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Cucrema OHAOI'CHHBIX aHTHUKOAI'YJIAHTOB

H.B. Jleonmvesa
«Cesepo-3anaonviii 'ocyoapcmeennviti Meouyurnckuil Yuuseepcumem umenu M. U Meunuxosa

dusmonormyeckasi ponb 3HAOrEHHbIX aHTUKOArynsiHToB
3aKrnoyaeTcs B noaaepKaHum XXuaKoro arperaTHoro CocTosi-
HWSI KPOBW, PErYNALMM aKTUBHOCTY (DaKTOPOB CBEPTLIBAHNS
KPOBU 1 TPOMBOLIMTOB Ha CTaansAx 06pa3oBaHnsa NPOTPOMOU-
Ha3HOro KoMnrekca, TPOMOMHOO6Pa30BaHUs, OrpaHUYEHNM
nonumepuaaumn oubpruH-MOHOMEPOB KOMIMIEKCOB.

AKTMBaLMSA CBEPTbIBAHWNS KPOBU HEU3OEXKHO BbI3bIBAET
nocnenywLLylo akTUBaLMIO NPOTMBOCBEPTLIBAIOLLNX Mexa-
HU3MOB. VIMEHHO OHU PErynupyloT akTMBHOCTb MPOTEONU-
TUYECKMX peakuui n Tpomboobpa3oBaHus, NPENATCTBYIOT
nepexogy nokanbHOro npoLecca B pacnpocTpaHeHHbIN Uu
OVCCEMUHMPOBAaHHbIN. AKTUBALMSA MPOTUBOCBEPTLIBAIOLLEN
CHCTEMbI OCYLLIECTBIIAETCS NapanfenbHo akTuBaumm cucte-
Mbl CBEPTbIBaHMS!, TO €CTb C MOMEHTA akTuBaLuun aktopa
XaremaHa u nosiBreHns nepebix nopumn g.Xlla. dakTnyecku
CaMOTOPMOXEHME CUCTEMbBI reMOCTa3a OTMEYaETCH yXKe Ha
aTarne akTuBaLuu CBEPTLIBAKOLLEN CUCTEMBI.

AHTUKOArynsHTbl ABNAIOTCA MHIMOBUTOpamm (nat. inhibi-
tor), To ecTb BeLlecTBaMm, KOTOpbIE NPeKpaLLatoT, 3aepxu-
BaloT, YTHETAIT peakLmio nnv usmonornyeckoe AencTeume.
TouKOW NPUNOXEHNSA 3HAOMEHHbBIX aHTUKOATyNSIHTOB SABSIHOT-
Cs1 TONbKO aKTMBHbIE (haKTOPbl CBEPTbIBAHUS.

Mpouecc cBepTbIBaHUA KPOBW HaxoaWUTCS NO4 CTPOrnMm
KOHTPONEM MHIMOUTOPOB, LIMPKYNUPYIOLLMMM B Niia3me Kpo-
Bu. OgHako, cnegyeT NoAYEPKHYTb, YTO aHTUKOArynsHTHas
cucTema UCTOLLaeTCs 3HauYMTeNbHO BbICTpee, YeM CBEPTLIBA-
toLLas, TeMNbl BbIpaboTKu (OU3NONOrMYeCcknx aHTUKoarynsiH-
TOB B YCINOBWSAX NaTONOrMn 3Ha4nTENLHO OTCTAKOT OT TEMMOB
MX NOTPeONeHNs, YTO AUKTYET HEOOXOAMMOCTb BOCMONHEHNS
ux geduumTa B yCrioBUsiX NaTonormu.

OHOOreHHble aHTUKOArynsHTbl NOApasgensioT Ha nep-
BWYHbIE, CUHTE3MPYIOLLMECH B OpPraHM3Me MOCTOSIHHO, U
BTOpPUYHbIE, 06pa3ytoLmnecs B NpoLecce CBEPTbIBAHUSA KPO-
BY, PNOpPUHONN3a 1M akTMBaUUM Apyrmx NpoTeoNIMTUYECKNX
cuCTEM.

MepBUYHbIE @HTMKOAryNSHTbI MO MEXaHU3My OeNCTBUSA
MOXHO pas3fennTb Ha TpW rpynnbi:

1) HrmbunTopbl cepunHOBLIX NpoTeas, obpasyoline He-
aKTUBHbIE KOMMIEKChl C PasfUYHbIMU KOarymnsumoHHbIMU
depMeHTamu; K HUM OTHOCATCS:

aHTuTpom6uH Il (AT Ill, renapmnHoBbIA KodakTop I),
renapuH (kodpaktop Il, FK Il), npoteasHbii HekcuH-1 (MH-
1), a2-makpornobynuH (02-M), al-aHTutpuncuH (al -AT),
C1-uHrnéuTop.

2) Cuctema npoteunH C: npotenH C (PC) u ero kodbepmeHT
npoteuH S (PS).

3) NHrmbutop nyTn TkaHeBoro chaktopa (UMNT; TFPI
-tissue factor pathway inhibitor)).

