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FEHETUWHECKWUE N MONEKYNAPHBIE
®AKTOPbl TPOMBO®UIINHECKUX
COCTOAHWK NPU BEPEMEHHOCTW

2.1. ®N3nonorua TPoOMb00bPA30BAHUS.
O0COBEHHOCTW BO BPEMSAl BEPEMEHHOCTH

Cucrema reMocTasa — 3TO CUCTEMa PETYJISILUM arpe-
TaTHOTO COCTOSTHUS KpPOBH, YIIpaBJigeMas CIIOXHBIMU
HENPOryMopaJibHBIMU MEXaHU3MaMH.

OcHoBHbI€ 3BeHbsI TeMOCTA3a

Cocynucto-TpoMOOLIUTapHOE 3BEHO (TIEpBUYHBIN
reMocTa3).

[TpokoarynasHTHOe (TIJ1a3MEHHOE) 3BEHO.
DuOPUHOIUTUYECKOE 3BEHO.

3BEHO UHTMOUTOPOB CBEPThIBAHUSI.

CocyaucTo-TpoMOOIIMTAPHBIN TeMocTa3 — OBICTPBIN
MEXaHU3M CBEPThIBAHMSI, COCTOMT U3 CJIEAYIOIINX TAIOB:

BO3IEMCTBUE TTOBpEXAAOMIMX (haKTOPOB (LIMPKYIU-
pyIoIIe UMMYHHBIE KOMITJICKCHI, TOKCUHBI, MTH(EK-
LUK U 1P.);

BBICBOOOXIIEHNE M3 IHIOTENINS COCYIOB (haKTOpOB
anres3uu [akTop Bunnedpanna, aneHo3uHaudocdar
(AJ1D), KoareH, 3;1acTUH];

aare3usi TPOMOOIIUTOB (MPY YYACTUU MOHOB KaJIbIIUS);
BBICBOOOXIEHNE M3 TPOMOOLIMTOB (haKTOPOB arpe-
rauuu (TpoMOOMOIYJIMH, aApeHaANH, CEPOTOHUH);
arperauusi TPOMOOIIMTOB ITOCPEICTBOM CHUHTE3a
MpOCTAaTIaHAMHOB (TPOMOOKCAaH A, M TpOCTa-
LIUKJIVH).
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MJIASMEHHbIA FTEMOCTA3 — NPOKOATYJIIHTHOE 3BEHO

KpoBb B KUIKOM COCTOSTHUM TTOANEPKUBACTCS B CHILY
MHOTUX TipuunH. CJON SHIOTENUaTbHBIX KJIETOK, BbI-
CTUJIAIOIIMX W3HYTPU KPOBEHOCHBIN COCYHd, MMEET OT-
pULIATEeJIbHBINA 3apsil U CONEPKUT HA CBOEH TOBEPXHOCTU
XUMUYECKUE COCTUHEHUS, TPEISITCTBYIONINE TIPOIIECCY
CBepThIBaHUSI KpOBU. [1OCTOSIHHBIN TOK KPOBM HE MO3BO-
JISIeT 00pa30BBIBATHCS CIYCTKY B CHJIY YMCTO MEXaHMUECKUX
MPUYWH, IUMUHUPYS OSJIKOBBIE MOJIEKYJTbI M pa30aBiIsis
(bopMeHHBIE JIEMEHThHI KPOBHU.

[Ipu ompeneneHHBIX YCIOBUSIX Pa3BUBAETCS JTOKaJb-
HBII TpoM003. OH MOXXET HAUMHATHCS JIMOO C TTOBPEXIE-
HUSI BHYTPEHHEH 000J104YKM cocyaa, MO0 Mpu BbIAEICHUN
13 TKaHEeH, TOABEPIIINXCS TpaBMe MU IPYrOMYy BHEIITHE -
MY BO3JIEMCTBIIO, TKAHEBOTO TPOMOOTLIACTUHA.

CBepThiBalollasi CUCTEMa KPOBU — 3TO COBOKYITHOCTh
B3aMMOCBSI3aHHBIX PeaKlINii, MPOTEKAIOIINX IIPH YyYaCTUHU
npoTeoauTUIecKux pepmMeHToB. Ha Kaxkmoil craquu gaH-
HOro OMOJIOTMYECKOro Kackaga mpodepMeHT (Tpealie-
CTBEHHUK, 3UMOTEH) IIPEBPAIllaeTCsI B COOTBETCTBYIOIIYIO
CEpPUHOBYIO TIPOTeasy, KOTopasi KaTaJu3upyeT IpeBpaliie-
HUeE CcleAylollero npodepMeHTa B CEpMHOBYIO MPOTEasy.
CeprHOBBIE MPOTea3bl THAPOJU3YIOT IMEeNTUIHBIC CBSI3U
B aKTUBHOM IIEHTPE, OCHOBY KOTOPOTO COCTABJISIET aMUHO-
KHCIoTa cepuH. TpuHaalaTh Takux OeaKoB (akTopbl
CBEPTHIBAaHMSI KPOBU) COCTABJISIIOT CUCTEMY CBEPThIBAHUS.
N3 HMX ceMb aKTUBUPYIOTCS O CEPUHOBBIX IIpOTeas
(paxropsr XII, XI, IX, X, II, VII u npexkaniukpeuH), Tpu
SIBIISIIOTCSI KObaKTOpaMM 3TUX peakiuii (paktopsl V, VIII
¥ KWHUHOTEH C BEICOKOI MOJIEKYJISIPHOM Maccoit), OMuH —
KodakTop/peuentop (TKaHeBbIl dakTop, dakrop III),
ele oauH — TpaHcrayramMmuHasza (dakrop XIII) u, Hako-
Hell, ¢pubpuHoreH (dakrop 1), aBastommiics cyocrpaTom
17151 00pa3oBaHus HUOpPHHA, KOHEUHOTO MPOIyKTa Kackana
CBEpPTHIBAaHUSI KPOBM.
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J1s1 mOCTMKEHMST TeMocTa3a B pe3ysbTare Iporecca
CBEpTHIBAHUST KPOBU HEOOXOIMMO COCPEIOTOUCHNE TP~
KyJIupylonx (hakTOpoB CBEPTHIBAHUS KPOBU B MECTE
TOBPEXIEHUSI. DTO OCYIIECTBISIETCS 3a CUET peaKiuid
CBEPTBIBAHUSI KPOBU, IPOUCXOISIIMX HAa OOHAXKEHHOM
KOJIJIareHe, TKAHeBOM (paKTope 1 KJIIETOUHBIX MEMOpaHax,
BKIIo4Yast (pocOJUNMUALI TPOMOOLIMTAPHOII MeMOpaHBbI.
AMInduKaims MEeCTHOW CBEpTHIBAIOIIEH peakiuu —
MOIIHBIM MEXaHU3M, HEOOXOAMMBINA Uit 0Opa3oBaHUSI
TpomOuHa. [loacumTaHo, 4TO OmHA MOJIeKyJla aKTUBU-
poBaHHoro ¢dakrtopa XII moxker reHepupoBaThb |1 MIIH
MoJiekya1 TpoMOuHa. OcHOBHast (PyHKIMST TpOMOWHA —
npeBpamath GuOprHoreH B GuopuH. OUOPUH yIep:Ku-
BaeT arperaThl TPOMOOIIUTOB B MECTE COCYIUCTON TPABMbI
U U3MEHSIET HEeCTaOWIbHYIO TPOMOOIIMTAPHYIO IIPOOKY
(TIlepBUYHYI0) B CTAOMJIBHYIO TEMOCTAaTUYECKYIO.

