Takxe mMoAu-
(hukaTopbl) BKyca 1 apomaTa
15. Mnasuposarenu
(a TakKe nofcnacTuTenun)
16. «YnyywmnTenu» MyKu 1 xneba

17. MponenneHTbl (MHePTHbIe
BellecTBa, co3fjaroLne Bbl-
COKOe faBrieHue B 6ansioHax)

MpopgonxeHue Tabn. 9.12

Homepa (Ha3BaHWs1) f06aBOK, 3amnpeLLeHHbIX K
NPUMEHEHWIO B NILLEBOIA NPOMbILLNEHHOCTN
Poccun

E 209, E 213-219, E 230-233, E 237, E 238,
E 241, E 252, E 263, E 281-283, E 344,
E 1105 (E-225—228)

E 302, E 303, E 305, E 308-314, E 317,
E 318, E 323, E 324, E 388-390

E 264, E 328, E 329, E 343, E 345, E 349,
E 351, E 352, E 355-357, E 359, E 365—
368, E 370

E 375, E 579

E 403, E 408, E409, E 418, E 419, E 463,
E 465

E 430—436, E 441-444, E 446, E 474,
E476-480, E 482-489, E491-496, E 1000,
E 1001 (E 1521)

E 520, E 521

E 535, E 538, E 550, E 552, E 554-557,
E 559, E 560

E 625, E 628, E 629, E 632-635 (E 640,
E 641)

E 906, E908-911, E 913 (E 957, E 959)

E 916-919, E 922-926, E 929
E 942—946

MpoTVB MWUKPOGOB, MNECHEBbLIX IPUGOB N APOXOKEN, MOPTALLMX

NPOAYKTbI, LUMPOKO MPUMEHSAKOT COPOMHOBYIO KUCMOTY U copb6arthl
(E 200—=203), 6eH30liHy0 KuncnoTty u 6eHsoaTbl (E 210—213), cep-
HUCTBIN ra3 (QUOKCUA Cepbl, CEPHUCTBLIA aHrMApuL) U CoNuU CEpPHU-
CTOW KMCNOTbl — cynbuTbl (E 220—228). Psap 3TUX BeLLECTB MC-
NoNb3yloT B KayecTBe OT6GeMBatOWMX MaTepuanoB ans 06paboTku
NMOTEMHEBLLMX KOPHENNOAOB, (PYKTOB M oOBOLWEeN (kapTodens,
610K 1 ap.).

XOpoLWo M [aBHO M3YYeHHbIM KOHCepPBaHTOM, OTBeYatoLLMM
BceM TpeboBaHMAM 6e30MacHOCTU, SBNSeTCA COpOUMHOBAsA KWCMoTa
(E 2005). Kak cpefCcTBO MpefoXpaHeHWs OT MjeceHn B MI0L0BO-
ArofHbLIX COKax W ApYrnx 0e3anKorosibHbIX HanuTKax, xne6o6ynou-
HbIX W KOHAMTEPCKUX W3AENnsAX, MOJOYHbIX NPOAYKTax, Konbacax,
3ePHUCTOW MKpPe W Ap. OHa HaxoamT Lumpoyvaiiliee npuMeHeHue. Mo-
MUMO MpPOSIBEHNS aHTUMWUKPOOHbLIX CBOWCTB, 3Ta KWUCMOTa npe-
KpacHO COXpaHAeT OpraHofenTUYecKme CBOMCTBA NPOAYKTOB, He 06-
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NajaeT TOKCMYHOCTBIO MK KaHLEPOreHHbIM Le/iCTBMEM W AaXe Cro-
COOCTBYET CTUMYNALUU MUMMYHUTETA U MNOBbLILLAET ETOKCUKALNOH-
Hble BO3MOXHOCTU opraHu3Ma. OHa MCronb3yeTcs Takxke npu obpa-
60TKe YNakoBOYHbIX MaTepuasioB. CopbUHOBas KMCNoTa — [40BO/b-
HO MPOCTOe COefMHeHWE, NO CTPYKTYpe B/IM3KOE K HEHACHILLEHHbIM
XMUPHbIM KMCNOTaM, MO3TOMY OHa MNPEKPACHO YTWUIU3UPYETCS U
JaXKe CNyXMT HeBO/bLUMM MCTOYHUKOM 3Hepruun. CXoAHble KayecT-
Ba npucywm n copbatam (E 201—203).

OfHoOl 13 OTHOCMTENbHO 6e3BpeAHbIX A06aBOK ABMsSETCA 6GeH-
3oiHas kucnota (E 210). B ecTecTBEHHbIX YC/IOBMAX OHa B 60MbLUMX
KonnyectBax (4o 2000 MI/Kr) COAEPXXUTCA B HEKOTOPbIX KUC/bIX
arogax (KNtoKBe, OPYCHMKE), YTO U CNOCOGCTBYET WX [JOMrOi Co-
XPaHHOCTM B NpUpoJe, a Takxke B JOMALLIHMX YCNOBUAX. Ta KUCI0Ta
N ee CONM — camble PacnpocTpaHeHHble KOHCepBaHTbl BO MHOMMX
cTpaHax mupa. VX MeTabonuTbl MOYTW MOMHOCTHIO BbILENAOTCA C
mouyoii. MpaBaa, B opraHM3mMe ManeHbKUX AeTeil 6eH30iiHas Kucnota
1 6eH30aTbl MN0X0 MHAKTMBUPYIOTCS, YTO MOXET OKasaTb BpefHOe
BO3ZEeNCTBUE HA MULLEBAPUTESIbHBIE (DEPMEHTLI. B oTAnMumMe oT cTpaH
3anagHoin Esponbl, B Poccumn Bce ellle He npuMeHsieTcs 6eH30MHO-
KUCnbliA (6eH30aT) Kanbuuii (E 213).

M3 rpynnbl cynbprUTOB B POCCMU UCMOMB3YIOT pPasnyHble CONU
Hatpua (E 221—224). B opraHu3Me OHW NpeBpaliatoTcs B Cyfbga-
Thbl, KOTOPblE XOPOLLO BbIBOAATCS C MOYOIA M Kanom. daxe 60/bLine
KONMYeCTBa CYNb(UTOB, BBOAWUMBIX B OpPraHu3M, He MPUHOCAT emy
Bpeda. Hanpumep, 4OBOMLHO MHOrO CEPHUCTOrO aHruapuja nona-
[laeT B NULLEBapUTeNIbHYIO CUCTEMY BMECTE C BUHOM, B HEKOTOPbIX
coptax Kotoporo Ha 100 mn npuxoautcs go 40 mMr KoHcepsaHTa. Oc-
TanbHble cynbdnTbl (E 225—228) B GOnMbLUE Mepe, YeM YMOMSAHY-
Thle Bbillle, pa3pyLLal0T BUTAMUHbI, B YaCTHOCTU TUaMWUH U BUOTHUH.
370 cnefyeT UMeTb B BUAY NPU WUCNOMb30BaHWUM KaKWUX-1Mb0 Mnpo-
JYKTOB, COfepXKallmx 3Tn CynbuTbl, 48 NUTaHUA LeTeil.



rnasa 10. BAXHEWLUWE PA3AE/bI
YUHEHWNA O ANATHOSE.
BPAYEBHAA KOHCTATAUWMA CMEPTU

3T0i HebO/bLLIOI TNaBOK Mbl 3aKaH4YMBaeM O6LLYO 4acTb naTo-
noruu yenoseka. Mpexae YeM MepeiiTn K cregytoLlen YacTu, noces-
LLEHHOW opraHHOi (CUMCTEMHOI) MaTONOrUK, BaXXHO 0OPaTUTb BHU-
MaHve Ha TpeboBaHMs, KOTOpble AO/MKHbI CO6MIOAAT KIVHULMCTI
W NaToNoroaHaTOMbl, YTOGbI MPaBW/ILHO CHOPMY/IMPOBATL K/IUHU-
YECKWI1 N NaTONOroaHaTOMMUYeCKMin (MOCMEPTHLIN) AMarHo3bl. B Ka-
KO mocnefoBaTeNlbHOCTM HAJOo MpY 3TOM PacnofioXmTb npodeccu-
OHa/lbHble TEPMMWHbI, 0603HaYaKoLLMe WM3MEHEHUs, O0BGHapYXXEHHbIE
MPU XKU3HW U Nocne cMepTy 601bHOro? Kakue npuunHbl NPUBOAAT
K pacXoxaeHusaM (HecoBMafeHWsM) KMHUYECKOTO U NaTooroaHa-
TOMWYECKOTr0 AMarHo30B? Kak, rge M Kem OLEHMBAKTCA Clydan
yKa3aHHbIX PacxoXAeHuin? HakoHel, ANA Yero Hy>XHo cobnoparb
npaBuna NOCTPOEHUS AUArHO3a M YYUTbIBATb C/yYau PacXOXAEHWIA?
Ha 3Tu n gpyrve Bonpockl Mbl OTBETMM B MEPBOM pasfene rnasbl, a
BO BTOPOM pa3fene OCTaHOBMMCSA Ha BUAaxX ¥ MPU3HaKax CMEPTH.

10.1. OCHOBHbIE MOJIOXXEHUA YYEHUA O AuarHose

MoapobHOE M3NOXKEHWE YUEHMS! 0 AMArHO3e He BXOAWT B Hallu
3afaun. Jlake 0YeHb BaXKHble acMeKTbl IOMMKU BPayebHOro MblLLse-
HMS (MCMOMb30BaHME 3aKOHOB TOXAECTBa, HENPOTUBOPEYUs, WnC-
K/TIOUEHHOT0 TPETbEro, JOCTaTOYHOr0 OCHOBaHWA U Ap.) He cogep-
KaTcs B MpOrpaMme Natosiormyeckoil aHaToMuun. Mbl yaenum BHU-
MaHue N1lWb Hanbonee BaXKHbIM BOMPOCAaM MOCTPOEHMS AMarHosa v
KOCHEMCS TeX acreKTOB CEMUOTUKM (YYeHWs O npu3Hakax 6ones-
Heil), KOTOpble CBA3aHbI C KnaccuduKalmein 6onesHei.

[unarHo3s —3aTo KpaTkoe BpayeOHOe 3aK/HQUEHVE O COCTOSIHUAN 340-
POBbS 06C/IEMYEMOr0, 06 UMEHOLLIMXCA Y HEro 3abonieBaHusX (B TOM unCre
TpaBmax), NaTOMONMYECKMX MPOLECCax, a TakXKe 0 MpUUMHaX CMepTH,
BbIpa>KeHHOe B TepMuHax Me>KayHapoaHo Knaccugmkaym 601e3Hel.
Takoe onpefienieHre NPUIOKNMO K NMOHATUAM «KIMHUYECKNIA», «Ma-
TONOr0aHaTOMUYECKNI», «NaTOTUCTONOTMYECKNIA», «LMTONOTMYec-
KNi», «UUTOrEeHETUYECKMA» AnarHo3 u gp. [paBuibHO NOCTPOEH-
HbIli AMarHOCTUYECKUA MPOLECC He TOMbKO 0OecneymBaeT afeKkBar-
Hoe 1 3((DEKTMBHOE IEUEHNE, HO CYXUT TAKXKe CTaTUCTUUYECKOMY
M Hay4yHOMY aHanm3y pacrnpoCTPaHEHHOCTW, 3TMOMOTUYECKUX (aK-
TOpOB, NaToreHesa, nNatomMopdo3a 3ab0neBaHWn W, KOHEYHO, aeny
06YyYeHMst N MOBbILLEHUS KBa/M(UKALUN MEQULNHCKNX pPaboTHK-
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KoB. Kakue e ycnoBus cnefyet BbINOMHATL KAMHALUCTAM U NaTo-
noroaHaTomMam [ TOro, YTobbl MX COBMECTHasA «AuarHoctTuyeckas
[eATeNbHOCTb» He npuBesna bl K OLIMBKaM, CBA3aHHbIM C TEXHUYeC-
KUMK (METOANYECKUMM) NPUUUHAMA?