Mo BKMNOYEHMIO B NPOLECC OrpaHNYEHUs CBEPTbIBAHWSA
aHTMKOAarynsiHTbl MOXHO BblAENUTb:

- aHTUTpOoMBONNacTuHbI - BELLecTBa, obnagaroLume aHTu-
TpoMBoNNacTUYECKMM 1 aHTUMPOTPOMOVHA3HBIM AECTBUEM

- @aHTUTPOMOUHBI - BeLLleCTBa, CBA3bIBaOLLME TPOMOUH

- @aHTMPUOPUHBI - MHIMBUTOPLI camocbopku hrubpuHa.

AHTUTpPOMOUH Il (AT-III) - a2-rnobynuH, MM~58.000
O, cnHTe3supyetca B neveHn n aHgotenuoumtax. AT-lII
Nno CTPYKType roOMONornyeH ol1—aHTUTPUMCKHY, B €ro ak-

TMBHOM LIEHTpe umeeTcda cneumnduryeckasa ceasb Arg-Ser,
KOTOpas 1 B3anMOOENCTBYET C CEPUHOBBLIMW MpOTea3amu.
YHuBepcanbHbI NHIMBUTOP OaKTOPOB CBEPTLIBAHUS U OC-
HOBHOW KodhbakTop renapuHa. ATl HeTpanuayeT akTMBHOCTb
dd. lla, Xa, IXa, X1a, Xlla, kannvkpeunHa, TpuncuHa, Ho He
OoKasblBaeT BNMsHMA Ha . Vlla.

Ob6pasoBaHue komnnekca AT-llI+depmMeHT npoTekaeT
meaneHHo. AktneHocTb AT-III B gecaTkm Teicay pas ycunu-
BaeTCsA B MPUCYTCTBUM OTPULLATENBHO 3aPSKEHHbIX TTMKO-
3aMMHOITIMKAHOB, TaKMX, Kak renapaHcynbdar, BXoasiumx B
CTPYKTYPY IMMKOKaNMKca Ha MOBEPXHOCTU 3HAOTENNANbHbIX
KreTok. AHanorn4yHoe noteHuupyoulee gencreme Ha AT-III
OKas3blBaeT renapvH, CUHTE3MPYEMbIA TYYHBIMWU KMEeTKamu.
AHTUKOArynsHTHoe AenCTBME renapyrHa CBsi3aHo C €ro cro-
COOHOCTbHO BbI3bIBaTb KOHPOPMaLMOHHbIE 3meHeHus AT-I11.
dyHKUMA renapyHa katanutudeckas. Nocne obpasoBaHus
akBMMonspHoro 1:1 komnnekca TPOMOWH-aHTUTPOMOWH
renapuH MOXeT ocBOOOXOaTbCs ANA OpraHu3aumn Opyrmx
KOMIMIEKCOB.

Peakuma yckopsetca B 2000-3000 pas B npucyTcTBum
renapviHa, KOTopbI UrpaeT porb KatanusaTtopa. CeasbiBaHne
AT-Ill ¢ renapyHOM NPUBOAMT K €ro KOHMOOPMaLUNOHHbLIM
M3MEHEHUAM, N peakTuBHbIN LeHTp AT-IIl ctaHoBuTCAa Oo-
CTYMHBLIM AN aKTUBHbIX (DAKTOPOB CBEPTbIBAHWSA. Takum
ob6pasowm, AT-Ill npeBpaLlaeTcs U3 MeaneHHo AeNCTBYHOLLENO
WHrMbuTopa B 6biCcTpO AencTBytowmii (puc.17, 18). Ha ponto
komnnekca AT-lll+renapuH npuxoantca 75-90% Bcel aHTU-
KoarynsHTHON akTMBHOCTU Kposu. IMpu yposHe AT-III Huxe
30% vmeeTcs 04eHb BblpaXKeHHas HaKNMOHHOCTb K TPOMOO03Yy.

. Hanbonee acpgpektmueeH AT-IIl B kpoBoTOKE. B Ha-
cTodlee BpeMs aHTUTPOMOMHOBasi akTUBHOCTb KPOBM
paccmaTtpvBaeTcs B BUAe “NnnaBatoLLmx NOoByLLEK”, KOTOpble
OpueHTMpoBaHbl Ha 3axBaT TpoMOuHa. AT-IIl nocTosiHHO
LMPKYNUPYET B KDOBOTOKE, U €ro rmaBHOW (PyHKLMEN ABMs-
€TCSsl CeneKkTMBHOE CBA3biBaHME TPOMOWHA, B OTnM4yMe oT
aKTMBHbIX (haKTOPOB CBEPTbIBaAHWSA, KOTOPbIE NOSIBMAIOTCA B
KPOBW TOMNbKO B pe3yrnbraTe KackaHomn aktuBaumn. B coctase
npoTpombuHasHoro komnnekca - ¢.Xa+d.Va+Ca?*, noka-
NN30BaHHOTO Ha cpocchonunmaHon membpare, d.Xa nydiie
3alMLLEH OT MHrMbupoBaHus komnnekcoM AT-llI+renapuH.

YposeHb AT-IIl B KpOBM NOBLILIEH NPW BOCMANUTENbHbBIX
npoueccax, OCTPOM renaTuTe, Xxonecrase, OCTPOM NaHKpea-
TUTE, paKe NogyKenyoo4Howm xenesbl, AecuumTe BuTamuHa K,
MEHCTPYyaLusix, NpUemMe aHTUKoarynsHToB 1 aHabonm4eckmx
npenaparos.