NMYTW AKTUBALIMA CBEPTbIBAHWUSI KPOBU

MexaHU3Mbl aKTUBALIMM CBEPTHIBAHUSI KPOBU pPas-
eS0T Ha BHEIIHWE W BHYTpeHHHUe. Takoe nejeHue
HUCKYCCTBEHHO, IMOCKOJIBKY OHO HE MMeEeT MecTa in vivo,
HO JaHHBIA MoAXon oOyieryaeT MHTEepIpeTalmio Jadopa-
TOPHBIX TECTOB in Vitro.

Homenkiatypa ¢hakTopoB CBepThIBAHMSI:

I — dubpuHoTEH;

1 — npoTpomMOUH;

IIa — TpoMOUH;

III — TkaHeBbI TPOMOOIIJIACTUH;

IV — yonn Ca?*;

e V — akcenepupyomuii ¢akTop (IpoakueJepuH);
e VI — akTuBaTop ¢akropa V;

e VII — npokoHBepTUH;

e VIII — rnoOynuH A;

o [X — daxrop B (Kpucrmaca);

e X — mporpombuHa3za (Crroapra—IIpayapa);

o XI — ma3MeHHbII MpeaecTBeHHUK TPOMOOIUIACTUHA;
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e XII — cdakrop XaremaHna,

e XIII — ¢pubpuHaza.

[MpokoarynsiHTHOE (IJTa3MEHHOE) 3BEHO — MHOTO-
STaIHBIA (PepMEHTHBIN KacKal, 3aKaHYWBAIOIIUIACS 00-
pa3oBaHueM (pUOpHUHA.

[lepBblii yTh CBepThIBAHUSI KPOBU HA3bIBA€TCSI BHYT-
PEHHHUM, BTOpPOII — BHEIIHUM. B mepBoM ciydae Hapy-
IIAaeTCs IEJIOCTHOCTh SHIOTEINS C OOHaXKeHUEM TITyoxe
PacIoIOXEHHOr0 CYO3HIOTEJIMAJIbHOIO CJI0SI C KOJ-
JIATEHOBBIMM BOJIOKHAMM, KOTOPBI yxXe He o0yagaer
AHTUTPOMOOTEHHBIMU cBoiicTBamMu. Cpasy ke K JTaHHOMY
MOBPEXICHHOMY YYacTKy IPUJIHMITAIOT TPOMOOILIWTHI,
KOTOpBIE 3aTeM IEPEeXOIsiT B aKTMBHOE COCTOSIHUE, Ha-
YUHAeTCs B3aMMOIEUCTBUE CTEHKU cocyna ¢ (pakTopaMu
CBEPTHIBAaHMSI KPOBU M TIEPEBOA MX B aKTMBMPOBAHHOE
COCTOSTHME. DTO M eCTh HadaJlo KacKaja CBEPTHIBAHUS
KPOBH, IIPU KOTOPOM Kaxiasl IOC/IeI0BaTeJIbHO pa3BH-
BaloLIasiCsl XMMUYECKasl peaklys BeleT K Havyayly Ipyroi
CTYIIEHN KOaryJslny KpoBH. UMCIO TOCICHOBATEIHHO
AKTUBHUPOBAHHBIX MOJIEKYJT HApACTaeT KaK CHEXKHBIN KOM.

CTAUN KOATYNALIUK

Cragust I — obpazoBaHue IPOTPOMOMHA3HI.
e BHelHuit nyTh:
OBICTpBII;
nnutest 7—20 c;
— OTpaxaroT TeCThI «ITpoTpoMOrHOBOE BpeMsi» (ITTB)
u «tpombuHoBOE Bpemsi» (TB);
— nochenoBateabHas aktuBauus: 11 + VII + IV +
+V+ X =1IIla.
e BHYTpeHHUIi yTh:
— MEIJICHHBIN;
— JUTUTCA 5—6 MUH;
— orpaxaeT TecT AUTB (akTuBMpoBaHHOE YacTUY-
HOe TPOMOOTIIIaCTUHOBOE BpeMsl);
— TocienoBaTeIbHAS aKTUBAIUS: KaJUIMKpPEeWH +
+ Xlla+ XTI+ IX + VIII + IV + V+ X =1lla.
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Cranus 11 — 3aBepieHMe MpeBpalleHUs: TPOTPOMOMHA
B TPOMOUH:

e nocaenoBaTenbHasd aktuBanus: II + I[lla+ IV+V +

+ X =1Ila.