BonbLUyto YyacTb MPOGECCNOHaNbHON PaboTbl COBPEMEHHOIO Na-
TO/IOr0aHaTOMa 3aHUMalOT MUKPOCKOMMYECKUE UCCIef0BaHUSA Ore-
PaLMOHHOro 1 BuoncuiiHoro martepuana. [1s ux ycrewHoro npose-
AEHWA KNMHMLMCTAM U NaToNoroaHaToMaM Heo6XxoauMo KOHTPONN-
pOBaTb CBOEBPEMEHHOCTb W MPaBUILHOCTL TMUCTOMOrMYECKON WNn
NHOW (B 3aBMCUMOCTM OT METOAMYECKMX Lieneid) dmkcaumn yganeH-
Horo martepuana. ucronornyeckas gukcaums 06bIYHO OCYLLECT-
BNSIETCA B KNMHWUYECKUX OTAENEHUSX, YacTO B npefonepaLMoHHbIX
noMeLleHusX. M 310 npaBw/bHO, MO0, ecnu MPOMEANNTb, ayTonu3
ObICTPO BbI3OBET M3MEHEHWS, MPENATCTBYIOLLME U faXKe UCK/HOUA0-
Wye afleKBaTHOe MccnefoBaHve. Yaue Bcero ukcauuio NpoBOAST
A1 TUCTONOMMYECKMX Lieneil hopMasIHOM, a Ans U3yYeHus ynibTpa-
CTPYKTYpbI FMoTapanbiernaom (cMm. rnasy 1). LiuTonornueckuini ma-
Tepuan, KakK Npaemio, PUKCUPYIOT Ha MpeaMEeTHbLIX cTeknax. Jpyrum
00BLEKTOM AMArHOCTMYECKOrO M3y4yeHus, npaBfa Y>ke MOCMEepTHOrO,
ABASAIOTCA TPYMbl WL, YMepwmx oT 60ne3Heid. [as NOAHOLEHHOro
NCCNEA0BaHNS HY>XHO MO BO3MOXHOCTW U36eratb MOCNeACTBUIA ay-
TONM3a, MPOrpeccUpytoLLero Tem GbICTpee, Yem Bbille Temmepatypa
BO34yxa. TakuM 06pasoMm, MepBbIM YC/I0BUEM MOJTyHYEHMST [OCTOBEPHbIX
JMarHOCTUYECKX CBEAEHWA SBMSETCA COOTBETCTBUE MaTepuaia
TpeboBaHMSIM, KOTOPblE BbIABUratoTCSA NpU 00bMHON MOpIooryec-
KO/, a TaKoKe MMMYHOrMC TOXVMMUYECKON, YNbTPacTPYKTYPHOA 1 npo-
yein guarHocTuke (rnasa J).

CrepyroLLige ycnosve Mpu MUKPOCKOMUYECKOM WCC/EA0BAHUN — MO-
Ny4yeHVie OT KAMHMUMUCTA BCE HeOGXOAMMON KNMHMKO-N1ab0paTopHOM
MHchopMaLwn 0 60/1bHOM 1 ero 601e3HW, BKOYasA AaHHble 0 NOKaIn-
3aluy npouecca 1 0 TOM, OTKyZ4a B3AT Matepuan 415 UCCefoBaHus.
[Mpy ay TONCUAHBIX (CEKLMOHHbIX) MCCMe0BaHNAX HE06XOAUMO TBEp-
%o NPUAEPXKMBATLCS MOMOXEHNS, MPU KOTOPOM BMECTE C TPYNnom

O/ILHOTO O/HKHA MOCTYNUTL UCTOpuA 6one3Hn. MatosoroaHaTomy
HEeNb3s HaUYMHaTb BCKPbITUE Tpyna 6e3 feTabHOr0 03HAKOM/IEHUS C
nctopueli 6onesHn. AyToncuio NPou3BOAAT B COOTBETCTBUM C Orpe-
[eNeHHbIMW TeXHUYEeCKUMMU MpaBuiaMun, OTPaXKEHHbIMW B CheLu-
aNbHbIX PYKOBOACTBaX. HapylueHne 3TUX NpaBui MOXET MpUBECTU K
OLUMBKaM B MOCMEPTHOW AMArHOCTHMKE.

TpeTbe ycnoBMe — MpaBWibHas 06paboTKa MaTepvana, NocTy-
MUBLLErO AN AMArHOCTUYECKOro u3ydeHus. MpuHUMMaTbL maTepuan
M BCIO COMPOBOXAAMOLYI0O MeAWLMHCKYI0 JOKYMeHTauuio 00s3aH
TOMbKO Bpay-naToaoroaHaToM, a He 1abopaHT nam caHuTap. lMpex-
[ie BCEro BaXKHO NPOBEpPUTHL COOTBETCTBME MaTepuana TeM 6naHKam
Hanpas/fieHWs,, KOTOpble K HEMY MpuaoXeHbl. puemka kacaetcs B
OCHOBHOM 00BeKTOB AN NPUXWU3HEHHOW AWArHOCTMKMW, TaK Kak
TPyNbl 60/IbHLIX HANPaBAATCH U3 KIMHUYECKUX OTAENEHWUA Hepep-
KO Cpa3sy B X0M04U/bHbIe KaMepbl NPO3EKTOPCKUX. ITO AenaeTcs Ans
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npegoTBpalleHns ayTonusa. lMapannenbHo Bpayy-nartosioroaHaTomy
nepejaloT NCTOPUIO 60/1E3HN YMEPLLETO.

Bbipe>ky KyCOUYKOB A/11 TMCTOMOrMYECKOrO M MHOTO MPUXKMU3HEH-
HOr0 WM NOCMEPTHOrO WCCNEA0BaHUA, a TakXKe M3roTOB/EHWE npe-
MapaToB-0TMeYaTkoB, CMbIBOB W T.[. OCYLLECTBASOT TOXE TO/MBKO
Bpayu-MnaTosioroaHaToMbl. ECM Hago MccnefoBaTh OMepaLyOHHbI
maTepuasl, TO HakaHyHe, 06bI4YHO 3a CYTKW [0 BbIPE3KU, ero paccekaroT
Ha NNacTVHbI 1 3a11BAIOT CBEXUM PacTBOPOM (pukcaTopa (CM. rnasy
1). Mocne aToro gukcaLus eLe NPOAO/IXAETCH, HepeaKo B TepMoCTa-
Te. 3aTeM, fenas BbIpe3Ky, Bpad AUKTYET MOMOLLHWUKY WU Ha QUKTO-
(OH MaKpOCKOMMUYECKOE OMKCaHME OMEPaLMOHHOrO  Matepuana.
YacTo OHO 0YeHb NMOMOraeT B MOCNeaytoLLeil MUKPOCKONUYECKOW ana-
FHOCTMKe. BbIpesKy HY>KHO MPOW3BOAUTL, MO BO3MOXHOCTU He Hapy-
LUas eCTeCTBEHHbIX TOMOrpauUecKMX CBA3el B OpraHax W TKaHsX,
[enas paspesbl NapaineslbHO aHaTOMUYECKUM KaHaslam W MOJIOCTAM.
Lins BbIpe3Ky KaXX4oro opraHa ectb CBOV NpaBuU/a, ONMCaHHbIE B NPO-
(hecCMOHa/IbHBIX MOCO6WSAX [AJ1 MaTo/oroaHaToMoB. [lonepeyHblii
pa3mep KyCOYKOB TKaHW, BbIPe3aeMbIX 18 FMCTONOMMYECKOro 1cche-
[0BaHMA, XXenaTenbHO fenaTb B npedenax 1cm, a KycO4KOB Ans ynbT-
PaCTPYKTYPHOI0 MccnefoBaHUs —B npegenax 1 mm.

BblpesaHHble KYCOUYKM [anee MOABEepPratoTca rMCcTONOrMyecKou
WM MHON MNpoBoake (06e3BOXMBAHMIO, 00EKMPUBAHUIO U NPONU-
ThIBAHUIO CMeLManbHbIMU  CpefjaMu), 3aTeM 3a/MBKE B TM/IOTHblE
(napadmH, apangut u gp.) unu Baskue (uennomauH) cmecu. Mocne
3TOro CNeaytoT 3Tanbl U3roTOBAEHMS NPenapaToB 415 MUKPOCKOMM-
YECKOro, YNbTPacTPYKTYPHOTO WAN MHOFO M3yyeHns (cm. rnasy 1).
B 06bIYHbIX YCN0BMAX MPOBOAKY, 3a/MBKY U M3rOTOB/EHME Npenapa-
TOB [ieNatoT creymnanbHo 06ydeHHble nabopaHTbl. OgHaKoO KBanugu-
LMPOBaHHbIA Bpay-naTo/ioroaHaToM TOXe [O/DKeH BCe 3TO YMETb
fenatb 419 BO3MOXHOMO 3aMeLLeHnst N 0ByyeHns nabopaHToB.

Mocne Toro kak co6oLeHbI YCI0BUS, Kacalolyecs Matepuana,
Mo KOTOpOMy pdaniee OGyfeT CTPOMTLCA AUArHOCTUYECKOe 3aK/oue-
HVe, MaTo/IoroaHaToOM JO0/KEH YYeCTb HeKoTopble 06Lme Tpebosa-
HUA, NpeabaABAseMble K AUarHo3y, KOTOPbIA 4acTo CTaHOBUTCH KOM-
MOHEHTOM K/IMHWYECKOro AMarHosa. aTonoroaHaToOMUYecKmin gma-
rHO3 MOXET 6blTb NpefBapuTeNbHbIM (faXKe NPeAnoIoKUTENbHbIM)
M OKOHYaTe/bHbIM, MHOTAa PETPOCMEKTUBHLIM (MOC/AE MOBTOPHOrO
nccnefosaHus). B no6om cnydvae AuarHo3 naTonoroaHaToma [osi-
>KeH OblTb CBOEBPEMEHHbLIM, HO30/I0MMYECKMM Y MAKCUMaSTbHO MHGop-
MaTVBHbIM B OTHOLLEHUN MIHOBLIX BaXXHEMLUMX NaTON0rMYecKnx npo-
LieccoB, 06Hapy)XeHHbIX Y 60/IbHOrO MK y Tpyna.

MepBoe 13 3TMX TpeboBaHWIn NofpasymeBaeT 6e3oTnaratesibHoe
M3yYeHWe TNaBHbIM 00pPa3oM OMOMNCUUHOIO, LUTONOTUYECKOTO WN
LMTOreHeTMYECKOr0 MaTepuana, KOTOpbI/i NOCTynaeT A/ yCTaHOB-
NeHWs fuarHosa. [pexkae BCEro 3To KacaeTcs CPOYHbIX GMOMCUIA,
4acTo BbIMNOSHAEMbIX B MNpoLecce OnepaTvBHLIX BMELLIATENLCTB C
LeSbi0 NPeABapuTeNbHOM TMCTONOMMYECKOW AUarHOCTUKK 1 onpege-
NeHus fasibHelilero xoga v obbema onepauuu. [MOCKONbLKY Mpu
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3TOM XVPYPrv WA Apyrvie Onepupyrowye KAMHULUCTLI MOTyT cre-
UMaNbHO 3aMefiMTb W AaKe MpepBaTb OMepauuio A0 Moay4veHUs
JmarHosa mnaTtosioroaHatoMa no 6uonTaTy, BOMPOC O CBOEBPEMEH-
HOCTW M BaXHOCTM Mepefayn MarHoCTMYECKOro 3ak/oueHns (065-
3aTeflbHO yepes BpawlagJ He TpebyeT foKasaTensCTB. Hapsagy ¢ aTum,
KOHEYHO, HefoMnyCTUMbI 3aflepXXKV UCCMEJ0BAHUS ONepaLuoHHOro 1
[@Ke CeKUMOHHOr0 MaTepuasnoB, XOTS N He HYXKAAIOLLMXCSA B CPOYHOM
3aK/II0YeHUN.

BTtopoe Tpe6oBaHMe COCTOUT B TOM, YTO AUarHOCTUYECKME Tep-
MWHbI, 0603HavaroLWmMe TOT WM WMHOM MaTONOTrMYecKMiA mpovecc,
[O/DKHBI COOTBETCTBOBATL MPUHATOM B HacTosLee BpeMs MexayHa-
poAHoi Knaccugukaumm 6onesHein (MKB). PasnuuHble ycTapes-
Luve, HauuoHa/bHble, a Takke MPOW3BO/bHbIE Ha3BaHUA 3aboneBa-
HUIA 13 NPOECCUOHANBHOT0 06MX0Aa A0/MKHbI ObITb WCKOUEHBI.
HefonycTmo Takoke MOAMEHSTb Ha3BaHWs 60/1e3HM 0603HaYEHUS-
MU CUMMATOMOB WM CMHAPOMOB, KPOME TeX, KOTOpble peKOMeHZO0-
BaHbl MKB (cuHgpom Iyganacuepa, MapdaHa v ap.). Bo Bcem Mupe
NONb3YIOTCA TOMbKO TEMU HO30/10rMUECKUMI (POPMamMu, KOTopble
ectb B MKB. Tlloj Hosonoruyeckoit chopmoit MOHMMAKOT ONpefeneH-
Hyt0 60ne3Hb, BblgeneHHyto B MKB Ha ocHOBe faHHbIX 06 ee 3TunoO-
noruu, naToreHese ¥ KAMHUKO-MOPQONIOrMUYECKUX NPOSBIEHUAX.