YposeHb AT-IIl noHWXeH npu aTepockrepose, Hedpo-
TUYECKOM CUHAPOME, B nocrnegHeMm Tpumectpe 6epemeH-
HOCTM, B NocrneonepaunoHHOM nepuoge, XpoHU4ECKOM
renatuTe, UMppo3e, cencuce, Tpomb6oaMbonMM, OCTPOM
OBC-cuHgpome, ANUTENLHOM BBEAEHUM renapuHa, npyeme
nepoparnbHbIX KOHTPALENTUBOB. Y HOBOPOXAEHHbIX U B AET-
ckoM BospacTe cogepxaHue AT-IIl Huxe, yem y B3poCnbIX.

3HaudeHue AT-llI, kak OCHOBHOro MogynsaTopa remocTasa
NoATBEPXKAAETCA HanNUunMeMm TeHZeHUMM K TpomGoobpaso-
BaHMWIO Y NUL, C BPOXAEHHBLIM UM NPUOBPETEHHBIM Aedu-
umtom AT-III. Oedpmunt AT-IIl — cepbesHbIn hakTop pucka
pa3BUTUSI BEHO3HbIX TPOMBO30B, KIMHUYECKM NPOSBNAETCA
peLnavBMpYOLLMMU BEHO3HBIMU 1 apTepuarnsHbIMu TpoM6o-
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Puc.17. CtpoeHne aHTUTPOMOBMH-CBA3bIBAIOLLErO yYacTka renapuHa
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Puc.18. OddpekTbl komnnekca AT IlI+ renapuH

amMBONUSAMM, BO3HMKAIOLUMK Y HECKOIBKUX YIIEHOB CEMbM
[OBOIBHO YacTo B paHHEM Bo3pacTe. Huskasi akTMBHOCTb
AT-lll B kpoBM BbISIBNAETCH Yy 60MbHBIX MHAPKTOM M1OKapAa,
caxapHbIM AnabeTom, aTepocKepo3oM, GoNesHsIMU NeYEHN,
OCTPbIM MaHKpeaTUuTom, TPOMB03aIMOONNAMU, BO3HUKAIOLLM-
MUK B MOcneornepaumoHHOM Nepuoae, BTOPOW NOMoBUHE
6epeMeHHOCTH, B TaKke B NepMoa poaoB 1 NOCNEPOA0BOM
nepuoge. Ysenuyerue aktusHoctu AT-lIl, n cooTBeTCTBEHHO
WHAYLIMPOBaHHas runokoarynsiuusi, permcTpupyercs npu xo-
necrase, MeHopparusx, a Takke y NnaumeHToB, Nony4aoLwmnx
aHTMKOAarynsiHTbl HENPSMOro AeNCTBUS.

[enapvH - kncnbln cepycopepxaliuin rnmmKko3amMmuHo-
rmyKaH (Mykononucaxapwg), OTHOCUTCS K Kraccy CUIbHbIX
MONUAaNeKTPONUTOB. JTO - NMUHENHbIN reTepononncaxapwa,
COCTOSILLMI M3 NocrefoBaTeNnbHO YepeayloLlmxcs ocTaT-
KoB [1-rmioKypyHOBOW KMCMOThI, [-rnioko3amvHa n benka.
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Puc.19. CTpykTypa 9HOOreHHOro renapuHa

haxmop Xa

Monekyna renapuHa cogepxuTt Oonblioe KONMM4ecTBO
S0, npucoeanHeHHbIX K OH-rpynnam rmiokosammHa, 41o 1
onpeaensieT 3HauMTeNbHbIN OTpULATENbHbIN 3apsag. paBHO-
MEPHO pacnpeferneHHbIi Mo Bcew noBepxHocTn (puc.19).
[nvHa nonvcaxapuaHbix LUenen 3HAOreHHOro renapuHa
MOXET ObITb pasHoi, a, 3Ha4unT, U MONeKynspHas Macca ero
TOXe konebnetcs B LUMpOKMX npeaernax - ot 3000 go 40000
nanstoH. CpefHas MonekyrnsipHas Macca «KOMMEPYECKMX»
renapvHoB, NCMOMb3yEMbIX B KAYECTBE NIEKAPCTBEHHbIX Mpe-
naparoB, konebnetcsa B 6onee y3kux npegenax - ot 12000
no 16000 panstoH. B nocnenHee Bpems Gbina nonyyeHa
rpynna H1M3KOMOIEKYNSAPHbIX renapyvHoB, obnagatowas ao-
NONMHUTENbHBIMW CBOMCTBAMW.