Cragus 111 — uens peakuuii mo npeBpaiieHnIo oenka
Tu1a3Mbl hubprHoOreHa B GUOPUH.

DuOpPHHOINTHIECKOE 3BEHO COCTOMT U3 TUIA3MUHOTEHA,
€ro aKTMBaTOPOB Y UHTUOUTOPOB.

OCHOBHBIE 3TaTbI CEAYIOIIHE:

e TIepexo] IUIa3MWHOTEHA B IIJIa3MWH aKTHBHUPYETCS

Xlla, TpUIICUHOM, YPOKMHA30M U CTPENTOIU3UHOM;

e MJa3MUH pa3pymaeT ¢GuOpUH ¢ oOpa3oBaHUEM

MPOAYKTOB Aerpagauny (puOpUHOTeHAa, pacTBOPU-
MBIX KOMILIEKCOB MOHOMepOB (pubpuHa (PKM®D),
D-numepa.

dubpuHoreH — 6eJ0K 0cTPO(da30BOro OTBETA Opra-
HU3Ma Ha pa3IMYHBbIe BOCITAJIUTENIBHBIC ITpoliecchl. Ero
KOJIMYECTBO OIIpeNesiIeT BI3KOCTh KPOBH, BO3ICUCTBYET
Ha CKOpOCTb arperanuu TpoMOouuToB. PUOpHHOreH
BHauajie TpeBpaliaeTcs B GUOPUMHMOHOMED, 3aTeM IIPO-
HUCXOINT TIPOIIeCC TTOTMMEPH3alliy €ro CHavyajaa B OJIUTO-
7 3aTeM B MOJIMMEpPHI. 3aKITI0YNTEIbHAsT YacTh IIpoliecca
TPpOoMOOOOpPa30BaHUSI — BTO PETpPaKlMsl, TO €CTh YILIOT-
HEHME CTyCTKA.

CylmecTBOBaHME CIIOCOOHOCTU PACTBOPSITh CBEXKUE
TPOMOBI TTO3BOJISIET OOPOTHCS CO MHOTMMU HebJIaronpu-
SITHBIMU BHEIITHUMM (haKTOpaMU Cpelibl, 3aIyCKaoiMuy
npoiiecc TpoMbooOpa3oBaHus. [MaBHBIM IEeHCTBYIOIINM
BEIICCTBOM SBJISIETCS TIJIa3MIH, COACPXKAIIUICS B TIJIa3Me
B BHMJIe HEAaKTUBHOTO ITa3MUHOTeHa. [lma3sMuH paciier-
JisieT GUOPHUH, TO €CTh MPOUCXOIUT MPOLIECC AEeTOIMME-
pusanuu ¢ oopasoBanuem gumepoB D u E. O6HapykeHue
B KpOBH TTOBHITIICHHOTO KoJIMuecTBa D-1mMepa cBUIeTe Ih-
CTBYET O IIPOMCXOISIIIEM B OpTaHU3Me TTpoIecce TPOMOO-
00pa3oBaHUsI M COIYTCTBYIOIIEM €My TpOMOOIU3MCE.

Buemmuii myTb. OCHOBHBIM ITyTeM aKTUBAIIMY CBEPThIBA-
HUSI KPOBH i1 Vivo CAUTACTCS BHEITHHI ITyTh. KOMITOHEHTHI
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3TOro MYyTU CleAyIollue: TKaHEeBbIi (haKTOp, €ro WHIU-
OuTop (MHTMOWTOP TIpEeBpAIlleHUs] TKaHEBOTO (haKTOpa)
n trasMeHHbIi dakrop VII (®VII). TkaHesslil pakTop
MpeacTaBisieT co00 BHYTPEHHUI MEeMOpPaHHBIN TJIUMKO-
MPOTEUH, MPUCYTCTBYIOIINI BO MHOTMX KJIeTKaX, KOTOpbIe
HaXOJISITCSI B KOHTAKTE C KPOBBIO; OH HE IMOCTYIAeT B KPOBh
JIO TeX MOp, MoKa He 00pa3yroTCs MpoTea3bl UKW HE TPO-
WU30MAET TOBPEXIEHNE KIeTKH in vivo. TKaHeBbIl (hakTop
(byHKIIMOHUpYET B KadyecTBe KodakTopa/pelrenTopa,
KOTOpBIf B TIPUCYTCTBUM WOHOB KaJIbLIUSI aKTUBUPYET
dakrop VII. ®akTop VII npeacrapiisieT co00ii OMHOLETO-
4euHblii rarkonporenH (M 50 000), o6pasyemblii renaro-
LIMTaMU; B KPOBU LIMPKYJIUPYET B BUAE MpodepMeHTa.
OH comepxuT 10 OCTaTKOB Y-KapOOKCUTTYTaMUHOBOM
kucaothl (Gla-goMeH), 111 OMOCUHTE3a KOTOPBIX TpeOy-
ercs ButamuH K.

AxTtuBauusg ¢akropa VII nmpuBoIUT K OTKPHITUIO
(oOHaXXEHMIO) €ro aKTMBHOTO CEPUMHOBOTO IIEHTpa. DTO
BBI3BAHO Ipexkae Bcero cBs3biBaHreM ¢daktopa VII ¢ Tka-
HeBbIM (akTtopoM/Ca?". MdakTop VII MoxeT Takxke
aKTUBMPOBATHCS 32 CUET HE3HAUMTEIbHOTO ITPOTEOIUTHYEC-
CKOTO JIEMCTBUSI IPYTUX CEPUHOBBIX ITPOTEa3 CBEPTHIBAHUS
(TpombuHa, Xlla, IXa u Xa), a Takzke 3a c4eT caMoaKTHBa-
uun. Kommiekc tkaneBblit paktop—VIla—Ca?" neiictByeT
Ha JBa cyoctpata: daktop X u dakrop IX, mpuBons
K 00pa30BaHUIO TPOMOUWHA.