®opMynMpOBKKU, KOTOPble UCMOMb3YeT NaToforoaHaToM, 3aHu-
MatoLLNIACS MPVMXKU3HEHHOW ANArHOCTMKOW, 06bIMHO MeHee MH(Op-
MaTMBHbI MO CPAaBHEHUIO C TEMW, KOTOPble (DUIYPUPYIOT B OKOHYa-
TeNbHOM MOCMEPTHOM [MarHo3e, Tak Kak B nojasnstollem 60/b-
LUMHCTBE C/lyYaeB M CaM CEKLMOHHBIA MaTepuan, U CBeAEHUs, HaKo-
MWBLUMECS K MOMEHTY CMepTV B UCTOpMKU 60Me3HW, ropasgfo borave
COOTBETCTBYIOLUMMI AaHHbIMWU, HeXenu GUONCUAHLIA 1 onepauu-
OHHbIi MaTepuan BMECTE C COMPOBOXAAIOLLEN ero AOKYMEHTALIMEN.
OfHaKo K MaKCMMa/bHOW WH(POPMATUBHOCTY [AMarHOCTMYECKOro
3aK/IIOYUeHMs cneflyeT CTpeMMTbCsi B N060OM ciyyae. Korga npw
MakKpo- U MUKPOCKOMUYECKOM W3y4YeHUM maTepuana obHapyXuBa-
IOTCS HEYeTKMe MPU3HAKM KaKoro-TO MaTo/lorMyeckoro npouecca,
cnefyeT B3ATh 3a MPaBW/I0 CKPYMYNe3HO ONMCLIBAaTbL HalLeHHbIe Cy6-
CTpaThl U ABNEHUS.

B Poccrn NpUHAT naToreHe TUYeCKWiA npuHLMn MOCTPOEHUA Ana-
rHO3a, T.e. MPUHLMM NIOrMYeCKN NOLUYMHEHHOrO PacrnooXeHus na-
TOMOMMYECKMX MPOLLECCOB COMMacHO CTeMeHW KX BbIPaXXEHHOCTH,
NPUYUHHOW B3aMMOCBA3W, MEXaHWU3MOB U MOC/eA0BaTeNIbHOCTA pas-
BUTUSA. YUuTbIBAOT TaKXe JIOKanu3auuio, [aBHOCTb npouecca U
Mpoyne ero XapakTepucTukn. Yalle BCero MCMonb3yroT 3 TpaguLm-
OHHbIX AMArHOCTUYECKUX KaTeropuu, KOTOPbIMW MPUHATO 0603Ha-
yaTb 3 pybpuKM AmarHo3a: OCHOBHOe 3abosieBaHue, 0CNOXXHeHMe(s)
OCHOBHOIO 3260/1eBaHWsA, COMNYTCTBYIOWME 60NE3HM.

OcHoBHOe 3a6onesaHne — 370 Ta 60ne3Hb (HO3010rMYecKas
thopma MKB), KoTOpas B AaHHbIA MOMEHT NpeAcTaBnseT Hambosb-
LLYHO Yrpo3sy Ans 300p0oBbs 60/1bHOMO M cama Mo cebe unm B pesyb-
TaTe TECHO CBfA3aHHbIX C HEl OCMOXHEHWUiA TpebyeT HambosbLLero
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BHMMaHWA Bpaya WU NPUHATUSA OCHOBHbIX flevebHbIX Mep. JTa op-
MYNMPOBKa YHUBEPCaNbHA 4151 NH060ro KAMHUYECKOro auarHosa. Ho
€CNM NauMeHT yMep U OCHOBHOE 3a60/1eBaHNE HYXXHO BepUMLUPO-
BaTb MOCMe NPOBEAEHHOM ayToncuu, TO B Hallem onpeaeneHuu
BMECTO C/IOB «TpebyeT HambO/bLUero BHUMaHUA Bpaya Y OCHOBHbIX
NeyebHbIX Mep» cnefyeT Nofb30BaThCA APYTMMU COBAMU: «..npuse-
na BOMBLHOIO K cmepT n» BaXKHENLLUMM OCHOBHLIMU 33a60/1€BaHUAMM
B HACTOsLLee Bpems SIBNAKOTCS CheaytoLime: KopoHapHas (Mwemu-
yeckasi) 6one3Hb ceppua, LiepebpoBacKynspHble 3aboneBaHus, 310-
KayeCTBEHHbIe OMyXonu, uHgekuun u ap. Mpu 60M1bLINHCTBE OC-
HOBHbIX 3260/1€BaHMIA MOTYT Pa3BUBATLCS OC/TOXKHEHWS, MOAYac pas-
HOO6pa3Hble, MHOrOYMC/IEHHbIE, MHOrAA CBSI3aHHbLIE C caMuUM fede-
HMEM (ATPOreHHbIE OCMOXHEHMS, CM. rnasy 9). PasymeeTcs, ux mo-
ABMIEHNE HeNb3A PacLeHMBaTb KaK HEeU3OEXHYH 3aKOHOMEPHOCTb.
HanpoTue, BO MHOrMX C/lyyasix fevawunii Bpay 06s3aH chenatb BCe
AN NpefynpeXxXaeHns OCM0XHEHWUIA, YTO UMeeT 0COGEHHO 60MbLUIoe
3HaYeHWe B MPaKTUKE BeAEHUs GOMbHbLIX C THKEON CepaeyuHOl Mm
NEroYHO NaTosiorneid, TSKEbIX OHKOMOTMYECKMUX GO/bHBIX, Nauu-
€HTOB, MNepeHecLUMX TshKeNble TpaBMbl (0OXKOrM 1 Ap.), O6LIMpPHbIE
onepaTvBHblE BMELLATENbCTBA U T.4.

OCMO>KHEHVST — 3TO  MATOMOTMYECKUe MPOLECChl, UMetoLLme
3TMONOIMYECKYHO M(WN) NAaTOreHeTUYECKYHD CBA3b C OCHOBHbLIM 3a-
60neBaHveM, pexxe C le4ebHbIMM BO3AENCTBUAMU, W OTATOLLAKOLLME
TeyeHMe OCHOBHOro 3aboneBaHMs. Hanpumep, pasnuToii rHOWHbINA
NEePUTOHUT MNPU OCTPOM [ECTPYKTMBHOM anneHamumte (B 3TOW cu-
Tyauun MMEeeTCs 3TMOOTMYECcKas U NaTOreHeTNYecKas CBS3b MeXay
OC/TO)KHEHMEM, MEPUTOHUTOM, W OCHOBHBIM MPOLIECCOM — amnmneH-
OULUTOM); gByCTOpOHHFIFI HUXXHe0/M1eBast KpynHoo4varosasi MHEBMO-
HMUSA NpU OBOLLUMPHOM OCTPOM WH(apKTe MUOKapga (B 3TOM Cnydae
MMeeTCs TO/IbKO NaToreHeTUYecKas CBSA3b: BEHO3HbIW 3aCTON Manoro
Kpyra v runoBeHTUNALMA Nerkux, 4To U npefonpeaenseT passuTue
MHEBMOHUN).

WHorga 60ne3Hb, OCNOXHAKOLWAA Kakoe-nnbo 3abonesaHue, Mno
MoBOAYy KOTOPOro NeYnTcs MauueHT, ¢ KIUHUKO-MOP(O0rMyecKon
TOYKM 3PEHNs CTAHOBWUTCSH AOMVHVDYIOLIEA 1 mogyac npuBOaUT K
CMEepPTK, HanpuMep CenTMYECKUin (baKTepuanbHbIN) LWOK. B Takmx
Cnyyasx 3Ta 60/1e3Hb, XPOHOOrMYECKM W MAaTOreHeTUYECKN BO3HU-
KatoLLas BHauase Kak OC/OXHEHUe, MOXET (hUrypuposaTth B AUarHo-
3e B KaQ4ecTBe OCHOBHOMO 3ab0neBaHMs, Hapsgy C KOTOPbIM B 3TOW
Xe pyOprKe YKasblBaloT MepBOHaYalbHOE OCHOBHOE 3ab0/eBaHue.
Mogo6HbIe HEMpoCTble BOMPOCHI O Haubonee palnoHa/IbHOM «pas-
[EeNeHnn» OCHOBHOTO 3a60/1eBaHNSA U OC/TOXKHEHWI MONOLOMY Bpavy
BMOJIHE JONYCTUMO peLlaTh NyTeM KOHCY/bTALWIA C KOeraMmu B co-
OTBETCTBUW C TPagULMAMM AaHHOTO /1e4e6HOT0 YUPEXAeHNS.

ConyTcTBytoLLMe 3a00M1eBaHNA HEe WMMEIT HU 3TUONIOTUYECKON,
HW NaTOreHeTWYEeCKOW CBA3N C OCHOBHbIM 3aboneBaHveM. Ko Bpe-
MEH MOCTaHOBKM [jarHo3a OHW He UrpatoT Befyllein poiu B Kin-
HNKO-MOPMONOrNYECKMX NPOSBAEHUAX BONE3HEN.
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VHorga Bpady Henerko «BblopaTb» OCHOBHOE 3abo/ieBaHue U3
Tex 60ne3HeN, KOTOPbIMK CTPadaeT NaumeHT. 3TO 0COGEHHO Xapak-
TEPHO /19 KIVHUYECKOW KapTWHBbI, KOrha nonepemMeHHO JOMUHUPY-
€T TO OAHO, TO Apyroe 3a60/eBaHne, U PasNyHble NPOLIECCHI «MNepe-
M/1eTalTCA» B CNOXHbLIX NPUUYUHHO-CNEACTBEHHBLIX CBA3AX. KoHeu-
HO, B 3TUX C/Ty4asiX MOXHO U HY)XXHO Npu BbIGOpPe OCHOBHOIO 3a60-
NeBaHWs OTAaBaTb NPeAMnoYTeHMe 6osee TSHKENO TeKyLLMM MpoLec-
cam, C 6ofblleii BEPOSITHOCTHI0 MPUBOAALLMM K CMEpPTeNbHOMY UC-
xofly. Moatomy npegycMOTPeHbl 3 LOMO/HUTENbHbIE AUarHOCTUYeC-
Kve KaTeropum — KOHKYpUpYHLMe, coveTaHHble 1 DOHOBbIE 3a60-
NeBaHNsl, — KOTOPbIe Yalle BCEro MCMo/b3yrT B MOCMEPTHbIX AMa-
rHosax. [laTonoroaHaToMy, Kak MpaBw/o, Jierye KOHCTPYMpPOBaTb
CMOXHbIV AWAarHo3, 4em KIMHWLMCTaM. Tem He MeHee YKa3aHHble
[OMONHUTENbHbIE KaTeropuv MpUMEHSIOTCS M B KUHUKe. WX wuc-
NoNb3ylOT NpU OPOPMIEHUN PYBPUKM OCHOBHOFO 3aboseBaHus,
06bI4HO cpa3y nocne 3aboneBaHUs, N36pPaHHOTO B KayeCcTBe OCHOB-
Horo.

KoHKypupytoLLe 3a60/1eBaHNA caMu No cebe WM 1U3-3a 0CNoXHe-
HWI1 TPebytoT HaMbo/bLUEr0 BHUMAaHUA Bpadva U MOryT ObiTb Npuyn-
Holi cMepTu. MpumMep: HanMyve O6LIMPHOTO TPaHCMYPanbHOrO WH-
thapKTa MMOKapaa npu MLLEMUYECKON 60ONe3HM cepaua v TSHKenon
nocTremopparnyeckoii aHeMuy OT OCTPOI KPOBOMOTEPM MPU XPOHU-
YEeCKoli A3Be Xenyaka. B aTom cnyyae vwemmyeckas 60ne3Hb cepa-
Ua 1 A3BeHHas 00M1e3Hb Jann OYeHb TXKenble (BO3MOXHO, CMep-
Te/IbHbIE) OCMIOXKHEHNA U MOTYT (UryprpoBaTb Kak KOHKYpUpYyHo-
we 3a6oneBaHus. Takast Xe CUTyauus CKiaablBaeTcs npu O4HOBpe-
MEHHOM MpPOrpeccupoBaHUK, HampuMmep, WLIEMUYECKOW 60M1e3HM
cepAaua v paka C MeTacTasamu B XKM3HEHHO BaXKHbIE OpraHbl.

CoueTaHHbIMM CUUTAOT 3a00/1EBaHNS, KXKAO0E U3 KOTOpbIX B OT-
[eNbHOCTU MOXET He ObITb MPUYMHOL CMepTU, HO, pa3BMBasCb Ma-
pannenbHO M MpOsBAASCH COBOKYMHOCTbHD OGLUMX OCMOXKHEHWIA,
MOryT YTSXKENsTb COCTOAHME 60/bHOr0. pUMepbl: XPOHUYECKU
NMeNoHepUT C KAMHAMMW B JIOXaHKE WM MOYETOYHUKE U afeHoMa
npegcratesibHOW Xenesbl ¢ NPOCTaTUTOM, OC/IOXHUBLLMECA Ypocen-
CUCOM, MpUYemM BO3OYAMTE/b PACMPOCTPAHUACS U3 TKaAHe MOYKM U
NpeACTaTeNbHOM >Kenesbl; rMNepTOHMYecKast 00/Me3Hb W caxapHblii
[NabeT, OCMNOXHMBLUMECS He(POCKIEPO30OM W MOYEYHON HeaocTa-
TOYHOCTBHO.

DOHOBbIE 60ME3HM UTPAIOT CYLLLECTBEHHYIO PO/b B PasBUTMM 3a60-
NneBaHusl, U36PaHHOrO B KayecTBe OCHOBHOMO, HampuMep WLIeMU-
yeckas 60n1e3Hb cepALa 1 OCTPbIA MH(APKT MMOKapaa Ha oHe Xpo-
HWYECKOro KonuTa.