lenapwvH 6bin nonyyeH B 1916 rogy u3 neyeHu KpynHo-
ro poraToro ckota, NoO3TOMYy W MONy4Ynn Takoe Ha3BaHue.
B HacTosilLee BpeMs M3BECTHO, YTO OH CUHTE3UPYeTCs B
OCHOBHOM B TYYHbIX KIeTkax BCEX OpraHoB W TkaHel. B
XMBOM OpraHuame renapuH B cBOOOAHOM COCTOSIHUWN He
BCTpeYaeTCs, MOCKONbKY BCErga CBsA3aH ¢ Monekynavu 6en-
ka, 06pa3ysi Tak HasbIBaeMbIl yrneBoa-6enkoBbI KOMMNEKC
(npoTteornukaH). He npoHukaeT Yyepes nnaueHTy. ABnsercs
WHIMOMTOPOM MONUBANEHTHOrO AENCTBUS, KOTOPLIN orpa-
HVMYMBaeT Bce hasbl remokoarynsaummn. lenapuH BbIMNONHAET
pornb MaTpuLbl, €ro CoeaAMHEHNE C KAaTUOHHBIMU y4acTKamu
AT-lll npMBOANT K aKTMBaLMKN NOCNEAHErO, YTO NPOSBAETCA
B MHAKTMBMpPOBaHUM hakTopoB ceepTbiBaHug - I, IX, X, XI,
XIl, kannukpenHa, opyrnx npoteas. OH ABNSETCS HENPSIMbIM
WHrIMBMTOPOM TPOMOKMHA, TaK Kak AN OCYLLECTBMNEHNS aHTU-
KoarynsiHTHOro iencTens emy Heobxoamm kodaktop —AT-III.
lenapuvH TOpMO3NT BCe Tpu hasbl Koarynsauum, CHWXaeT
aAre3avBHOCTb TPOMOOLMTOB, CNOCOBCTBYET Aesarperauum
3pPUTPOLUTOB, YNy4LIAET PEOIOrMI0 KPOBM.

HedpakLuMoHPpOBaHHbIV renapvH NpeacTaBnseT cobon
CMeCb renapuHoOB pasfnuyHON MomneKkynspHon maccel. [o
nocregHero BPEMEHN OH LUMPOKO MPUMEHSINCA B KINHU-
YecKom NpakTUKe Kak aHTMKoarynsiHT. B HacTosilee Bpems
fonbllee pacnpocTpaHeHne Monyynny npenapartbl HU3KO-



Kypnaa Kazaxcmancko-Poccutickozo meduyurckozo yHusepcumema

21

PAI-1

7 /@/ dakTop Va
@

APC-PS —=—— thakTop Vilia

\ fMpomeux S

+)

\Tpou6un

Mpomeux C
TpomGo-
u%dynun EPCR

Pwuc.20. Ponb TpomBomogynuHa, npotemHa C 1 npotemHa S
B perynsiuyMu CBEpPTbIBAHUS KPOBYU

mMonekynspHoro renapuHa (HMT, aHrnuiickas abbpesuarypa
- LMWH), koTopbIf nony4atoT 13 renapuHa XMM1M4ecKom nnm
3H3MMaTuyeckon obpaboTkon. [enapyvH He TONbKO 3Ha4u-
TenbHO ycunueaet akTneHocTb AT-1II, HO 1 MmogynupyeT ero
WHMIMBUTOPHYIO akTMBHOCTbL. [ina ctabunmsaumm komnnekca
TpoMOUH+AT-IIl renapuH gomkeH ObITb NpeacTaBneH CTPyK-
TYpOK, MMELOLLIEN, MO KkpariHen mepe, 18 MOHocaxapuaHbIX
OCHOBaHW. HedpakuMoHNPOBaHHbIN renapuH CBS3bIBaeTCA
OOHOBPEMEHHO Kak ¢ dpepmeHToM, Tak u ¢ AT-llI, Toraa kak
HN3KOMONEKYNAPHbIN renapuH CBA3bIBAETCSA TONbKO C Mone-
kynon AT-Ill. HedppakumoHnpoBaHHbIA renapvH ycunvmeaet
akTnBHocTb AT-Ill B OTHOLLEHNM BCEX CEPUHOBLIX MpoTeas
Kackaga cBepTbliBaHUSA KpOBU. HM3KOMONEKYNApHbIA renapuH
NpOsiBNSET CBOK aKTUBHOCTb B OCHOBHOM B OTHOLLEHWUU
d.Xa.

AHTUKOArynsiHTHOE AeNCTBME renapmHa MOoXHO GbICTPO U
06paTMMO CHATL BHYTPUBEHHBLIM BBEAEHWEM NMPOTAMUHCYIb-
(haTa - 6enka, KoBaneHTHO CBA3bLIBAIOLLETOCs C renapuHoOMm.
lenapuH, nomumo aktusauum ATl obnagaet gononHutens-
HbIMW aHTUKOArynaHTHbIMKU adbdektamu. OH HernTpanusyer
TpombouuTapHbin haktop 4, KOTOPbIN ocBObOXAaEeTCA M3
a-rpaHyn, a Takke CTUMynupyeT BbICBOGOXAEHNE U3 COCy-
ancton cteHkn UMT® n kodakTopa renapuHa M.