BuyTpennuii myTh. BHYyTpeHHMI NyTh akTUBalMU
CBEPTBHIBAHUSI KPOBU — KOATYJSIUS, WHUIIUMPYeMast
KOMIIOHEHTaMM, TTOJTHOCTbIO HAXOMSIIIUMUCS B Mpeneaax
COCYIMCTOM CUCTEMBI. DTOT IyTh iN ViVo CYIIECTBYET CO-
BMECTHO C BHEIITHUM ITyTeM. K KoMIoHeHTaM BHYTpeHHEH
cuctembl oTHOcAT paktopsr XII, XI, IX, VIII, Takue Ko-
(hakTOpPHI, KaK BLICOKOMOJIEKYJISIpHbII KMHUHOTEeH (BMK)
u npexaummkpenH (ITK), a Takke nXx MHTUOUTOPHI.

MHunumaius aktuBaluuy aktopa X HauMHAETCsl, Korna
oOHaxkaeTcss OTPULIATESIbHO 3apsiKeHHasl MOBEPXHOCTH
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(HampuMep, KoJUIareH) B Mpenejax COCyIUCTOM CTeHKU;
B pe3yibTrare camoaktuBauus caktopa XII mpuBomut
K KOH(hOPMAaLIMOHHBIM U3MEHEHUSIM MOJIEKYJIbI C pACKPhI-
THEM ero aKTUBHOTO ceprHOBoOro IeHTpa (X1la). Hammawme
HeOoJblIoro KonudectBa XIla BbI3bIBaeT aKTUBALIUIO €TI0
cyoctparos: [1K, BMK u daxropa XI. I[1K u dakrop XI
CBA3BIBAIOTCS C aKTUBUPYIOLIEN MOBEPXHOCTBIO TTOCPEL -
ctBom BMK. be3 BMK aktuBamum odbonx mpodepMeHTOB
He ipoucxoaut. Ces3aHHblii BMK MoxeT paciueniaTbest
KaJUTMKPEWHOM WJIN CBSI3aHHBIM C TTOBepxHOCThIO XIla —
aKkTUBUpOBaHHbIN (akTop XII — M MHMLMUpPOBATH B3a-
nmHylo aktuBauuio cuctem [1K—daxrop XII. [Tockonbky
ITK 1 paxkrop XI mna3mel cy1ieCTBYIOT B OUMOJIEKYJISIPHBIX
koMiuiekcax ¢ BMK, ato obiyieryaer nmpsiMmyro MOCTaBKY
oonabiioro konnuyectsa INK u dakropa XI K moBepxHO-
CTH TS TIPUKPEIUICHUs K Heil, The aKTUBUpYyeTcs (ak-
top XII. 3aTeM cBsI3aHHBII ¢ MOBepXHOCTHIO (pakTop Xlla
pacwerisier dakrop XI no m Xlla v npexkaJMKpenH
0 KaJmkpeuHa. JIJjisi MexaHru3Ma B3auMHOM aKTUBallMKU
dakropa XII u npexkamnMkperHa xapakTepHa OoOJbLIast
OBICTPOTA MO CPABHEHMIO C MEXaHU3MOM CaMOaKTUBALlUU
daxropa XII, yTo obecrneyrnBaeT MHOTOKPATHOE YCUJIEHUE
cucteMbl aktuBauuu ¢aktopa XII. O6GpasoBaBLIMiics
KaymukpenH npeppamaer BMK B BMKa u 6pagukuHuH.
B pesynabrare 3THUX MEepBbIX KOHTAKTHBIX PeaKLUil KOMII-
snekesl BMKa—xkamnukpenn u BMKa—Xla pasmeratorcs
BOsM3M akTopa Xlla, roe HaUMHAIOTCS aKTUBALMSI TIPO-
1ecca CBepThIBAHUSI KPOBU, (hMOPWHOMN3 U aKTUBAIIUS
KOMILIEMEHTA.

Kamnukpenn B komrmuiekce ¢ BMKa HemoctatroyHo
TECHO CBSI3aH C MOBEPXHOCTBIO U BBIALISIETCS B XKUAKYIO
(hazy, 4TOOBI B3aMMOIEICTBOBATH C PA3IMUHBIMU CYOCTpa-
Tamu, BkJodas ¢daktop XII, maasmMuHOreH, MpopeHUH
1 KOMITOHEeHT KoMruieMeHTa Cl.

Kannukpenn takxke BosneiictByeT Ha daktop Xlla,
otmieruisist pparment OXII (PXIII), KoTopslii coxpaHsieT
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AKTUBHbBIN CEpUHOBBII y4aCTOK, HO yTpauMBaeT TOMEH CBSI-
3piBaHMsl. [TomoOHOe perypoBaHue Yepe3 OTpUIIATETbHYIO
00paTHYIO CBSI3b C TMOMOIIBIO KaUIMKPEMHA BBIKJIIOYAET
TMMOBEPXHOCTHO-CBsI3aHHOe cBepThiBaHue. PakTtop XIII
B >KUIKOM (ha3e MOXKET AeiiCTBOBATh KaK MOIIHBII aKTHBa-
TOp MpeKauTMKpenHa: npespamath ¢akrop VII B OVIla,
a C1 — B aktuBupoBaHHbIii C1. M HaobopoT, dakrop Xla,
cBsa3aHHblli ¢ BMKa, ocraercss TecHO TNpUKperyieHHBIM
K TIOBEPXHOCTH, IJIe¢ OH MPOCTPAHCTBEHHO IPUOIMXKAET
nipoepmenThI K (haktopy Xlla. C apyroii cropoHsl, (hakTop
Xla pacueruisier BMK, Hapyiast ero KohakTOpHY10 aKTHB-
HOCTb, B pe3yJibTate 4yero (pakrop Xla otnessieTcs oT 30HbI
MOBEePXHOCTHO# akTuBaruu. Paktop Xla mnpeBpaliaet
(axrop IX B IXa xak B xxunkoii ase, Tak 1 Ha TPOMOO-
LIUTApHBIX MEMOpPaHHO-CBsI3aHHBIX (hoCchOTUMUIAX.