CpaBHEHUEe KIMHNYECKOro M NaToforoaHaTOMUYECKOro AnarHo-
30B BCKpPbIBaeT OLUMOKM [JMAarHOCTMKKM, AOMYCKaemble B KMHUKE,
CMOCOBCTBYET YYETY 3TUX OLIMOOK W MOBLILIEHNIO KBaM(MKaLmMu
Bpayeil. CNuYeHne AMarHo30B OCYLLECTBAAKOT MyTeM COMOCTaB/ie-
HMsl OCHOBHbIX 3a60/1€BaHNIA, CHOPMYNMPOBAHHBIX KIMHALUCTOM 1
naTonoroaHaToOMoOM, 3aTeM OC/IOKHEHWIA, MOTOM COMYTCTBYHOLLMX
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3aboneBaHuiA. B pesynbTaTe MOXET ObITb BbISIBNIEHO COBMALEHME UK
PaCXOXAEHME AMArHo30B MO KakAol M3 3 KaTeropuii. Pacxo>kaeHnem
K/IMHWUYECKOT0 Y NaTO0/10roaHa TOMUYECKOTO (MOCMEPTHOr0) AvarHo30B
CUMTAETCA HeCOBMNaJeHWe (hopMy/IMPOBOK MO HO30/10TMHECKOMY MPU3HA-
Ky (Hanpumep, pak NIerkoro ¢ pacnagom v opMmMpoBaHMem Mosoc-
T BMeCTO (PMBPO3HO-KaBEPHO3HOIO Ty6epKynesa), foKaamsaumm
MnpoLiecca (Harnpumep, pak Tena XesyAka BMeCTO paka Tena nogxeny-
[IOYHOW enesbl), aTHonoruM 3abornesaHns (Hanpumep, Tyb6epKynes-
HbI/i MEHWHTUT BMECTO MEHWHIOKOKKOBOIO MEHWHIUTA).

Mpn BbISBNEHUN PACXOXJEHUA [OMAarHO30B 0053aTelbHO YCTa-
HaBMMBAOT MpUBEALUME K 3TOMY MPUYUHBI. BbIAENAT HECKONLKO
rpynn MApUMUYH PacXO>KOEHUI KIMHWYECKOr0 M NaTo/oroaHa TOMUYEC-
KOTO [MarHo3oB: Hef0CTAaTOYHO MosfHOe obcnefoBaHUe 60/BbHOIO,
06bEKTMBHbIE TPYAHOCTU UCCnefoBaHMs (KpaTKOBPEMEHHOE Mpebbl-
BaHWe nauueHTa B CTaLMOHape, TsXenoe, becco3HaTtenbHOe COCTos-
HWe 1 Ap.), HeJOy4YeT WM MepeoLeHKa AaHHbIX KIUHUYECKOro Ha-
6n1104eHNs, aHamHe3a, N1abopaTOPHOro M PEHTreHONOrMYeCKOro mc-
CNnefjoBaHUA, HempaBW/bHas OLEHKa 3aKIOYEHUS KOHCY/MbTaHTa,
HenpaswuIbHOE NOCTPOEHWE M OhOPMIIEHME AMarHosa v ap.

B Poccun npuHATBLI 3 KATeropyn OLEHKN PacXOXKAEHUA AuarHo-
308B.

K nepBoil KaTeropuy OTHOCAT CMTyauun, B KOTOPbIX 3aboneBa-
HMe OKa3a/oCb Hepacrno3HaHHbIM Ha npejblaylumx atanax (nonm-
K/VHUKA, pyrue 0OMbHULbI), & B JaHHOM JIe4eOHOM YupexaeHun
YCTaHOB/IEHWE MPaBWU/ILHOTO KIMHWYECKOrO AMarHo3a Obl1o HeBO3-
MOXHBIM 13-3a OOGBLEKTUBHBLIX TPYAHOCTEW (TSXKECTb COCTOSAHUSA
60/bHOr0, KPaTKOBPEMEHHOCTb NpebbiBaHUS B BONbHULE, Hanpu-
Mep CMepTb B MPUEMHOM OTAeneHmun, n 1.4.). bonee 70 % Bcex pac-
XOXAEHWIA AnarHo30B B Poccum oTHOCKUTCA K 3Toli KaTeropun. OT-
4yacTu 3T0 006YC/IOBNEHO TeM, YTO Bce GonbLUe 60/bHLIX NonajaeT B
cTaunoHapbl «Mo IMHUM» 3KCTPEHHOW, a He MMIaHOBOWM rocnmTanu-
3aumMn. MHOrve U3 HUX NOCTYNatT B TSHXKEOM COCTOSAHWMM U NO-
rmbatot B 1l-e cyTkm nocne rocnutanmsaumm. 3a 10 net (1985—
1995 rr.) KONMYeCTBO NauUMEHTOB, MonaBWMX B 6OMbHULLI B 3KC-
TPEHHOM MOpsALKe, BO3POC/O NMPUMEPHO Ha 25 %. Bo MHOrom Takas
TEHJEHLMS CBA3aHA C UYPe3MepHO ANUTE/IbHbIM MepuoaoM ambyia-
TOPHOTO JNleYeHWs, N0 CBOUM BO3MOXHOCTAM W 3(h(PEKTUBHOCTYU
MouTK BCerja YCTYMatoLlero CBOEBPEMEHHOMY JIeYeHUIO B CTalmo-
Hape. 3aflep>XKu ¢ rocnutanusauuelt 06bIYHO 06YCNOB/EHbI 3KOHO-
MUYECKUMW N OPraHn3aLMOHHbIMI NPUYUHAMU.

Ko BTOpOi KaTeropum 0THOCAT C/ly4van, Korga B fJaHHOM fieyeb-
HOM yupexzeHun 3abo/eBaHue OKas3asloCb Hepacrno3HaHHbIM U3-3a
HeAoCTaTO4HO MOMHOro o6cnefoBaHMs BONBHOrO, HeJoyyeTa WM
NepeoLeHKN Kakux-nnmbo AaHHbIX, HO OMBOYHLIA AMarHO3 He Mno-
B/IUAN Ha CMePTeNbHbIA UCX0[ 3a060n1eBaHUs.

K TpeTheil KaTeropum OTHOCAT PaCXOX[EHWsA, Korja Henpa-
BW/bHBLIA AWAarHo3, MOCTaBMEHHbIA B AaHHOM f1e4ebHOM yupexne-
HWUW, NPUBEN K OLUMBOYHO BpayebHOM TaKTWKe, W 3TO CbIrpano pe-
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LAWWYo po/ib B CMepTeNibHOM ucxofe 3aboneBaHus. KoHeuHo,
Cllydyan pacxoXAeHWs KAMHUYECKOro M naTtofnoroaHaToMUYeckKoro
[MarHo30B, OLEHeHHble MO 3-i KaTeropuw, Ccnyar npegmMeToM
BHYTPWUGO/IbHAYHOIO KONMernasbHOro pasbopa B Nepsyto o4epesb.

Takoii pa3bop NMPOBOAAT Ha K/IMHWMKO-NATONOrMYECKUX (KMHK-
KO-aHaTOMMYECKMX) KOH(epeHLMaX. MOCKONbKY Ha HUX 06CYXaatoT
pe3ynbTaTbl COMOCTAB/IEHNUSA KIMHUYECKMX W NaTonoroaHaToMUyec-
KMX [MarHo30B, OCOGEHHOCTU TeuyeHMs 3ab0/eBaHWIA, MepeaoBble
METOAbl le4eHns, 0CO6EHHOCTM BpayebHOM, B YaCTHOCTU XMPYPri-
YECKOW, TaKTWKM, 3aCNyLUMBAIOTCA OTYeTbl NaTo/I0r0aHaTOMOB U CO-
06LLeHNs afMUHUCTPaL MU 6OMbHULLLI, MOHATHO, YTO rNaBHas Lenb
3TUX KOH(EPEHL M — NOBbILLEHWE KBaM(UKALUN Bpadel 1 ynyy-
LUEHMEe KayecTBa roCNUTaNbHOM paboThl. KNMHMKO-NaTon0rnyeckme
KOH(pepeHLUM NOMNyNsApHbI Cpeay Bpadeli Bcero mupa. Ecam 60b-
HMLA O4YeHb 6OMbLIAA UK CreLnanu3nupoBaHHas, To naTonoroaHa-
TOMbI 0ObIYHO NMPOBOAAT MPOGUIbHBIE KOH(EPeHUUN (XUpypruyec-
Kue, TepaneBTUYECKIE, aKyLLIEPCKO-TMHEKOI0r1Yeckie), a eciu He-
6onbllas, TO Ha pa3bop cobmpaeTcs BeCb BpayebHbI MepcoHa.
MpuHATa eXeMecayHas NepuoguyHOCTb Takux cobpaHuii. MpakTu-
KyeMble B HalLEi cTpaHe NeyebHO-KOHTPOMbHblE Komuceun (JIKK)
N KOMUCCUW MO N3yYeHMUIO neTanbHbIX nexogos (KNJN), npoogm-
Mble 60/1ee Y3KMM KpYyroMm CreuuainctoB U UMeloLMe orpaHuyeH-
HbI KpYr 3a84a4, HU B KOEM C/lyYae He 3aMeHSHT KIMHUKO-NaTono-
rMyeckre KoHgepeHuum.

10.2. MNMpun3HaKn cMepTU U NOCMEPTHbLIE N3MEHEHUSA

CmepTb (6ronornyeckast cMepTb) — 3TO HeobpaTUMOe npekpa-
LLIEHVIE YKU3HEAES TE/IbHOCTY OpraHv3Ma, SIB/SHOLLEECS HEM3OEXKHBIM MC-
XOflOM €ro WHAVBWAYa/lbHOrO CYLLECTBOBaHUA. ECM UCKMOUMTL U3
PacCMOTPEHNS MACCOBYHO TMOGENb NOJe B BOMHAX, a Takke Apyrve
Cyyan MpeXAeBPeMEHHOM HAcW/IbCTBEHHON CMepTW B pesynbTare
YOUIACTB, Y/MYHbIX, ObITOBLIX WM ApYrux TpaBM, KatacTpod), nogne-
Xallye n3yyeHuto cyaebHoW MeAWLMHOM, TO MPaKkTUYeckn Bece OcC-
Ta/lbHble BUAbI TMOENW MOAERA, KOTOPbIMM 3aHUMAKTCA Bpauu, OT-
HOCATCA K CNy4YasM CMePTW OT GonesHeil. locnegHwii Bug cmepTut
BO3HWMKAET B pe3ynbTaTe W3MEHEHW B TKaHAX OpraHuW3ma, He Co-
BMECTUMBIX C XXM3HbIO W BbI3BAHHbIX KaKUMU-IMO0 MaTO/IOrMYECcKn-
MU npoueccaMu. Pa3nnuaroT elle HEeCKONbKO MOHSTUWA, MMEHOLLMX
pasHyLo CBSA3b C MOHATVEM OMOMOTMYECKas CMEpPTh.

BHyTpuyTpo6Has cmepTb — 3T0 rMbenb 3apopilla Wi nioga Ha
N00OM 3T arle BHy TPUY TPOBHOI >K3HK, B TOM UMC/e NMpW poaax.

KnmHnueckast CMepTb — TepMMHA/bHOE COCTOSHME, HacTynaro-
LLiee BCMEACTBME MPEKPALLEHNS CEpAEUHON AeTTENbHOCTY, KIMHUYECKM
OMPEeSeNsIeMoro AbIXaHWsi 1 NMPOJOMHKAOLLIEECS [0 BOHUKHOBEHWSI HEOD-
PaTVMbIX M3MEHEHUIA B BbICLLIMX OTAeNax (CepoM BELLECTBE) rO/I0BHOMO
Mosra. B cBOlO ouepeflb NOHATME «TEPMUHA/bHOE COCTOSIHME» O3Ha-
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YaeT NoCTeneHHoe yracaHne (MyHKLUMWIA opraHu3mMa, uMetoLlee obpa-
TUMBI/A XapaKTep 1 BK/OYatoLLee B cebs npearoHabHOe COCTOSHUe,
aroHUI0 M KJIMHUYECKYHO CMepTb. W aroHus, n KnnHuyeckas cvMepTb
XapakTepu3ytoTcs B MNepByl0 0Yepedb MOPaXKEHUAMU TO/IOBHOIO
MO3ra, NPUBOJALMMU K HeyrnpaBiseMoi AesTeNbHOCTU CUCTEM W
BHYTPEHHMX opraHoB. 1of BAVSHWEM TUMOKCUWM MOC/Nef0BaTeIbHO
yrHeTaeTcs PYHKLMS KOpbl B0MbLUMX MOMYLIAPUIA, 3aTeM KOpbl MO3-
Xeuka, NOTOM MOJKOPKOBbIX OTZAEN0B MO3ra. BeretaTtnBHas HepBHast
cucTema (ee 6ynbbapHble U CNUHaNbHbIE LEHTPbI, nepudepuyeckune
raHrnum un BonOKHaB) 6onee ycToinumea K runokcum. HecmoTtps Ha
6onblune BUOXMMUYECKME W3MEHEHWUS, HeobpaTUMble MOPAKEHUS
TKaHW BbICLUMX OTAE/I0B rofI0BHOro Mo3ra (rnbesb Mo3ra) He passu-
BAKOTCA, YTO AenaeT BO3MOXHON peaH MaLyio (0XXVBEHEe OpraHus-
ma). Yalle BCero NpPOLO/MKUTENIbLHOCTb KAMHWUYECKOW CMepTU He
npesbiwaer 3—4 MWH, MakCUMyM 5—6 MuUH. OfHako OHa 3aBUCUT
OT BMAa W YCMOBUI YMUpaHWs, BO3pacTa M COCTOSIHMA OpraHu3ma
ymmpatoulero. Hanpumep npu runotepmumn tena o 8—10 °C anu-
TeNbHOCTb K/IMHUYECKOW CMepTu focTuraeT 2 4 u 6onee. Kposo-
obpalleHne, NOMHOCTLIO OCTaHOB/IEHHOE Ha nepuog 6onee 6 MUH,
1 AbixaHne —6onee 30 MWUH, MOrYT BbI3BaTb HEOOpPATUMbIe M3MEHe-
HUS.