MHrmbutop nytn TkaHesoro daktopa (NMNTO, tissue
factor pathway inhibitor, TFPI) — 6enok, MM~42.000 [, cuH-
Te3npyeTcss B OCHOBHOM B 3HAOTENMOUMTAX, B HEBOMNbLUMX
KonmyecTBax B TpombouuTax, MoHoumTax, mnbpobnacrax,
rmagKkoMbILEYHbIX KneTkax, kapgnomuouutax. OcHoBHas
dyHKuma 6enka —nHrmbuposanue ¢.Vlla, ceasbiBatoLLerocs
¢ &.lll, n d.Xa. Kocdakropom TFPI asnsetca npoTtenH S.
Ctumynupytot Bbigenexune UMNTD 1 ycunueatot ero aHTukoa-
rYNAHTHYIO aKTUBHOCTb Npenaparbl HedpaKkLMOHNPOBAHHOIO
N HU3KOMOINEKYNAPHOro renapuHbl. CBMAETENLCTBOM 3TOMY
asnserca obHapyxeHne B C-KOHLEBON YacTu MONeEKynbl
UMNT® gByx yyacTkoB CBA3bIBAHWSA renapuHa.

MpoteunH C (PC) — 6enok, MM~62.000 1. CuHTe3anpyetcs
B renaroumutax, Ha KOHEYHOM 3Tane CuHTe3a Heobxoaum
KohepMmeHT BuTamuH K. B KpOBOTOKE LIMPKYNMPYyeT B Heak-
TMBHOW chopme, ypoBeHb B kposu 0.004 mr/mn. AktuBaums
PC npoucxogut npm yyactum HebonbLloro konuyecTtsa
TpoMGUHa. YckopeHue aton peakuum npumepHo B 1000 pa3
NPOUCXOAMNT NPY y4acTum TpomboMoaynmHa — NOBEPXHOCT-
Horo 6enka aHOOTEeNnuarnbHbIX KNETOK, CBA3bIBAIOLLErocs C
TpombuHoM. Komnnekc TpoMGuH - TpombomogynuH nprob-
peTaeT aHTMKOarynsHTHbIE CBOMNCTBA, KOTOPbIE PeanunaytoTcs
Yyepes aKkTMBaLmio CEpMHOBOM npoTeasbl - npotenHa C. B
NpUCYTCTBUU CBOEro KodhakTtopa — npotemHa S u Tpombo-

moaynuHa PCa Ha docgonmnugHom NoBEPXHOCTU pac-
LennseT, a 3atem 1 uHaktusmpyet .Va n ¢.Vllla (pnc.20).
3T10T MexaHu3M adppeKTUBHO NpeaynpexaaeT gansHenwee
ob6pazoBaHue TpomMOMHa 1 TpaHCOPMUPYET Ero B aKTUBATOP
aHTMKOarynsHTHOro MexaHnsma.

PCa nocpenctsoM mexaHu3ama obpaTHOM CBSi3W nopa-
BMSET CMHTE3 SHAOTEenuouMTaMmm MHrMbutTopa aktmesartopa
nnasmuHoreHa-1 (MTAMM-1), 4To BbIBOAMT M3-No4 KOHTPOSS
TKaHeBOW akTmaTop nnasmuHoreHa (TAIMM). Cneacreuem
3TOro SIBMSETCA KOCBEHHAsA CTUMYNSLUMS cucTeMbl oubpu-
HOMM3a U yCUneHne aHTUKoarynsHTHou aktueHoctu PCa.

MpoTtenHbl C 1 S ABNATCSA BaXHbIMWM MOZyNsTOpamu
aKTMBaLuM CBEPTbIBAHMA KpoBU. MM03TOMY y NauMeHToB C
BPOXAEHHBIM AePULNTOM 3TUX (PAKTOPOB MMEETCH CKITOH-
HOCTb K TSXKEMbIM TPOMBOTUYECKUM HapyLLeHusim. B yacTHo-
CTW, y UL C HacneacTBeHHbIM aedunumtom .V (NlerigeHckas
MyTauusa, ayTOCOMHO-OOMWHAHTHbIA TUN) UMEET MEecTo
TpomMbodunus.

Bcneacteue gedpmumnta PC y monogbix ntoger BO3HMKaeT
HaKIMOHHOCTb K peLyanBmnpyoLwmmM Tpombo3am. 3HaunMTensHO
CHUXaeTcsl, MHoraa BMMOTb 4O MOYTU MOMHOIO0 MCYE3HO-
BEHWS U3 KPOBU, aKTMBHOCTb npotemHa C npu ocTpom
OBC-cuHopome, NoBpexXaeHUn MArkMX TKaHen, TSXKenbliX
nopaxeHusix NeYyeHn, pecnmpaTtopHOM UCTPECC-CUHOPOME
CHuxeHune ypoBHS npoterHa C B nocneonepauyoHHOM nepu-
ofe 0aVH 13 hakTopoB prcKka TPOMBOTUHECKNX OCMIOXHEHWIA.

MpotenH S (PS) - ogHOLENOoYeYHbIN MasMeHHbIN Mu-
konpoTeuH, kodaktop PCa, BMecTe ¢ KOTOpbIM perynupyet
npouecc cBepTbiBaHWsA KpoBu. CUHTE3NPYETCH C yyacTuem
BuTammHa K B rematouutax, a Takke B 3HOOTenvMoumuTax,
MerakapuoumuTax, knetkax Jlerigura, knetkax moara, neve-
HK). PS yHKUMOHUPYET KaK HESH3UMATUYECKMIA KOhaKTop
PCa LupkynupyeT B KpoBu B CBOOOAHOWM (DYHKLMOHANBHO
akTnBHoW cpopme (40%) 1 CBSI3aHHLIN C BbICOKOMOIEKY-
nspHeim C4b-cBs3biBaloWMM Oenkom, SABNSOLWMMCS pery-
NATOPOM KIACCUYECKOro MyTW akTUBaLUKU KOMMSEMEHTa.
KoHueHTpauus npotenHa S B nnasme KpoBu gocturaet 25
Mmr/n.