Butamun K Heobxomum 111 mocTpruOOCOMaIbHOTO
KapOOKCUJIMPOBAHUSI TEPMUHAIBHBIX OCTaTKOB TTyTaMM-
HOBOU KMCJIOTBI Bcex BUTaMUH-K-3aBUCUMBIX (DaKTOPOB
koarynsauuu (X, IX, VII, II; mHeMoHuk «1972») u aByx
nuHTHOUTOPOB (hakTOopoB cBepThiBaHus (C u S). Takoe
KapOOKCUJIMPOBAaHUE CIIOCOOCTBYET IPUCOCAUHEHUIO
WOHOB KaJIbLIWSI, YTO HEOOXOAMMO IS OCBOOOXKIEHUS
y4JacTka, CBsI3bIBatoiero gocoaunua, 1 akTuBalliu BCeX
BUTaAaMUH-K-3aBUCUMBIX OEJIKOB.

Hecmotps Ha To uto aktuBauus ¢axkropa IX uHuU-
mmupyetcs win pakropom Xla, i komruiekcom Vila—T®
(II1), mocnenHuii cCYUTAIOT HAaMOOJIee BaXKHBIM TTyTeM aK-
TUBALIMU CBEPTHIBAHUSI KPOBU i Vivo. AKTUBUPOBAHHOMY
(akropy IX Heobxomumbl Kanbinii 1 KodakTop (PVIII)
JUTST TIpPUKPETIIEHUST K TpoMOoiuTapHomy dochomumnumy
n npeBpaieHus pakropa X B Xa. @akrop VIII neiicteyer
B Ka4eCTBE MOIIIHOTO YCKOPUTEJIST 3aBepIalonieii (hepMeH-
TaTUBHOU peakLMu.

®akrtop VIII, koTOphIii Takke Ha3BIBAIOT AHTU-
reMo@UIbHBIM (aKTOPOM, SIBISIETCS €AMHCTBEHHBIM
TOJIUTIETITUIOM, CUHTE3UPYEMBIM Pa3IMUHBIMU TKAaHSIMU,
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BKJIOUast cuHycoua mnedeHu. OH KomupyeTcsl OOJIbIIUM
reHoM (186 k6), pacroIoxkKeHHBIM Ha KOHIIE XPOMOCOMBI X.
Ananus komriemeHntapHoro JJHK (xJIHK)-pakrTopa VIII
MoKa3aJl HAJIMYMe ABYX TUIIOB MOBTOPSIIONIMXCS TOCTIE-
JIOBaTEJIbHOCTEN B O€JIKe, COCTOSIIIEM U3 TOMEHOB: Al-
A2-B-A3-C1-C2. AxruBanus dakropa VIII TpomOnHOM
MPUBOAUT K 00pa30BaHUIO TSXKEJIO- U JETKOLIETTOYeUHbIX
dparmentoB ¢akropa VIII. JJomeHBI A JIOKaIU30BaHBI
B 00oux ¢parmMeHTax, a JoMeHbl C — TOJBKO B JIETKO
menn. KoarymsgHtHasg aktuBHOCTH (pakTopa VIII acco-
nuupyetcs ¢ gjomeHamu A u C, Ho He B (3oHa coeauHeHust),
KOTOPBIN HEe 00JIafaeT MPOKOATYISTHTHBIMU CBOMCTBAMU.
IIpu mMonexkynsapHoMm aHanuse ¢aktopa VIII u apyroro
KoakTopa CBepThIBAaHUSI KPOBU (hakTopa V TIOKa3aHO
CXOICTBO 3TUX IBYX MosieKys. @akropel VIII 1 V nmeror
obmryto ctpykTypy (Al-A2-B-A3-CI1-C2) ¢ romonorueit
mexay nomeHamu A u C, yuem 1 00yCJIOBJIeHa KOaryJssHT-
Hasl aKTUBHOCTh 000MX Ko(dakTopoB. 30Ha B paszmmuna
y ¢pakTopoB VIII u V, Ho oHa He cBs3aHa ¢ UX QyHKLUEI.

®akrop VIII mupkynupyet B KpOBU B CBSI3aHHOM BUJIE
¢ ¢akropom B — OOJBIIMM TMIMKOMPOTEUHOM, TPOIY-
LIMPYEeMBbIM SHIOTEINABHBIMU KileTKamu (DK) u mera-
kapuouutamu. dakrop B ciayXuT BHYTPUCOCYIMCTHIM
oenkoM — Hocutenem mist dakropa VIII. CssbiBanue
dakrtopa B ¢ dakropom VIII (mocpeacTBoM aMUHOKHUC-
notHbIX octaTtkoB VIII ¢ 1649 no 1689) crabuwimnsupyer
mousekyay ¢dakrtopa VIII, yBenuuuBaeT ee mepuos Mmojy-
CYIIIECTBOBAHUSI BHYTPHU COCYy/a I CTIOCOOCTBYET €€ TPaHC-
MOPTY K MeCTy MoBpexaeHus. OnHaKo, YTOObI aKTUBUPO-
BaHHbIN (pakTop VIII MOT MPOSIBUTH CBOIO KO(DAKTOPHYIO
aKTUBHOCTb, OH JOJIKEH OTCOeNMHMTBCS OT (pakTopa B.
Bosneiictere TpomouHa Ha komruieke OVIII—DB mpu-
BOIMT K oTnesieHuIo (paktopa VIII ot Hecyiiero nporenHa
U pacCHIETIJICHUIO Ha TSKENIYIO M JIETKYIO TIEMH, KOTOPhIe
BaXKHBI JJISI KOaryJsiHTHOW akTuBHocTU (hakTtopa VIII.
Hpyraa ¢usnonorndyeckas poab komruiekca OVIII-DB
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3aKJII04YaeTCcsl B CMOCOOHOCTH (pakTopa B moBbIIaTh KOH-
neHtparuio ¢akropa VIII B MecTe moBpexneHust cocyna.
TTockonbKy HUPKYIUpYyloluii hakTop B cBsi3biBaeTCs Kak
C OOHaXEHHBIMM CYOIHAOTETUATBHBIMUA TKAHIMU, TaK
U CO CTUMYJIMPOBAaHHBIMY TPOMOOLIMUTAMU, OH HAIIpaBJIsIieT
(axtop VIII B 30Hy mopaxeHus, Tae MOCAeTHNI HE0OXO0-
JIUM JJIs1 yCKOpeHUs mpeBpalieHus paktopa X B Xa.