CKOpoMnocTV>KHasA, WM BHE3arnHasi, CMepTb HacTymnaeT HeoXu-
[laHHO, Ha JoHe KaxyLLlerocs 340poBbs. Tak BbIBaeT NPy NaTEHTHbLIX
WK 40 NOpbl KOMMNEHCUPOBAaHHbIX XPOHWUYECKMNX 3a60/1eBaHUAX, Npu
KOTOPbIX 6e3 BUAMMBIX NMPUYUH BHE3arHO pa3BMBaeTCs 060CTpeHue
WK OCIOXKHEHWe (MHMDapKT MUOKapaa, KPOBOM3AUAHME B MO3T U
4p.), NpuBoAsLLEe K CMEPTH.

oboli Bpay 06s3aH YMeTb KOHCTaTMpOBaTb OMONOrMYECcKyHo
CMepTb, T.e. YCTaHaBNMBaTb €6 HECOMHEHHOCTb. CyLLECTBYIOT Hefo-
CTOBEpHble (OPUEHTUPYIOLLME) W LOCTOBEPHbIE MPU3HAKU CMEpTU.
K nepBbiM OTHOCAT HeNpoLO/HKUTE/IbHOE OTCYTCTBUE AbIXaHUA |
KPOBOOGPALLEHUNSA, HEMPOLO/IKUTENILHOE pacLUMpPEHMEe 3paYKoB, He-
NPOAOMIKUTENbHYIO apediiekcnto (yTpaTy pediekcoB). 3T0 Habnto-
[laeTca npy TEPMUHA/IbHBIX COCTOSHUAX. K [4OCTOBEPHbLIM MPU3Ha-
KaM OTHOCHAT HEKOTOpble AB/IEHUS, NOCTOBEPHO CBUAETENbCTBYHO-
Wwye O rMbenn BbICLUMX OTAENIOB LEHTPa/IbHOM HEPBHOW CUCTEMBI
(cmepTn Mo3ra) W, cnefoBaTeNbHO, O HACTYM/IEHUM BGUONOTMYECKON
cvepTu. MprsHakamu, MO3BOMSHOLMMM KOHCTaTUpoBaTh G1oormyec-
Kyl CMepTb, SBNAIOTCS:

* MPOLO/DKMTENLHOE 1 YCTORUMBOE anHO3 (OTCYTCTBUE CMOHTAH-
HOFO [blXaHus), NPOAO/MKUTENbHAA 1 YCTOMUMBAA acuCToNus
(NpekpalleHne [eaTeNnbHOCTU cepaua), BbIKIHUYEHME CO3Ha-
HMA. KOHEYHO K anHo3, M acuUCTONIMKO0 Nydlle onpefensiTs C
MOMOLLIbIO COOTBETCTBYIOLLMX NPMOOPOB, KOTOPbLIE UMEKOTCS B
CTalMoHapHbIX ycnosusx. Mpu oTCyTCTBUMM NpUGOPOB cregyeT
MPOBOAUTL ayCKYNbTaLMO M M3MEPEHWE My/ibca Ha COHHOW
nnu GeipeHHON apTepuu;
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YCTOMYMBOE PacLLIMPEHME 3paYKoB, MOMy THEHME POrOBULL, YCTON-
uvBasi apedyiekcust [NocnefHsast UANOCTPUPYeTCA OTCYTCTBUEM
POrOBMYHOIO U KOHBLIOHKTUBA/ILHOIO PeIeKCoB, T.e. CMbIKa-
HUA BeK MNpWU pasfpaXXeHWW poroBuLbl M KOHbLIOHKTUBLI, a
TaKKe KOXHbIX (60NEBbIX, TEMMEPATYPHbIX) U CYXOXMbHbIX
pedpneKcosE};

npusHak benornasosa (MHULMaNLI aBTOpa, MPeLsIoKUBLUETO
cBoi npvem B 1903 r., HEWM3BECTHbI), UM PEHOMEH KOLLUaube-
ro rnasa, OrpejenawoT Npy CLABMMBAHWM [Na3HOro A6/10Ka ¢
60KOB ABYMS NasibLaMun. Yxe yepe3 10—15 MuH nocne rubenm
KOpbl 60/bLIOT0 MO3ra B pe3ynbTaTe /erkoro CAasnvBaHUs
rnasa c 60K0B 3pavyoK NPUHUMAET BEPTUKaNbHO-BEPETEHOBUL-
Hyto opmy (Kak y Kowku). [Mpyu >KM3HECNOCOOHOW Kope
60/1bLLIOr0 MO3ra 3pavyoK COXPaHSeT Kpyrayk opmy;

naTHa Napwe (unn Napue; J.-F. Larcher) —cyxwve Tpeyronb-
Hble GypoBaTble MATHA, MOSBAAOLWMECH Y Tpyna Ha MOBepX-
HOCTWU CKJiepbl BCMEACTBUE ee MOAChIXaHWs, ecnu rnasa oblim
OTKPbITbl B TEYEHWE HEKOTOPOro BPEMEHU MOC/E HACTYMNIEHNS
cmepTn. OCHOBaHMe TPeYrofibHbIX NATEH Jlsplle 06bl4HO 06-
paLleHo K poroBsuue, a BepLiMHa —K Yriy rnasa;

CHVDKEHVIE PeKTaTbHOM TemnepaTypbl. V3mepsaTs TeMnepatypy
B NPSMOIA KMLLUKE, B KOTOPOI Ha rnybuHe 12 cM OT aHyca CO-
XpaHAITCA Hambosee TOUHbIE NMOKasaTenu TeMnepaTypbl Tena,
Nydllie BCEro crneyuanbHbIM MeAULMHCKAM 3M1EKTPOTEPMOMET-
poM. Ecnu TakoBOro HeT, MOXHO WMCMo/b30BaTh flaboparop-
HbIA PTYTHbIA TepmomeTp. [pu TemnepaType OKpy>KatoLLei
cpeabl 18—20 °C y Tpyna 4efioBeka aTt/IeTUYECKOro Tesiocso-
YEHUS, HaxXOLALLErocs B OAex[e, pekTabHad Temneparypa
cTaHoBuTCA HKe 35 °C yepes 4 4, HWke 30 °C —uyepe3 11y,
HuXe 22 °C —uepe3 26 4 nocne cmeptn. CumTaeTcs, YTo TeM-
nepatypa TKaHeli yenoseka, pasHas 20 °C, HECOBMeCTMMA C
XU3HbIO;

TPYMHOE OKOUEHEHWE, T.€. YM/IOTHEHME CKEeNIETHON MyCKynaTy-
pbl, BbI3bIBAETCA UCYE3HOBEHMEM K3 MbIL, AT® 1 Hakonne-
HVWEM B HUX MONOYHOW KUCNOTbl. OHO MOABASETCS 4yepe3 2—
54 nocne cMepTM W NOCNeAOBaTENIbHO 3aXBaTbIBAET MbILLLb
nuua, Wen, TYNoBMWA U KOHeyHocTei. K KOHLy 1-X CyTOK
nocne CMepTW TPYMHOMY OKOUYEHEHWMIO MOLBEPraeTcs yyke BCA
CKeneTHas Myckynatypa. YTo6bl COrHyTb BEPXHIOK KOHeY-
HOCTb B /IOKTEBOM CYCTaBe, HYXHO NPUJIOXUTL 3aMETHOE YCu-
nve. TIpn KOMHATHOM TeMmnepaType BO3fyXa TPYMNHOE OKoue-
HeHVe COXpaHseTCs B TeyeHue 2—3 CyT, 3aTeM ucyesaet. Ho
OHO MOXEeT MCYe3HYTb U paHblle, NPy BMELLATENIbCTBE WU3BHE,
Hanpumep Npu CrnbaHumM KOHEYHOCTel Tpyna;

TPYNHble NATHA NOABNAKOTCA B pe3y/bTare TPYMNHOro remMonmnsa
M nepepacnpeseneHnss Kposu. Yepes 3—6 4 nocne cmeptu
KpOBb NepemMelLlaeTcs B BeHbl Hanbosiee HU3KO PacrofioXeH-
HbIX YacTell Tena, He MNOABEPraloLLMXCA AaBNEHUIO CHAPYXMW.



BO3HMKAOT TEMHO-(hMOMETOBbIE TPYMHbIE FMMOCTa3bl, KOTO-
pble MpW HafaBnMBaHWM 6neAHet0T. OHW Myuyllie BbIPaXEHb!
npy cMepTn OT 60/e3Hel, COMPOBOXAAKLLMXCA O06LLMM Be-
HO3HbIM 3aCTOEM, U XY>XXe — MPU Kaxekcum, aHemmsax B panb-
Helillem, Korga HacTynaeT TPYMHbIA remMonn3 U MUIMeHTbI
KPOBM MPOMUTBLIBAIOT TKaHU B 06M1aCTW TPYMHbIX FMNOCTa30B,
NOSIBNAITCA KPaCHOBATO-PO30Bble TPYMHble MATHA, He uUcuye-
3al0LLMe Npu HaaaBIMBaHUN.

B pegkux cnydasx, Npu HaIM4YMKM 0YeHb TEnaoro U OYeHb CyXoro
BO3AYXa WM PbIX/IOA, CYXO/ M XOPOLLO a3pMpOBaHHON MOYBbI BO-
Kpyr Tpymna, pa3BUBaeTCA eCTECTBEHHas MyMUMKaLys, T.e. BbiCbIXa-
HWe TKaHel Tpyna, 4To [enaeT BOSMOXHbIM €ro AMTeNbHOe COXpa-
HeHue. Takue cnyyay U3BEeCTHbl B Cy[eOHO-MeAMLIMHCKON npak-
TUKe.

Fopasfo uallle BCTPEYaeTCs TPYNHOE Pas/o>KeHne, 00YCNOB/EH-
HOEe ayTOMM30M W THUEHWEM TKaHeld. Ha BCKpbITUM BMAHO, YTO ay-
TOMM3 BbICTPEE U CU/bHEE MPOSBASETCS B TKaHAX, 6oraTbiX rMapo-
NUTHMYeCKUMU thepMeHTaMu (MOJKeNnyAoUuHas Xenesa, >Kenyaok, ne-
ueHb). lMpwn 3abpacbiBaHUU XKENY[OYHOTO COAEPXKMMOr0 B MULLEBOS,
WM acnupauuy ero B fierkue, YTo ObIBAeT B arOHa/IbHOM MEpUOSE,
MOXHO Habnogatb PePMEHTHOE pasmsryeHve sTUX opraHoB. [Lanee
HaunHaeTcs OYypHOe PasMHOXEHUe B KULLEYHWKe THUNOCTHbIX Gak-
TEPUA, KOTOpble BCKOpPE MOCENATCA BO MHOMMX TKaHAX Tpyna.
CHWeHWe ycunmeaeT ayTonus. Ha 2—3-1 CyTKu nocne cMepTu B TKa-
HAX Tpyna, HaxoAAWwerocs B NOMeLLEHWN NMPWU KOMHATHOW Temnepa-
Type, MOSABSETCS TPYMHas 3eMieHb, M TKaHW M30aloT AYPHON 3amax.
3T0 CBS3aHO C Cy/b(UAOM >Kenesa, 06pasyoLLMMCs MOA AeCTBMEM
CepoBOJOpOAa M3 MPOAYKTOB pacnaja remornobuHa. Ecnam Tpyn
NPOAO/MKAET HAXOAUTLCSA NPU KOMHATHON TeMnepartype, TO NpumMep-
HO yepe3 1Hef Mocne CMepPTH rasbl, 06pasyroLLMecs NpU rHUEHUN U
CHayasa pasfyBatoLiMe TO/IbKO KWLIEYHWK, MPOHUKAKT B pasHble
TKaHW 1 OpraHbl, NpMaaBas UM MeHUCTbI BUA (TPynHas amdursema)
1 BbI3bIBas KPeNUTaLMIO (XPYCT) MPU UX OLLYMbIBAHWM.