MpoTenH S aenseTcs kodakTopom npoTtenHa C.

CHwxeHne ypoBHs aHTUTpombuHa lll, npotenHa C n npo-
TenHa S uUnm ux CTPYKTypHble aHOManmu BegyT K MOBbLILLEHWIO
CBEPTHIBAEMOCTU KPOBM.

TpomMBOMOAYNWH - 3TO MHTErparnbHbIN MeMBpaHHbI Ge-
JIOK SHAOTENNOUMTOB, peuentop TpoMouHa. MM~74.000. OH
(PYHKUMOHMPYET B kKa4ecTBe KodhakTopa B NpoLecce akTMBa-
uum npoterHa C TpoM6buHoM. TpoMBGomoaynuH Ha membpaHe
3HAOTENManbHbIX KNETOK CBA3bIBAET MOMEKyny TpomMOuHa.
Mpn aTom obpasoBaBLIMACA KOMMNEKC ThiCAYEKpaTHO
yckopsieT akTuaumio npotenHa C. bonee Toro, cBA3aHHbIN
TPOMOVH NCKIHOYAETCs U3 CUCTEMbI CBEPTHLIBAHUSA KPOBMU.

CuvHTe3 TpoMbomMoaynuHa CyLeCTBEHHO CHWXKEH Mpu
AVCAYHKLMM SHOOTENMUSA, Pa3HOro reHesa, B TOM Yucre npu
aTtepockrepo3e. TO CONPOBOXAAETCH NOBbLILIEHNEM CBEP-
ThiBalOLLEN akTMBHOCTM KPOBU 1 pUCKOM Tpombo3a.

a2-makpornobynvH - BbICOKOMOMEKYNAPHbIA MPOTENH,
CMHTE3MpPYETCH B NEYEHU. UHIMBUTOP TPOMOMHA, NNasMuHa,
KannukpeuHa. Ero KoHueHTpauusa B nnasme cocTaBnsieT
1,54 r/n, nepuog nonypacnaga - 56 gHen. benok nmeer
CcBOEeOOpa3Hyo CTPYKTYpY - cdepa C Y3KMM FOPIbILLUKOM.
Bnarogaps atomy, 6enok sBnseTca yHMBepcanbHbIM WMH-
rmbnTopomMm nnasmeHHbIX npotenHas. OH yHKUUOHMPYET
Kak cBoeobpasHasa «JloByLIKa», ¢ BNOKMPOBKOM AOCTyna
NPOTEMHOB K 3axBayeHHOM npoTease. a2-MakpormnobynuH,
obnapas HecneundnyYecKkon aHTUNPOTEa3HON aKTUBHO-
CTblO, OTHOCUTCA K Genkam ocTpon ¢asbl. YyacTByeT B
TpaHcnopTe (QakToOpoB poCTa, UMTOKMHOB, B MOOYNALUN
BOCNanuTErNbHbIX, @ TakKe UMMYHHbIX peakuuii. Y Hero 0b-
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Hapy>XeHbl UMMYHOCYNPECCHBHbIE CBONCTBA, B TOM YMCIE 1
rnogasnieHne KIeTo4HO-0NocpeaoBaHHON LUTOTOKCUYHOCTH,
nponudepaumm NMMQOLMTOB, a Takke MMMYHOCYNPeCccus B
nepuop 6epemeHHoCTH.

a-2-makpornobynvH BOBNEYEH B MEXaHU3MbI NOAABMEHUS
3H3UMHBIX KackagHbIX peakuui B mpoueccax CBepTbiBaHWSA
KpoBu, pmbprHONM3a, KanmnnmkpemH-KMHUHOBOW CUCTEMBI,
cMCTeMbl KoMMnemeHTa. B cucteme aHTukoarynsHToB emy
npyHagnexut 3,5% obLuert aHTUTPOMOMHOBOWM aKTUBHOCTMU.

AHTUTPOMOMHOBAasA aKTUBHOCTb a2-MakpornobynunHa 3Ha-
YNTENMBHO BbIPAXEH MPU CYLLECTBEHHOM CHUXXEHUM YPOBHS
AT-lIl. Ognako, B otnunume ot AT-IIl, oH He okasbiBaeT BNNAHUSA
Ha Apyrve akTVBHbIE MnasMeHHbIe haKTopbl KPOBU, ENCTBYS
NULWb Ha TPOMOWH. B ToxXe BpeMs a2-makpornodynmH obna-
Aaet 6onee BbipakeHHbIM aHTUNNa3MMHOBbLIM AENCTBMEM MO
cpaBHeHunto c AT-ll. PaclienneHue a-2-makpornobynmHoBbIX
KOMMMNEKCOB MPOMCXOAWUT B renatoumTax C BKITHOYEHUEM
peLenTopoB, KOTOPbIE NPVHUMAIOT y4acTue B NKBMOaumm
JIMHT.