AxtuBanmst ¢aktopa VIII MoxeT mpoucxomuth mof
neiictBrueM pakTopoB Xa u IXa B mpucyrcTBuur pochou-
M1Ia, HaxosIerocs B (popMe aHMOHA, 1 MOHOB KaJIbITHSI.
DTa peakuMsi MpoTeKaeT 3HAYUTEIbHO MEMJIeHHee, yeM
TPpOMOMHAKTUBUPYEMas peakius in vitro. Takum o6pazom
npeanojaraloT, YT0 TPOMOMH — OCHOBHOU aKTUBAaTOD
(akropa VIII in vivo.

OOmwmii myTh. 3aBepllIeHNUE ITPOLIeCCa aKTUBALUM CBEP-
THIBAHUSI KPOBYU HA3BIBAIOT OOIIMM TIyTeM. B 210l cTannmn
¢axtop Xa cBs3aH ¢ pakropoM Va Ha GochoIUNMUaHON
MOBEPXHOCTU M B mpucyTcTBUM Ca’** (Tak Ha3bIBaeMBbIi
MPOTPOMOMHA3HBI KOMILJIEKC) MpeBpaliaeT IpoTpOMOUH
(daxrop II) B TpomOUH (haktop Ila).

ITpoTpoMOUH — HauboJjiee pacpoCTpaHEHHbIN (pak-
TOp CBEpPTHIBAaHMSI KPOBU B TUIa3Me€ M3 BCEX, 3aBUCH-
MbIX oT BuTaMuHa K. OH cuHTe3upyeTcs renaToludTamu
kak mpernporenTtun. [locTTpaHCISIIIMOHHBIE MPOIIECCHI
MOIUMULUPYIOT TPENPOTPOMOMH B 3peayl0 MOJIEKYTY
TOCPECTBOM KapOOKCWJIMPOBAHUSI OCTATKOB TJIyTaMU-
HOBOI KMCJIOTBI UM BCTpaMBaHUS YIJEBOIHBIX OOKOBBIX
merneit. 3penas MoJieKyJia IpOTPOMOMHA COJEPKUT YEThIPe
JIOMEHa: TepBbie ABa CBSI3bIBAIOTCS C MOHAMM KaJbLIMSI
u pochomUnMUaoM TpeTUid, BUTUMO, TAKXKe COCTUHSIETCS
C MOHAMM KaJIblLIMsI, a YETBEPThI CONEPKUT aKTUBHBIN
MPEAIIeCTBEHHUK CEPUHOBOM TTPOTEa3bl.

AKTHMBaLMs TPOTPOMOMHA B TPOMOMH MOXKET IIPOMC-
XOIUTh PA3TUIHBIMU TyTssMu. Pusnonorndecku Hanbosee
BaXHbII MyTh — 3a CYET ACUCTBUS MPOTPOMOMHA3HOTO KOM-
miekca (¢pakrop Xa + dakrop Va + ¢pocdonunun + Ca?).
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ITpoTpoMOMHa3a paciieniseT IpoTPOMOUH B IBYX MeCTax
(Arg 320 u Arg 271). Cpeny MpoOmyKTOB pacHIETIIICHUS
npeobyianaloT a-TpoMOUH (AaMUHOKUCIOTHBIE OCTAaTKU
272-579) n mpoTpoMOMHOBBIN (hparMeHT 1.2 (aMUHOKUC-
JIOTHBIE ocTaTKy 1-271). @akTop Xa B IPUCYTCTBMHA MOHOB
Kasblus 6e3 (hakropa Va crocodeH paciieruisiTh TPOTPOM -
OMH B Tex Xe Toukax (B OOpaTHOM MOpSIAKE), HO CO
3HAYMUTENIbHO MeHbIeit ckopocThio (B 300 000 pa3). Cam
TPOMOMH MOXET paclUerUIsiITb MPOTPOMOMH IO aMUHO-
KHCIIOTHBIM ocTaTKaM 155 n 284.

HeakTuBHBIN TpeaiiecTBeHHUK (akTopa V LIUPKY-
JUpyeT B TUIa3Me€ B BUIE OJWHOYHOTO TIOJTUIIETITUA,
aCUMMETPUYHOTO TauKompoTerHa. OH CUHTe3UpyeTcs
B TIEYEHW U MErakapuolUTax, MPUYEeM TEepPBbI BIIO-
caenctBum IpeBpainaercss B DV 1ua3Mbel, a BTOpoil —
B TpoMOounTapHbiii DV,

BzaumonetictBue dakropa V ¢ mporpoMOMHOM obecrie-
YUBAETCS C TIOMOIITHIO TPOMOOIIMTAPHOTO CKeJleTa Ha yJacTKe
IUIa3MaTUYeCKOil MeMOpaHbI, CBS3bIBAIOIIEM BCE 3Je-
MEHTHI TpoTpoMOonMTapHoro komiuiekca. Makrtop V
CIYXKUT PEeUenTopoM ISl MpUKpeIUieHus: ¢akTropa Xa
K aKTUBMPOBAHHBIM TPOMOOIIMTAM B MECTE TOBPEXIe-
Hust. PakTop Va TakKe CBSI3bIBAETCSI C TIPOTPOMOMHOM,
obseruas B3auMozeiicTere dakropa Xa v MpoTpoMOMHa.
IMpu ananuze kI AHK-dakTopa V mokazaHo, 4To ero no-
MEeHHasl CTPYKTypa aHajoruyHa cTpykrype akropa VIII,
npeacTtabjieHHoN Bbilie. I'eH ¢akTopa V J0Kanu3oBaH
Ha xpomocome 1. PakTop V mpeBpainaercss B aKTUBHbBIN
KodakTop Va 3a cyeT orpaHMYEHHOIO MPOTEOJIM3a TPOM-
ouHOM M pakTopoM Xa. TpomMOMH ymamsieT moMeH B,
MpeBpallas OJHOLIENIOYEUHbI Moaunentun gakropa V
B IBYXIIETIOUCUHBIH (pakTop Va.