Kak yxe oTmeyanoch, a8 NPUOCTaHOBKN NMOCMEPTHOr0 ayTosu-
3a 1 TPYNHOTO PasfioXeHWst TPYMbl NHO4eR, yMepLunx oT 6onesHel,
00bIYHO MOMELLAIOT B XOM04U/bHbIE KaMEpbl NPU MOprax COOTBETCT-
BYIOLLIMX OTAENeHWA, Kadeap v ap. Bonee ath(eKTMBHO Ganb3amMu-
poBaHWe Tena, T.e. MPONWTbIBaHME TKaHEN MPOTMBOMUKPOOHLIMM
BeLlecTBaMy U 610KaTOpaMU TKaHeBbIX (PEPMEHTOB. V13BECTHO, 4TO
C MOMOLLBI0 HEKOTOPbIX CreuuasibHbIX MeTOL0B Hasb3aMuMpoBaHus
MOXHO COXPaHsATb TPYNbl B TEUEHWE MPaKTUUYECKN HeorpaHUyeHHo-
ro BpeMeHn. OfHaKO B 0ObIUHbIX YCNOBWSX CMeAyeT UMeTb B BULY,
YTO €C/IN POACTBEHHWKM MOKOWHOIO XOTAT MPOU3BECTM BHavasle
6asb3aMMpoBaHMe, a 3aTeM ayToMCuio, TO MPOMNUTLIBAHWE TKaHei
YKa3aHHbIMMW BELLECTBAMU MOXET HACTO/IbKO CU/IbHO M3MEHUTL Kap-
TUHY, «C(HOPMMPOBaHHYI0» 60ME3HBIO, YTO NOCTAHOBKA MpaBW/IbHO-
ro NOCMepPTHOr0 MarHo3a OKaXeTcsi HEBO3MOXXHOM.



npegmMmeTHbLI A yKa3aTenb

AyToharonmsocoma 77

Abeppauun XpomMoCOM CTPYKTYpHble
404

Abcuecc 158

ABC-meTOa 16

ArammarnobynnHemus bpyTtoHa 221

ATeHTbl ankKunupylouime npsamMoro
pelictems 333

— 3arpsAsHAL e BO3YLIHYO Ccpe-
oy nomewieHnii 429

— KaHLEpPOreHHble W Bbl3blBaeMble
umn onyxonu 452

— MUKpPOGHble B ayTOMMMYHUTETE
220

— HeTepaneBTUYECKUE,
ONSA XN3HN 458

Apresna 111

— KneTo4YHas 46

AfeHoKapLumnHoma 278

AfeHOMbI 272

AKTUBaUNA NMMOOLUTOB MOMNKIO-
HanbHasA 219

— OHKoreHoB 306

— peuenTopoB hpakTopoB pocTa 239

AKTUH 31

AnkanTtoHypua 398

ANKOronusMm ocTpblii 444

— XpPOHWYeCKUin, nocneacTeunsa 445

AnbpocTtepoH 89

Amunong, npupoja
228

— - XuMu4eckasa 228

— CcTapeHus 231

Amnnongos 228

— Knaccuukauyma 229

— NI0Kann3oBaHHbIN 230

— nNepBUYHbIA CM. [luckpasmsa um-
MYHOLMTOB C aMU/IONA030M

— CBSI3aHHbIN ¢ remognannsom 230

— CeMelHbI BPOXAeHHbIN 230
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onacHble

husnyeckas

—CUCTEMHbIA peakTUBHbIA 230

—3HAOKPUHHbIA 230

AMVHbI Ba30aKTVBHble 143

— W a30KpacuTenu apomaTtuyeckue
333

Amvnnugukaumns reHos 308, 316

AHanm3 XpoMOCOMHbI 20

AHacapka 93

AHrvoreHes onyxonesblin 319

—aTanbl 162

AHTUrenbl 15, 172, 182, 184

— 'KI'C, knaccbl 185

—augdepoHo-cneyuuyHbie 347

— OHKO(eTanbHble 347

—onyxoneii 344

—Oonyxo/iecBA3aHHble 346
yrnesogHole 347

—onyxonecnemmuuHble 344
nyTu obpasoBaHms 345

—MyTU MNOCTYMN/IEHNA B OpPraHu3m
183

—TKaHeBble 184

AHTuTENA 15, 172

— CTpoeHve 187

—Tunsl 17

AnonTo3 59, 71, 72, 76

— MexaHu3mbl 74

— npusHaku 73

Annapat lNonbgxn 31, 35

Anygombl 285

Anygountsl 235

ApruHunH-sasonpeccuH 88

APUD-cuctema 235

Acumt 93

ATpvonenTuH CM. lMenTup HaTpwuii-
YPETUYECKUIA NpeAcepaHbIi

ATpotusa 255

—6ypas 258

AyToncusa 506

—uenmm 1



AyTocoma 354
AyTogarunsa 39, 77, 258

Benku 81

— perynatopHble agepHble 302, 305

— TpaHcayuupyrowme curHansl 302,
304

Benok KaTWOHHbIW 6aKTepuumnaHbli
154

— nakToeppuHcogepxawuii 154

— OCHOBHOW rnaBHbIli 154

Brnoncua(u) 13

— CpoYHbIe 507

BuonTat 13

BonesHn ayToMMMyHHble 218

—— MexXaHu3Mbl 218

— reHetunyeckue 351

— IN30COMasibHOr0
384, 386

— HacneAcTBeHHble 351

— ¢poHOBbIe 510

BonesHb lNowe 387, 391

— UMMYHOKOMMNJIeKCHas
215

----- cuctemHas 213

— Jlebepa cM. HeBponatus 3puTeb-
HOro Hepsa HacneAcTBeHHas

— Mak-Apgna 396, 397

— HunmaHa—Tnka 387, 389

— Momne 397, 398

— CbIBOPOTOYHAA XpoHUYecKaa 214

— Tea—Cakca 372, 386, 388

— thoH lnpke 396, 397

----- PeknuHrxayseHa CM.
hnbpomaTtos | Tnna

— XaHTUHrToHa 368

— XapTHyna 29

Bbopogaskn cTtapuyeckune 295

HaKonneHunsa

MeCTHas

Heiipo-

Beretauun Tpomb6oumnTapHble 120

Bupyc(bl) renatuta B 342

— AHK-cogepxauw,ne onyxonereH-
Hble 338

— nanunaomMmbl Yyenoseka 339

— cogepxauwme PHK 343

— 3ncTaliHa—bBapp 340

ButaMuHbl Xunpopactsopumble 487

— pacTBopuMble B Boae 494

Bo3geiicTBMe MepPBMYHOrO OMyxose-
BOrO y3n1a WUan npotecca MecTHoe
288

Bo3geiicTBUS  HemeTacTaTuyeckue
cucTemMHble 290

BocnaneHve 130

—remopparuyeckoe 159

—TrHoliHoe 158

— rpaHynemarosHoe 137

— KapTuHa MUKpOCKOMuYecKas
131

—ocTpoe 132

----- mexogbl 133

----- npusHakn 143

— nposiBneHusa obwme 161

—ceposHoe 156

—Tunbl 130

—nbpunHo3Hoe 156

----- thopma gugpteputnyeckas 157

------- Kpyno3sHasa 156

— XpoHuyeckoe 134

----- npusHakn 135

------ npuymnHel 135

BblpaboTka aHTuTen 191

[amapTombl 286

["aHrpeHa 69

[anTeHbl 183

lematoma 114

[emaTtomeTpa 115

[ematypus 114

["femocupepuH 96

Femocupgepodparn 96, 97

emocta3 105

IeH(bl) 357

— KaHuepocynpeccopHble 309

— p53 310

— perynupytowme anonTo3s 312

[eHbI-perynatopbl 359

—cneungpunyeckoro MUMMyHHOro 0T-
BeTa 184

— CTPYKTYpHble 359

[eHbI-cynpeccopsl, pyHKLMK 311

eHom kneTkun 359

Fepmadpoantnsm 419, 420

["eponH 456

["eTepo3uroTbl 366

leTepodarus 77
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Mvanonnasma CM. LinTo30/1b

Mmébpuansaumnsa in situ 17. 19

Mvmaponepukapg 93

vapoTopakc 93

vnepemusa 95

vnepkannemuns 95

— NMpUYunHLbI 94

Fvnepnnasua 248

— nartoniornyeckas 250

— (m3monornyeckas 248

MnepTeHsnsa noptanbHasa CM. TMon-
HOKpOBME BEHO3HOe B CUCTEMe
BOPOTHOW BeHbI

MunepTpogusa 251

MunepxonuctepuHeMns
373, 381

MnNepyyBCTBUTENBHOCTb 3aMef1eH-
Horo Tuna (F3T) 215

Mmnokannemna 93

— NpUYnHLI 94

FnctamuH 143

FnukoreH 81

FnukoreHosbl 386, 395, 396

— ¢hopmbl 397

FMNKoONpoTenHbl afresvBHble 246

[onogaHue 6enkoBoe 482

Fomo3nrotbl 366

'paHynema 138

["paHynbl nn3ocomanbHble 147

paHynsauna n3bbiTouHas 168

[ Td-cBa3bIBatowWwme 6enkn 240

cemeiHas

[laBneHune rugpocTaTnyeckoe,
pacTaHue 91

— oHKOTUYeckoe 88

----- nnasMeHHoe, ymeHbleHune 91

— ocMoTu4eckoe 87

[JelictBue noboyHOe UMMYHOCY-
MPeccopHbIX areHToB 442

----- npenapaTtos MNpoTMBOOMYXOJie-
BblX 442

————— — MPOTUBOMUKPOOHbIX 443

Oeneuynsa(n) 315, 363, 364

— WUHTepcTUUmManbHble 406

— TepMUHanbHble 405

Oecmonpgbl 168

JeTepMnHaHTa aHTUreHHaa 183

OedekTbl penapaumn AHK 337
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BO3-