B HacTosee BpeMs NosSBUNWUCH AaHHble O ponu a2-
MakporrnobynvHa 1 KOMMNMIEeKCOB ero B natoreHese Ananus-
accounMpoBaHHOro amunongosa n 6onesHn Anburerimepa.

KodpakTop renapuHa Il unn renapmHoBbin kodakTop |l
(K®I" 1I/TK 1) — npoTeasa cMHTE3npyeTCs B NeYEHU, coaep-
XWUTCHA B MHTMME apTepuarbHbIX COCYA0B, BHECOCYAMNCTOM
npocTpaHCcTBe (MecTe nokanusauun gepmaraH-cynbdara).
MHrmbnpyet cBoOOAHbIN TPOMOWH 1 CBSA3aHHbIA B TpoMbe
B NPUCYTCTBUW renapvHa unu gepmaraH-cynbdara, HO He
3atparuBaet gpyrue caktopbl. IMeHHO kodhakTop renapuHa
Il obecneunsaet nHrmbmposaHue go 20-30% TpombuHa nNpu
CBepPTbIBAHUM KPOBMW.

TpoMOUH CTUMYNUPYET XeMOTaKCUC MOHOLWTOB, MpoO-
nudepauuo hrubpobnacTtoB n Apyrux Knetok, obneryaer
agresvito HeMTpopuoB K SHAOTENMArNbHbBIM KreTkam, orpa-
HUYMBaET NOBPEXAEHNE KIETOK HEPBHOM cUCTEMBI. 3a cHeT
crnocobHocTn KOrll 6rnokupoBatb TPOMOWH OH y4acTBYET B
perynsiuMm npoueccoB BOCNAaneHus, 3aXXUBMEHNs paH, B
TOM 4ucne B HEPBHOWM TkaHW. Ero gewctene Bo MHOro pas
noTeHUMpyeTCa Npu B3auMogencTBUU C renapuHoM, HO
KINMHUYecKoe 3HayeHue aTux acphekToB HE3HAYNTENBHO.

MpoTeasHbii HekcnH-1 (MH-1) — npoTeasa — cuHTE3N-
pyeTcs B rMagKOMbILLEYHbIX KreTKkax COCyAoB, a Takke B
nepuumTax, pnbpobnacrax, rmuanbHbIX 1 MONepeYyHo-Noo-
caTbIX KrneTkax, TpombouuTax. [NpegoTBpallaeT cBA3bIBaHNE
TpoMOMHa C KNETOYHOW NOBEPXHOCTLIO NyTeM 06pasoBaHus
komnnekca MH-1-Tpom6uH. Komnnekc obnagaet cpoactsoM
K renapuHy, 1 Ha HeM, Kak Ha MaTpuLe, NPOUCXOAUT NHIMOK-
poBaHue TpoMOMHa.

MHrméutop npotemnHa C (MCU) — ogHoLENnoYeYHbIN Npo-
TenH ¢ MonekynspHon maccoun - 57 000, cuHTesupyetcs B
nevyeHu, oGHapy>xnBaeTcsi B MoYe, CIOHE, aMHUOTUYECKON
XnakocTtun, ceMeHHown xugkocTtn. NMCU ceasbiBaeTca ¢ rena-
PVYHOM, MHTMOMPYET MHOTME NpoTeasbl, BKMoYas, TPOMOUH,
TpomGomoaynuH, TAMI, TAMII.

MpoTenH Z-3aBMCKMBIN NpoTeasHbli nHrimoutop (ZMN) —
6enok, MM~44 000. CTpykTypa ero mosnekyrsbl U (pyHKUMN Ha-
XOAATCA Ha cTagum uadyveHus. MHrmbupyet dd.1Xa, Xa, Xla.
[encTteune aToro cepnmHa B OTHOLLEHUU hbakTopa Xa ycunum-
BaeTCSA BO MHOIO pa3 Npv B3auMOAENCTBUM C renapuHOM.

a,-aHTuTpUncuH(a,-AT) - rukonpotena, MM~50.00 [,
CUHTE3NpPYETCS B NeYeHb. SABNSeTcs MHIMBUTOPOM NpoTeas, B
TOM YMCre TPUNCUHA, XeMOTPUINCUHA, AracTasbl, Kannukpe-
WHa, KaTencuHOB M APYrnx TKaHeBbIX NpoTeas. Ha ero gonto
npuxogutca 6onee 80% aHTMNPOTEa3HOM akTMBHOCTM KPOBW.

B cBepTbiBaloLleln cuctema NposiBMSETCA CBOK aHTU-
KOarynsiHTHyt0 akTUBHOCTb B OTHOLLEHUN TpoMbBuHa, i.Xla,
nnasmuHa.