TpoMOMH BI3BIBAET rUAPOaU3 UOPUHOrEHa 10 (HUO-
puna. @ubpunoren (M, 340 000) npexncrapiser coboii
CJIOXHBIA TJIMKOINPOTEUH, COCTOSIIUI M3 Tpex IMap He-
WICHTUYHBIX TTOJUIICTITUIHBIX IeIeil: ABYX O-, OBYX



30 lnaga 2

- u nByx y-1eneit. ®UOpUHOTEH — MPOAYKT TPEeX FeHOB,
KaXIbIii U3 KOTOPBIX KOAMPYET OAHY U3 PA3HOBUIHOCTEH
MOJUIMENTUAHBIX Lierneil. [eHbl crpynnmupoBaHbl BMECTE
Ha JUTMHHOM Tuteue XpoMocoMbl 4. DubpuHOTEeH CUHTE-
3UpYyeTCs] B OCHOBHOM TeNaTOllMTaMU, HO MPUCYTCTBY-
€T B Merakapuouutax u Tpombdbouutax. Ero cuHte3
WHAYLUUPYETCS TOBPEXIECHUEM TKaHel, BOCIaJEHUEM,
cTtpeccoM (cocTtostHUSIMU ocTpoil dasbr). PubpruHOTEH
WUTpaeT BaXHYIO POJb B HOPMAJIBHOM T'€éMOCTa3e, a TaKXKe
3a/IeiCTBOBAH B IpoOlIeccax Mpu HapyIIeHHOM TeMOCTase.
Takum o6pa3om, KpOBOTEUEHUE U TPOMOO3 — OOBIUHBIE
TIPOSIBJICHUS] WJIN KAaYeCTBEHHBIX, WM KOJUYECTBEHHBIX
U3MEHEeHUN B GUOpUHOTEHE.

TpoMOUH TIpexae BCEro pacuierisieT apruHUH-
TJIMIIUHOBBIE CBSI3U (hUOPUHOTEHA C OOpPa30BaHUEM JIBYX
nentuaoB (dudbpuHonentun A u dhudbpuHonentun B)
¥ MoHOMepa (pubOpuHa. DTU MOHOMEpPbl 00pa3yloT IMO-
JUMep, coenuHsisich 00K B 00k (pubpun 1), u ynepxu-
BAlOTCSl PSIIOM BOJOPOAHBIMU CBSI3SIMU (PacCTBOPUMBIC
(ubpunHoBBIe KOoMmIUIekchl). [locnenyrommuii ruapoans
3TUX KOMIUIEKCOB MpU ACUCTBUU TPOMOWHA MPUBOIUT
K BoiieneHnto udbpuHonenTuaa B. Kpome Toro, TpoMOMH
aktuBupyet paktop XIII, KoTophiii B IPpUCYTCTBUU KOHOB
KaJblnsl CBSA3bIBAET OOKOBBIEC IIETIM TOJMMEPOB (JTM3UH
C TJTyTAMUHOBBIMU OCTAaTKaMU ) U30TIENTUIHBIMU CBSI3SIMU.
Mexmy MOHOMepaMy BO3HUKAIOT MHOTOYMCIIEHHBIE TIepe-
KPECTHBIE CBSI3M, CO3MAIOIINE CETh B3aUMOACICTBYIOIINX
(ubpuHOBBIX BoJOKOH ((hubpuH II), BecbMa TpoOUYHBIX
M CIIOCOOHBIX YAEPXMBATh TPOMOOLIMTAPHYIO Maccy
Ha MecTe TPaBMBI.

Buonornueckue ¢ynkuun tpomouna. ITomumo oGpa-
30BaHus (pubOprMHA, TPOMOWH aAKTUBUPYET TPOMOOIIM-
Thl, (pakTOpbl U TPOGaKTOPHl KOATYJSIIIUU, AECUCTBYET
3a rpejieslaMy MeXaHu3Ma CBepThIBaHUS KpOBU. TpoMOMH
aKTUBUpPYeT (UOPUHOIUTHUYECKYIO cucTeMy. OH Takxke
BBI3BIBAET MUTPALIMIO JICMKOIIMTOB U PETYIUPYET TOHYC
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COCYIIOB U, HAKOHELl, CTUMYJIMPYS POCT KJIETOK, CIIOCO0-
CTBYET penapanuu TKaHeu.

AxtuBHOCTH (hakTopoB [—XIII MoXHO M3MEpUTH
B 1asMe. [lma3smy mpuroraBiavBaioT C A00aBIEHUEM
B LIEJbHYIO KPOBb CBSI3bIBAIOLIEro KajbLIMil BelllecTBa
(uutpat HaTpusi). Korma KpoBb B TpOOMpPKE CBEpTHIBACTCS
B OTCYTCTBHE XEJIATUPYIOIIETO areHTa WIM aHTUKOoary-
JIsTHTa, 00pa3yeTcst cbiIBOpoTKa. CHIBOPOTKA HE COACPKUT
¢udbpuHoreHa, gaxropon II, V u VIII, nockoabKy oHU
VTWIN3YIOTCSI B IIpoliecce obOpa3oBaHusl crycrka. [lpu
aktuBauuu daktopos V u VIII He3HAUUTETBbHBIM KOJINYE-
CTBOM TPOMOMHA B ITPOOUPKE WIM in Vivo UX aKTUBHOCTh
OBbICTpO Mcye3aeT, nmoaToMy (aktopsl V u VIII HazbiBatoT
JIaOMIBbHBIMY (haKTOpPaMU CBEPTHLIBAHMS.