OetheH3nHbl 154
[OedbuunT BOABI B OpraHusme, npu-
YNHbI 91

—HaTpma B OpPraHnsMe, MNpUYNHbI
91
— CUCTEMbl KOMMMeMeHTa reHeTu-

yecknii 224

AnarHos 505

— KaTeropum OouUueHKWU pacxoxpaeHusa
511

— nartofioroaHaToMumyeckuii 507

— MOCTPOEHME MO natoreHeTmyec-
KOMY npuHumnny 508

[uncbanaHc ¢yHKUun T-cynpecco-
pos u T-xennepos 219

Awnckpasmd MMMYHOUUTOB C aMuno-
ngosom 229

ONchyHKLUNA KNEeTOK aHTUTenoono-
cpegoBaHHasa 212

OHK 355

— n36bITOYHasA 359

[Oo6aBkun nuuwesble 502

JoMnHaHTHOCTL 365

XKunAKOCTb BHekneTto4yHas 87
— BHYTPUK/ETOYHas 87

3aboneBaHune ocHoBHOe 508

3abonesaHus ayTOCOMHO-A0MMK-
HaHTHble 367, 369

—ayTOCOMHO-peL,ecCUBHbIe
370

— rpaHynemaTosHble 137

—WMMYHOAePUUUTHbIE KOMOUHU-
pOBaHHbIE TXKefNble 224

— KOHKypupytouwme 510

—coyeTaHHble 510

—CBAi3aHHbIE C AedekTaMmy 6enKkos,
perynmpyrowmnx poct Knetok 398

—-----B peLenTopHbIX 6enkax 381

------- — CTPYKTYpHbIX 6enkoB 376

----------- (hepmeHTOB 384

— OAHUM reHoM 367

OCHOBbI OMOXMMUYECKME
1 MonekynapHole 372

------- X-xpomocomoii 370, 371

—C I'IOﬂl/I(paKTOpI/IaI'IbeIM TUNom
HacnegoBaHuAa 401

369,



— umuToreHetnyeckue 403

----- 3aTparvsalrolme rnososble Xpo-
MOCOMbI 412

----- CcBA3aHHble ¢ ayTocomamun 407

3arpsasHeHue Bo3gyxa 428

3ajepxxkKa coneit 92

3axunsneHne, KOMMNOHEHTbI 162

— paH 163

----- HaTSXXeHNEM BTOPUYHbIM 165

——————————— npusHaku 165

-------- nepsnyHbImM 163

3aKkoH paclienneHuns
365

3acToli BEHO3HbIW 95

— - B CUCTeMe Kpyra Kposoob6palye-
Hua 6onbworo 98

—————————————————— Masnoro 96

----- MECTHbI 96

----- ocTpblii 96

----- cUCTeMHBbIN 96

————— XPOHUYECKMNiA 96

3eneHb TpynHaa 515

.MeHgens

ManoTusa amaBpoTuYeckKas [feTcKas
paHHAs CM Bone3Hb Tea—Cakca

MpnoTonbl 204

M36bITOK BOAblI B opraHusme, npu-
YMHbI 91

— HaTpuA B OpraHusMme,
91

M3ny4dyeHue noHusmpyrowee 336

M3MeHeHMs KapuoTuna B onyxosne-
BO TKaHu 314

— Moponornyeckne B KIeTKax u
TKaHSIX MNpu  OCTPOA  NyyeBoOW
TpaBMme 474

— nnaongHoctn AHK 316

— pagnaunoHHble BHYTPEHHUX Op-
raHos 477

MN3oxpomocoma 407

MMMYHUTET rymopanbHblii 187

— KJ/1IeTOYHO-0MocpefoBaHHbIA 191

MNMMyHOreHbl 182

MmmyHornobynumH(sl) A
opmbl 190, 214

—G (1gG) 189, 214

— M (IgM) 189, 214

— YyenoBeka, cBolicTBa 187

NMPUYUHDI

(19A),

immyHogeuunT(bl) Bapuabesnb-
HbI 06LWNIA 222

—nepsBuYHble 220, 221

—C TpoM6OLMTOMEHMEN U 3K3eMO
224

ViMmyHoTepanus onyxoneid 349

MmmyHognyopecueHuna 15

VIMOPUHTUHT reHoma 424

MHBasna 264

VHpypaumnsa 96

—6ypas 96

WHcepunn 363, 364

VIHTerpauma MexkknetoyHasa 235

WNHTepneliknH-8 146

WNHTepnelikuHbl 56

y-WHTepdepoH 147

WHTpOHbI 357

WHpapkT(bl) 127

—6enble 127

—KpacHble 128

VHpunbTpaums
135

WccnepfoBaHue ructonormnyeckoe 13

----- Bblpe3ka Kyco4ykos 507

----- 3a/MBKa Kyco4ykos 507

-— npuemka martepuana 506

----- npoBofKa Kyco4ykos 507

— VIMMYHOTCTOXUMMYECKOe 15

—Xpomocom 19

—untonorunyeckoe 14

Nwemna 124

—KneTku 59, 62

—ocTpasa 126

—XpoHuyeckasa 127

MOHOHYK/1eapHas

Kanbumemna 294

KaHueporeHes BUpYyCHbIA 338

— MHOrOCTYMeHYaTblii, 0OCHOBbI MO-
nekynapHsele 313

— pagnaynoHHsbIii 335

—XUMUYecknii 329

----- MHuumnaymsa 330

----- npomoumsa 329, 332

— OCHOBbI MONEKYnApHble 298

KaHLeporeHbl OKpy»atoLeid cpegbl
334

—nosiHble 330

—Xumunyeckue 333



Kapuonusuc 68
KapnonukHos 68
Kapuopekcuc 68
KapuoTtun 352
KapunHong 284
KapuunHoma,
290
Kackaf meTactatmyeckumin 322
Katanus 51
Kaxekcus pakosas 291
KBaluvopkop 483
Kenong 168
Kunnepsl ectectBeHHble (NK) 202
KunHeTnka pocTa OMnyxonesblX Kiie-
ToK 317
KuHuHbl 140
— MexaHu3Mbl 06pa3oBaHMs B Nnas-
me 141
Kucnota apaxugoHoBaa 144
— MmeTabonusm 145
Knetka, u3aMeHeHus1 rnasinHoBble 85

MeTacTa3mpoBaHune

— NnoBpeXJeHne, BbI3BaHHOE CBO-
604HbIMN pajMKanamm Kucnopo-
[a 64

----- BUAbl 62

----- MexaHu3Mbl 60, 61

----- npu4YnHbl 59

----- TOKCUYecKoe 66

——- 0bpaTuMble 66

—ayKapwuort 25, 42

KneTkn  aHTUreHnpefcTasnsioLme
(AMK), npoucxoxgeHve 196

— lowe 392

— [lendwmecs HenpepbIBHO 234

—MeXaHu3Mbl pocTa  MOJIEKYNAp-
Hble 238

— Hynesble 202

—Hegenawmecs 238

—HEN3MEeHHbIe (nepmaHeHTHbIE)
CM KneTku Hegenswuecs

—O0nyxonesble, NHBA3UA BO BHEKNE-
TOYHbIA MaTpukc 322

----- cocyfucrag AncCceMuHaums K
pacceneHue 326

—nepeasuxeHune 33
fetekTbl 34

— nnasmaTtunyeckune 173

—nokoswuecs (ctabunbHble) 235
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— npoueccol
249

— cTapeHue 85

— yyacTByloLliMe B UMMYHHOM OTBe-
Te 174

KoMnnekcbl UMKANHKWHAa3Hble 242

KnoH 235

Koarynonatuss notpeb6neHns  CM.
CUHAPOM  [UCCEMWUHMUPOBAHHOTIO
BHYTPUCOCYAUCTOr0  CBepTbIBa-
Huna (ABC-cuHapom)

Koarynauna kposun 105

Kog reHeTuyeckuii 358

ajanTaunoHHble 248,

KokaunH 454
KonnareH 165, 246
KomnapTMeHTbl BHYTPUKNETOYHbIE

MembpaHocBsi3aHHble 35
Komnnekc(bl) rmcTtocoBMeCTMMOCTU
rnasHbin (CKICC) 185
— lonbgxun 385
— VMMYHHbIE
(LNK) 212
KoHcepBaHTbI nuuiesble 497
KoHTpauenTusbl opanbHblie 440
KpoBocHabxeHune KonnarepanbHoe
124
KpoBoTeyeHue, NpuUnHbl 112
KypeHue Tabaka 430

LUPKynpytoLyune

NamunuunH 247

Jlerkoe wwokosoe 104
NenkoneHunsa 161
NelikoynTtos 161

Nenomnoma 269,285
Jlnsocombl 77

— nospexpaeHne 39

Jinsoumm 154

Nnmdegema 92

Jlumdoma BepkntTa 340
Nnmoumntos 161
JNvumdountbl 136

— onddepeHynpoBka 173

— WHTpasnuTenunansHble (M3J1) 180
— peunpkynaumna 180

----- cneynanusnposaHHasa 182
innungbl 79

Jlnnoma 269, 285
Jinnocapkoma 269, 286



Jlnxopagka 161
Nyun ynbTpaduonetosble 335

Maskn 14

Makpoopxugunsm 422

Makpodar 135, 348

Mannopu Tenbua cMm. Tenbua Man-
nopu

Manokposune mecTHoe CM. Vwemus

Mapa3sm anMmMeHTapHblA 483

MapuxyaHa 453

Mapkepsb! 17, 18

— KNETOYHbIX aHTUreHoB 192

MaTtepvan 6uoncuiHelii 13

—onepauuoHHbIiA 13

—TpynHbIA 1

—3KCMnepuMeHTanbHbIl 21

—B3ATbIA NPU XN3HW 6ONbHOTO 12

Martpukc uutonnasmel CMm. Luto-
30/1b

Megwnatopbl BocnaneHusa 138

— K/IeTOYHble 143

— nnasmeHHble 139

Menena 115

Memb6paHa 6a3anbHas 44, 232

—uuTonnasmMarmyeckaa CMm. [1nas-
Mo/ieMMa

MecceHngpxep! bl) 357

—BTOpPUYHbIE 239

MeTta6onusm 23

MeTabonnTbl apaxnjoHOBOW KMCO-
Tbl 144

MeTannonpotenHasbl 166

MeTtannasua 258

MeTacTasnpoBaHune, OCHOBbI MoOe-
KynspHble 328

MeTacTta3bl 263, 289

MeTog MMMyHONepoKcuaasHblin 16,
17

— MOoneKynspHoi 6uonorun 17

MexaHn3mMbl UIMMYHHbIE KNETOYHbIE
172

—zgpe,qaqm XUMWYECKMUX CUTHAN0B

—3(beKTopHbIE NPOTUBOONYXOSIEe-
Bble 347

MwuKpockonus 3neKTpoHHaa 21

MukpoTpy60ukM, Knaccbl 31

MukpodunameHTbl 30

MuToxoHapun 40

— paccTpoiicTBa (YHKUWOHaNbHbIe
41

Mos3anunsm 404

Mo3sanyHocTb 404

Monekynbl KneTouyHol apresun 46,
48

— CUrHabHble 50

MoHocomunsa xpomocombl X 414

Myxckoii runoroHaguam cMm. CUH-
npom KnalindenTtepa

Mykonunugos Il 36

Mykononucaxapungosbl 387, 393

— BapunaHTbl 394

Mymudunkauma 515

MyTaumsa(n) 362

— reHHble 363

— reHoMHble 362

— TouKoBble 307, 363

— XpoMOCOMHble 362, 403

Hapa3op MMMYHHbI 348
HapkoTukn 452, 457
HapyweHune remocTtasa 289

----- BOAHOro n Hatpuesoro 90
— noTpebneHNa BUuTaMUHOB 484
HapyweHna o6meHa kanua 93

— NMUTaHUA BTOPUYHbIE, MNPUYUHBI
481

HacnepgoBaHne  6ugakTopuan bHoe
401

— MOHO(hakTopuan bHoe 401
— MynbTugakTopmnanbHoe 401

— nonudakTopnanbHoe, MNpU3HaKK
402

HacneacTBeHHOCTL 296

HeBponaTtus 3puTenbHOro Hepsa

HacnefcTBeHHas 423
HepgocTaToyHOCTL BUTAMWHOB, NpPU-
3HaKu 486
HeliponenTtugbl 148
HelpodunbpomaTos 399
— T1un 1, npusHakn 399, 400
Hekpo3 XnpoBoi (pepmMeHTHbIR) 70
— Kas3eo3Hblin 70
— K/eTkun 59, 66, 72
— KOJIIMKBALWOHHbIN 128



----- (BnaxHsblii) 69

Hekpo3 KoarynsunoHHblli 68, 127

Hedpobnactoma Bunbmca 311

N K-knetku 347

HoBoo6paszoBaHWs  3/10Ka4eCTBEH-
Hble, rpagauua no cTeneHu Aud-
(hepeHUMPOBKM NapeHXxnMbl 270

— anuTennanbHble 272

ObpasoBaHUsA AUMPONLHbIE B CAN-
3UCTbIX 06on04YKax 179
O6yuyeHune T-knetok 205

O6blI3BecTBEHNE AUCTpoduUUecKoe
83

— MeTacTaTunyeckoe 84

Oxorn 462

OKucneHune nmnuaos MembpaH

nepekucHoe 65

OkKpacka a3yp-303nHom 15

— bucmapk-6payHom no [ManaHu-
Konay 15

— no BaH-I'n3soHy 14

— Cpe3o0B reMaTOKCU/IMHOM U 303U-
Hom 14

Okcung asota 147

OHKoOreHbl BupycHble 300

Onyxonun gobpokayecTBeHHble 263

— 3/10Ka4yecTBeHHble 264

— KfaccuukKauma no craguu npo-
pactaHMs U pacrnpocTpaHeHus
npouecca (TNM) 271

————— TpaguumoHHasa 263, 264

— HeanuTenuasnbHble 285

————— fobpokayecTBeHHble 285

----- 3/10Ka4ecTBeHHble 286

— nocTpagnaynoHHble 480

— 3nnTennanbHble 310KayeCTBeH-
Hble 278

Oonyxonb 263

— BHyTpuanuTenuanoHasa 271

OpraHbl NUM{OUAHbIE MNepBUYHbIE
172

OcmonapHocTbL 88

OcmopeuenTopbl 88

OcTeonopos 440

OTBeT ayTOUMMYHHbIN 172

— WMMYHHbIA KNeTo4YHO-0nocpeso-
BaHHbI 198

----- KNEeTOYHble OCHOBbI 172

----- Hecneunuyecknii, MexaHus-
Mbl 170

----- cneymnguyeckui,
171

OTBeThl
172

OTek 90, 133

—TronoBHoOro mosra 93

— MexaHu3Mbl 92

OTpaBneHuns cBuHLOM 448

—CNUPTOM MeTunoBbIM 448

NposAB/IEHUA KNIMHNYeckue

450

OTTOpXKEHWe TpaHcnnaHTarta 217

OXpoHO3 cm. ANIKanNnToHypus

NPU3HaKn

WMMYHHbIE TyMOpa/ibHble

Manunnomsl 272

MATl-meTog 16

Mapanuy runokaaneMmyecknin ne-
pVOANYECKNIA CEMEeHbIA 94

MapameTpbl BHYTPEHHUX OpraHoB
B3POCNOro YesoBeka B HopmMme 12

MapeHxuma 235

MenTug HaTpuiiypeTuyeckuini npeg-
cepaHbiin (MHIT) 89

Mepefo3npoBKa nNekapcTs, nocnep-
cTBua 439

Metexun 114

MeTpudukaymsa Tpomba 120

MeyeHb myckaTHaa 99, 100

MurmenTs! 81

MuHoumnTO3 77

Mnasmonemma 28

—noBpexgeHusa 29

MneiioTponus 366

[MHeBMOKOHMO3bI 432

— npoeccuoHanbHble,
puctumka 434

MHeBMOHUT
432

MospexaeHne AHK 65

MoBpexeHnsa, BbI3BaHHbIE MeXaHU-
Yyeckumm cunamm 459

----- pagvayueii 469

----- 3N1eKTPUYECKUM TOKOM 468

— runoTepmmyeckne 466

— UMMYHOKOMIM/IEKCHbIE 212

XapakTe-

VIHTepCTVILI,VIaI'IbeII‘/'I



— OT TemnepaTypHbIX BO3LeACTBUI
461

— CBsI3aHHble C W3MEHeHusMW aT-
MoC(epHOro gaBneHus 467

— (hepMeHTHble 373

Monumepbl 23

MonwuHeliponatusa 495

Monunbl Xenesncrole 272

Monucomuna 355

MonHOKpOBME BEHO3HOE B CUCTEME
BOPOTHOI BeHbl 99

MopaxkeHnss cepfeyHO-COCYAUCTbIE
439

MoTpebHOCTL cyTOYHasA B MULLEBBIX
MaKpoaneMeHTax 484

——————————— MUKpoO3fneMmeHTax 485

MoasnexHune CEKBECTPUPOBAHHOTIO
aHTureHa 219

MpeBpaleHne 6e/1KOB OKUC/INTENb-
Hoe 65

MpusHakn YNbTPacTPyKTYypHbIe,
[MAarHOCTUYECKN 3HavyuMmble 1A
pasnuuHbIX onyxonei 22