YpoBeHb a-1-aHTUTPUNCHMHA B CbIBOPOTKE KPOBW MOBbI-
LIaeTcs Npu BoCManuTENbHbIX NpoLueccax: UHPEKLNOHHBbIX
3aboneBaHusAX, OCTPbIX renatutax u LMppo3e neyeHu B
aKTMBHOW popme, HEKPOTMYECKNX MPOLIECCax, COCTOSHUSIX
nocre onepauum1, B BOCCTaHOBUTENbHOM ha3e TEPMUYECKNX
OXOroB, OCTPOM U XPOHMYECKOM NaHKpeaTuTe, Npu 3roka-
YeCTBEHHbIX HOBOOOpa3oBaHMsIX: pake (OCOBEHHO LUENKU
MaTku), niumdome.

JInnonpoTeunH-accoUMnpoBaHHbI KOarynauMoHHbIA UHIW-
ouTop (JIAKN) — cuHTe3npyeTcsa B 3HAOTENUOLMTAX, B OCHOB-
HOM foKanu3oBaH Ha MOBEePXHOCTU aHaoTenus. NHrmbnpyet
BHELLUHWUIA MEXaHN3M CBEPTBIBAHWSA KPOBU: CBA3LIBAET hakTop
Xa u komnnekc cdaktop .llI+Vila+ Ca?'.

BTopuyHble aHTUkoarynsHTbl obpa3syloTca B npouecce
CBepTbIBaHWS KPOBU U hMBprHONM3a 1 ABMAKOTCA pesyrnbra-
TOM AanbHenwen dhepMeHTaTMBHOM Aerpagaumnmn HEKOTOPbIX
KoarynsiuMoHHbIX akTopoB. VIMEHHO NO3TOMYy OHM nocrne
n3HayanbHON akTUBauMmn TepsalT CnocobHOCTb K yvacTuio
B MpoLiecce CBepTbIBaHUSA KPOBW M NpMobpeTaloT CBOMCTBA
aHTMKOAarynsiHToB.

AHTUTPOMOUH | (ATI) — 31O PUBPWH, agcopbupyoLwNn 1
WHaKTUBMPYIOLWUIA NPaKTU4eCKM BECb TPOMOWH, 0bpa3oBas-
LUMICS B NpoLecce remokoarynsumm.

AHTUTPOMOONNACTUHBLI — 3TO OTpPaboTaHHble NPOAYKTbI
aKkTuBaumm KoarynsaunoHHbelx gaktopos VIl unu X, n yrHeta-
owme gencTeme TkaHeBoro TpombonnacTvHa, a Takke ero
Komnnekca ¢ paktopom VII.

MpoaykThl gerpagaunm unbpuHoreHa/pmndpunHa (MOD)
- obpasytoTca B pesdynbrate AeNcTBuS nnasmuHa, 6roku-
pytowme oubprHOreH, NHIMOMpyOLWME akTUBHBIN dhakTop
IX, a Takke cbmbpuHonMa n arperaumto TpomboumTos. MNAP
obnapatT cnabbiM aHTUTPOMOWHOBLIM AENCTBMEM, @ Tak-
)K€ YrHeTaloT KOHEYHbIV 3Tan cBepTbiBaHUA - 06pa3oBaHmne
nbpuHa 3a c4eT MHIMOUPYIOLLIEro BMIMSAHUS Ha NPOLECCHI
nonumepusauum ndpuH-MOHOMEPOB.

PunbpuHonenTMabl — NPOAYKThI NpoTeonm3a GubpunHo-
reHa TPOMOMHOM, NPOSABNSIOT aHTUTPOMOUNHOBBLIV 3O PeEKT.

MeTadakTopbl aKTUBHbIX NNasMeHHbIX hakTopoB - me-
Tadaktop Va (nHrmbutop caktopa Xa), metadaktop Xla
(nHrMBuTop KOoMnnekca cpaktopos Xlla — Xla).

AHTUTPOMOUMH IX - NpoayKT pacLienseHns npoTpomou-
Ha TPOMOUWHOM, OH HapyLlUaeT akTMBaUMI NMPOTPOMOMHA 1
NpoTpomMbuHasbI.

AyTo-ll-aHTUKOarynsHT - NpogyKT paclienneHnst npore-
uHa C TpOMBUHOM, KOHKYPEHTHO yrHeTaeT d.Xa, bnokupyet
aHTMNNAa3MWHbI, aKkTUBUPYET (pMOPMHONKM3, BLICTYNAET B Ka-
YyecTBe KohaKTopa agpeHanMH-MHAYLIMPOBaHHOW arperauum
TpOMOGOUUTOB.

Takum obpasom, akTuBaLus NPOTMBOCBEPTLIBAIOLLEN
CMCTEMbI OCYLLIECTBNAETCSA NapansenbHoO akTBaLmm cucre-
Mbl CBEPTBIBAHWS, TO €CTb C MOMEHTA aKTMBaLun daktopa
XaremaHa u nosiereHus nepebix nopumn . Xlla. daktnyecku
CaMOTOPMOXEHME CUCTEMbI reMOCTa3a OTMEYaEeTCH yXKe Ha
aTane akTvBauMu CBEPTbIBAIOLEN CUCTEMbl. TOYKOM npu-
NOXeHUA PU3MONOrNYECKNX aHTUKOArynsHTOB SIBNSITCA
TONbKO aKTUBHbIE POPMbI BCEX KOAryNnALMOHHbIX (hakTopoB
KpOBMW.
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