NPOTUBOCBEPTbLIBAHOLLIAAl CACTEMA KPOBHW

OCHOBHOI UHTUOMTOP TpOMOMHA — aHTUTpoMOMH 111
(TU1a3MUHOBBIN aHTUTPOMOMH), KOTOPBIH CIY>KUT OCHOB-
HBIM BEIIECTBOM, HEOOXOOMMBIM [JIsI pabOThI remaprHa
KPOBH, BBIPA0ATHIBAEMOTO TYYHBIMM KJIETKaMU. Takke
CYIIIECTBYIOT TaKue TUIa3MeHHBbIe OeJIKM, KaK TPOTEHWHBI
C u S, akTuUBHUpYIOIIYE IJJTa3MUHOI€H, TO €CThb YCKODSI-
fonue (puOPUHOMM3 U paclIerisione pakrop V cBepThi-
BaHMsI KpoBu. CMHTE3 3TUX OCJIKOB IIPOUCXOINT B TICUYCHHU
U 3aBUCHUT OT MpucyTcTBUs ButamuHa K. Haxomsmmiics
Ha MeMOpaHaX 9HAOTeJUATbHBIX KJIETOK TPOMOOMOIYINH
CBSI3bIBA€T TPOMOWH, B WMHTUOMIIMM KOTOPOTO TaKXkKe
YYacCTBYIOT TPOMOOIIJIACTUHEL.
Bo BpeMsi GepeMEHHOCTH MPOUCXOIST CIEIyIoIIre
MPOLIECCHl B CUCTEME reMocTa3a:
e yBeJIMYEHME BCeX (DaKTOPOB CBEPTHIBAHUSI KPOBU
(xpome X1, XIII);

e yBeJIMYEeHUE aKkTUBHOCTU (hakTopa VIII;

e yBeIMYeHUe YpoBHs (prOprHoreHa HauuHas ¢ 10 Hex,
OepeMEHHOCTH;

e CHIDKeHUE (GDUOPUHOIUTUICCKON M aHTUKOATYJISILIV -
OHHOM aKTUBHOCTH;
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e cHUKeHue akTuBHOCTU (pakTopoB XI u XIII;

® CHIDXKEHUE aKTUBHOCTU U yPOBHS aHTUTpoMOMHa I11
(AT III), mpoteuna S, pubpuHOIM3A;

® YPOBEHb TPOMOOLIMTOB — MPAKTUYECKU HE MEHSIETCSI.

2.2. ®AKTOPbI PUCKA TPOMBOTU4ECKUX
OC/IOXXHEHWW Y BEPEMEHHbIX

ITpu4rHBI TPOMOOIMOOINYECKUX OCTOXKHEHUI MHOTO-
(baKTOPHBI, CJTOXKHBI U JO CUX ITOP IO KOHIIA HE N3YJCHEL.
IIpu HapyllleHUM BEHO3HOTO KPOBOTOKA, reMOCTaThye-
CKOro romMeocTas3a, MOBPEXIECHUU COCYIOB BO3HUKAET
TOBBIIIIEHHAS! CKJIOHHOCTh K BHYTPHUCOCYIMCTOMY CBEp-
TBIBAHUIO KPOBU U TpoMOooOpa3zoBaHuio. Bmecte ¢ Tem
BHYTPUCOCYIUCTOE CBEPThIBAHUE KPOBU, 1a’K€ MAaCCUBHOE,
He BCerma nepexoauT B TpoM003. JIMKBUIALs HapyIeHU
reMocrasa, a Takke yJaydllleHne BeHO3HOTO KPOBOTOKA —
OCHOBHBbI€ HampaBjieHUsl B Mpo@UIaKTUKE BEHO3HBIX
TPOMOO30B.

bepeMeHHOCTh cama Mo ceOe MOBLIIIACT PUCK BO3-
HUKHOBEHMSI BEHO3HBIX TPOM0030B B 5—6 pa3. Cpenn
MaTOTEHETUICCKNUX MEXaHU3MOB, OOBSICHSIIOIINX 3Ty B3a-
MMOCBSI3b, IIEPBOCTEIIEHHOE 3HAUCHUE UMEIOT CAaBJCHUE
OepeMEeHHO MaTKOM HUXKHEM MOoJIOi BEHBI U TTOAB3AO0LI-
HBIX BEH, yBeJIWUYeHUE O00beMa IMUPKYIUPYIOUICH KPOBU
1 HEIOCTaTOYHOCTb BEHO3HBIX KiaanaHoB. CylIecTBYIOT
TakXke Tpeapacriojiaratromue (pakTopbl, TaKUe KakK TEH-
IEeHINST K CTa3dy B pe3yjbTaTe TOPMOHAIBHBIX M3MEHE-
HUM, cocTosiHuEe (PU3MOJOTMUECKON TUIEPKOATYJISILINN,
00YCJIOBJICHHOE U3MEHEHUEM PEOJIOTUYECKUX U CBEPThI-
BaIOIIMX CBOMCTB KPOBU M MHTUOMIINM (DUOPUHOJIM3A.

ITaTtoreHe3 TpoM003a CBsI3aH C TPeMsI OCHOBHBIMU (PaK-
TopamMu (Tpuama BupxoBa): moBpexXIeHUEM COCYIUCTOMN
CTEHKM, HapyIICHNEM KPOBOTOKa (CTa3) M M3MEHEHHEM
CBEPTHIBAIOIIMX CBOMCTB KPOBU. Posib Kaxxaoro us nepe-
YUCJICHHBIX (DaKTOPOB B BO3HMKHOBEHUM Tpom0OO3a