Mporpeccua onyxonesaa 320

MpogyKTbl OHKOreHoB 6efKoBble
301

MpokapnoTbl 24

MponexeHb 70

Mponudepaynsa knetok 233

MpomoTop(bl) 360

— XMMMYECKOro KaHueporeHesa 335

MpocTpaHcTBa BupxoBa—Po63Ha
392

MpoTeasbl Kucnble 148

— HellTpanbHble 148

MpoTeornukaHbl 247

MpOTOOHKOreHbl, XapakKTepucTuka
302

lMyHKTaTbl acnmpaynoHHbie 15

MyTb Kanbuuna 54

— ¢octhaTugmnnuHosuTona 54, 55

—uAM® 52

MAaTHa Napwe 514

— poaumble 295

PaBHOBecue BOfHO-HaTpMeBOe Ha-
py>xHoe 88
— Tpomboremopparumyeckoe 110

Pafukanbl KUCMopofa CBOGOAHbIE
148

PafiMouyBCTBUTE/ILHOCTD TKaHel
473

Pa3HOBMAHOCTM  HOBOOGPa3oBaHWiA
269

Pak aHannacTuyeckuii 283

— MOJI0YHOl Xenesbl 439, 441

—MArknit 282

— N/IOCKOKNETOUHbI 278

— TBEpAbI 282

—3HpomeTpus 437

— PapNET 15

— PaccTpoiicTBa reHeTuyeckune 365

Peakuusa (n) Aptioca CM. bonesHb
UMMYHOKOMIMNEeKCHasa MeCTHas

— rMNepyYyBCTBUTENLHOCTU  3aMef-
neHHoro tuna (M3T) 200

----- Tvna | 208

— KOMMJieMeHT3aBmcumocTn 211

—NeKapcTBEHHble M060YHbIe 436,
438

------- rpynnsi 437

— 00ycnoBneHHble
aHtuten 217

----- T-numdouuntamm 217

— uenHas nonuMepasHaa 19

PereHepauua 232

Perynaumsa nmMmyHHoro otseta 203

— e HeraTusHasa 204

PeHnH 89

Pectpukumna F'KIFC 195

PeuenTopbl agresvsHble 151

— KaTanmTtuyeckue 51

—cBf3aHHble ¢ G-6enkom 52

— (pakTopoB pocTa 303

PeueccuBHOCTb 365

PurngHoctb TKaHun 245

PHK 355

Pyb6uesaHue 232

o06pa3oBaHuMeMm

CatypHusm 451

CsA3blBaHWe NUTaHAOB C peLenTo-
pamun 239

CeneseHka 178

523



CeMeiicTBO UHTepneliknHa-1 146

— (pakTOpOB pocTa (ubpobnacToB
(PPP) 244

Cepgaue neroyHoe 98

CepoToHUH 144

Cumntom TepHepa CM. MoHocomuA
Xpomocombl X

CuHgpom(bl) Bagpa—Knapu 99

— BepHunke—KopcakoBa 495

— Buckotta—Ongpuya cM. Nmmy-
Hofepuumt ¢ TpomboumTone-
HUel 1 3K3eMoW

— fayHa cMm. Tpucomusa 21

— On Oxopaxun 223

— ANCCEMUHNPOBAHHOI0 BHYTPUCO-
cyaucToro cBepTbiBaHua (4BC-
cuHapom) 113

— UMMYHHOTO geduumnta 220

— KnaiiHgenTtepa 4 15

— ""Kowaubero kpuka' 412

— KyuwuHra 32

— Jlewa—HaixaHa 371, 375

— In-®paymeHun 310

— MapdgaHa 373, 376

— HapyweHHoOW penapauun AHK
ayTOCOMHble peLeccuBHble 297

— Onyxonesble HacneACcTBeHHbIe
296

— napaHeonnacTuyeckue 293

— lMaTtay cM. Tpucommusa 13

— NO/IHOW aHApPOreHHOW He4vyyBCT-
BUTeNbHOCTY 421

— nosioMa xpomocom 405

— lMpagepa—Bwunnn 424

— MPUO6GPETEHHOr0 UMMYHOAE(U-
unta (Crnna) 225

-------- TeyeHune 227

----- — (pasa puHanbLHaa 228

— MdayHgnepa—Xypnep CcM. CUH-
Apom Xypnep

— paAnaunoHHbIl oCcTpbIi 478

— TepHepa 417

----- NnpU3HaKn KNNHUYeckue 418

— XaHTepa 395

— XpYNKoi xpomocombl X 421

— Xypnep 394

-XYY417

— Yeanaka—Xwurawm 78
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—3aBapaca CM Tpucomusa 18
— Onepca—LaHnoca 370, 378
Tnnol 380, 381
— JHKeNMeHa 424
Cucrtema nMMyHHasa 170
CcTpoeHue 176
----- TUMbI NAaToNI0rMYecKnxX COCToSA-
Huin 207
— Koarynauuu sHewHaa 106
BHYTpeHHAa 105
—KomnseMeHTa 142
nyTn aktusauum 142
— KpoBM cBepTbiBatowaa 139
thnbpuHonmTnyeckas 140
— PEHWH-aHTMOTEH3NH-aMb0CTepPo-
HoBas 88
CKonneHns BHYTPUKNETOYHbIE, pas-
HOBUAHOCTY 79
CnunsHne ueHTpomep 406
CwmepTb 512
—BHYTpUyTpo6Has 512
— KneTkmn 59
— KnHN4Yeckas 512
—oOT 6onesHein 512
—npu3Hakn 513
—CKoponocTuxHasa 513
Cockob 14
CnupT  3TWUNOBBLIN,
athpekT 443
CnnaiicuHr 357
Cra3 133
Creato3 80
CTeaToHeKpo3 cm. Hekpo3 XnpoBoii
(hepMeHTHBIA)
Crtpoma 235
Cynpeccus T-numdouutamn nepu-
thepuyeckasn 218

BPEAOHOCHbIN

Tenbua bappa 414

— MNamHbl— aHan 101

— 3e6pbl 390

— Mannopu 32

—ocTaroyHble 77

Temn pocTa HoBoo6pa3oBaHuUa 318

Tepanua KnetoyHas ajanTuBHas
349

—onyxoneii reHHas 349

Tepatobnactoma 286



TepaToma 269, 286

Tumyc 176

TkaHb(M) 235

—rpaHynaumoHHas 162

—coefnHnUTeNbHas 44

—anuTennanbHas, CTPYKTypbl rnas-
Hble 45

—anuTenunanbHble 42

----- CTpoeHue 43

T-kneTtkn, aktnsauma 199

—Mpu3Haky heHoTunuyeckme 193

—ponb B AudgepeHunposke B-
Knetok 203

—UuuToTOKCHMYeckme 199

T-numgountsl 172

—nogrpynnsl 193

—CynpeccopHble 204

—C LMTOTOKCUYECKUM [elCTBUEM
347

TonepaHTHOCTb UMMYHONOrNYECKas
172, 218, 205

----- MexaHu3mbl 207

TpaHcaykuma curHanbHas 239

— - MexaHu3mbl 49, 50

TpaHcnokauma 406

— peunnpokHas
406

—pobepTcoHoBCKaa 406

—YypaBHOBeLleHHbIe 315

—xpomocom 307

TpaHcnauuna 359

TpaHccygat 92

TpaHcecygauna 132

Tpunnet 357

Tpucomua 13, 18, 410

—21 407

----- npu3Haku
Tnyeckue 409

Tpom603 BeH 118

— B nonocTu cepgua 120

—npuynHbl 116

Tpom6oumnTel 111

Tpomboambonusa 121

Tpom6bl 117, 118, 119

Typrop TkaHu 245

YpaBHOBELLEHHAA

KNNHWNKO-AnarHoc-

YrneBofopofibl apomMaTtnyeckue mno-
nmunknunyeckme 333

Ypap Tennosoii 465
Y3enkn Jivwa 399

Y3nbl numdaTtnyeckne 176
----- CTpoeHune 177

Y Kopo4eHue Tenomep 316

daroumnTos 39, 77, 143, 153

— cTagun 154

®dakTop(bl) akKTuBauum Tpombouu-
TOB 145

— BO34eMCTBYKOLWNE HA VMMMYHHbIN
oTBeT 182

— WMMYHUTETa reHeTnyeckue 219

— Koarynauum nnasmeHHble 105

— KonoHuectumynupywuwmne (KCd)
56

— Hekpo3a onyxosei
146

— puckKa onyxosiesoro pocrta 295

— pocTta (PP) 56, 147, 243, 301

————— feiicTBue bruonornyveckoe 57

(PHO) 56,

- WHCY/IMHONOAO06HbI (UMD P)
57

—— TpaHchopmupyrwmnini  (TO®P)p
244

————— Tpomb6ouuTapHbin (TudP) 58,
244

----- thnbpobnactos KUCAbI
(k®P®d) 58

————— — 0CHOBHoOII (0PP®) 58

----- anugepmanbHblii  (Q®PP) 58,

243
— TpaHcKpunuuu 241
— oH BunnebpaHpa 111
— XaremaHa 140
demnHM3aUNA TecTUKynsapHas CM.
CVHAPOM MONIHOW aHAPOreHHOW
HeYyBCTBUTE/ILHOCTU
deHoTUN 268
— KNeTKkun 232
depmeHT(bl)
warowunii 89
— nn3ocoManbHble 36, 39
dunb6prHONN3107
dun6bpo3 cepaeydHblii 99
dunbpomaTosbl arpeccuBHble 168
DPUNOPOHEKTUH 246
dukcayma rucrtonornyeckas 506
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aHrMoTeH3HNpeBpa-



dunameHTbl NMPOMEXYTOUHbIe 32
®dnermoHa 158

®dopMbl Heonnasnu cemeHble 296

XemoaTTpaKTaHTbl 152
XemoTakcuc 152

Xop cBuweBoin 159

XonectepuH 80

Xpomocoma(bl) KonbueBas 352, 407
— Tunbl 354

— tunagenbduiickaa 308

— X MHOXeCcTBeHHble 419

Linkn KneTouHblli 233, 242

— - B ONyx0/1eBOW TkaHu 317

LUnKnuHbl 242

LuTo3onb 42

LUnToKnHbl 56, 146

— Knaccuukauymsa 57

— yyacTeylouime B pabote MMMYH-
HOW cucTembl 201

LutomeTpusa npoTtoyHaa 17, 18

LuTtockenet 30

— aHomanuu 78

LINTOTOKCMYHOCTb KJIETOYHAsA aHTU-
TenosaBucumasn 212

—onocpefosaHHad T-numdpounTa-
My 216

Lok 102
— cTagun 104
— Tunbl 103

OK30HbI 357
9K3oumTo3s 36

JKceyaaT rHoMHbIN 158

— pnbpuHONAHbIA 156

JKkceypauma 132

JKxumo3 114

Ambonna 120

— BO3gywHaa 123

— Xuposasa 121

3M601MA UHOPOAHBLIMU Tenamu 124

— KneToyHasa 122

— MUKpoOHasa 122

— OKONoNAoAHbIMMK BofamMu 122

Omnuema 159

JHAOKpuHonatumn 294

QHAocoMbl 38

3HAOTeNNl, MexaHu3Mbl yBenuye-
HUA npoHunuaemocTn 149

QHpounTos 36

— onocpefoBaHHbIl peuentopamu 37

JHueanonatusa BepHuke 446

Jo03nHopmnuna 161

3o03nHopunbl 136

anuctakeuc 114

3nutennii 235

SNUTEeNNOMBbI
272

ANUTENNOLUNTbI, NX COeanHEHNA 42,
43

— MaJUrHM3npoBaHHble 44

OCTpOreHbl 3K30reHHble 437

QyKapuoTtbl 24, 25

AdhekT(bl) NApHUKOBLIN 427

— UMTOKUHbI 146

L06pOKaYecTBEHHbIE

Anpo kKnetku 25
A3sa 160



