FTEMOCTAS

Ucnonb3YEMbBIE TEPMUHbI, COKPALYEHUSI U ABEPEBUATYPbI

a — aktuBHbIH. Jlo0aBisieTcs K puMCKO-IIM(DPOBOMY Ha3BaHUIO (paKTOpa CBEPTHIBaHHS (HAIIpUMED,
Xa, Vlla, Va) npu ero aktupaum,

cepmuH — Serpine, serine proteinase inhibitor, uHrKOUTOpP CEpHUHOBBIX MpOTEA3,

BMK — BBICOKOMOJIEKYJISIPHBIM KHHUHOTEH,

APC — activated protein C, aktuBHsIii nporens C,

t-PA — tissue plasminogen activator, TkaneBoii akTHBAaTOp IJIa3MHUHOTCHa,

u-PA — urokinase plasminogen activator, ypokiHa3HbIl aKTUBATOP IUIA3MHHOTEHA,

PAI-1 — plasminogen activator inhibitor-1, uHrHOMTOpP TKAHEBOTO aKTHBATOPa IJIA3MHUHOI'€HA,

PAF — platelet-activating factor, ¢akrop akTrBanuu TpOMOOLUTOB,

PAR — protease activated receptor, pemenTopsl, akTHBHpYEMbIE IIPOTEa30ii, pelenTopbl TPOMOHHA,

GP — glycoprotein, rimukonpoTernHOBBIN PELENTOP TPOMOOIIUTOB,

EPCR — endothelial cell protein C receptor, peuentop k nporenny C Ha S3HIOTEIHATBHBIX
KJIETKaX,

TAFI — thrombin-activatable fibrinolysis inhibitor, TpomMGuH-akTHBHPYEMBbIH HHTHOUTOP GHOPH-
HOJIN3a,

TF — tissue factor, TkaneBoii paxTop,

TFPI - tissue factor pathway inhibitor, uaru6urtop nmytu TkaneBoro dakropa.

I'emocTa3 — 370 COBOKYNHOCTh MOP(HOGYHKIIMOHATIBHBIX MEXaHU3MOB, KOTOpasi o0ecreurBa-
eT:
o OBICTPYIO OCTaHOBKY KpPOBOTEUEHHS W TIPEIOTBpAIICHUE KPOBOMOTEPH TPHU IOBPEKICHUN
KPOBEHOCHBIX COCY/OB (CBEpTHIBAIOLIAs CUCTEMA),
o TOAJEpX aHUE KHUJIKOTO COCTOSHUS KPOBU BHYTPH COCYIOB (IIPOTHBOCBEPTHIBAIONIAS CHCTE-
Ma).
ObecnieueHre OCTAaHOBKH KPOBOTEYEHHUSI W HOPMAJIM3ALUU KPOBOCHAOKEHUSI TKaHEH peau-
3yeTcs B TpU JTana:
1. Cocynucro-TpomMGouMTApPHBIN (TIEpBUYHBIN) reMocTa3 — oOpa3oBaHHe TPOMOOLUTAPHOM MPOO-
ku (Oenoro Tpomoa).
2. KoaryasiuMoHHbIH (BTOPUYHBIN) reMocTa3 — popMupoBaHue GUOPHUHOBOIO CTYCTKA.
3. ®udpuHOIM3 — yIaneHne Tpomoa, pactBopenne GuOprHa M BOCCTAHOBIICHHE KPOBOTOKA.

Kak ams xoarynsuuu, Tak ¥ Ui HOJJAEPKaHUs KHUJIKOTO COCTOSIHUS KPOBU TPeOyIOTCS MHO-
roYrcieHHbIe BemecTBa. CHHTE3 THX BEMIECTB OCYIIECTBISIETCS B TPOMOOIUTAX, YHIOTEIHOIH-
Tax, pudpobdiacrax, MoHOLIMTaX. MHOTME OEIKK reMOoCcTa3a CHHTE3UPYIOTCS B TICUEHHU.

Posnb neyeHu 8 2emMocmase

B nedenn npoucxoauT CUHTE3 YYaCTHHUKOB reMocrtasza — (pakTopoB cBepThiBaHus KposH |, II,
V, VII, VI, IX, X, Xl, XIl, aatukoarynsuuonusix nporenHoB C u S, anturpomouna |1, mrazmu-
HOT€HA, MPEeKAJUTMKPENHA, BBICOKOMOJIEKYIISIPHOTO KHHUHOTEHA. MHOTHE U3 3TUX COCTUHEHUN CHH-
TE3UPYIOTCS TAKXKE B KIETKAaX, HEMOCPEICTBEHHO YYaCTBYIOIIMX B T€MOCTa3e — TPOMOOIUTaX, dH-
JOTEIINH, TeHKOINTAaX.

O6meit xapakTepHoit ocooernnocteio dakropoB I, VII, IX, X, nporennoB C u S sBusercs
HaJM4HE B UX COCTaBE Y-KAPOOKCHIIYTAMUHOBOMH KMCJIOTHI. JTa aMMHOKHCIIOTa 00pa3yeTcs mpu
MOCTTPAHCIIAIMOHHON MOAM(UKAIIMN YKa3aHHBIX OEJIKOB ()EPMEHTOM Y-TIIyTaMHUIKapOOKCHIIa30ii,
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kopepmMeHTOM KOTOpou sBisiercs: ButaMuH K. y-KapOokcurmyramar mo3BosisieT BuUTaMuH-K-
3aBMCHMBIM GenkaM TIpH ydacTun noHoB Ca®’ CBA3BIBATHCSA C KHCIBIMH (OCHOIUMMIAME HA HO-
BEPXHOCTH AKTUBUPOBAHHBIX KIIETOK.

[TocTtynuBmwmii B meduenb ButamuH K (HadToxuHoH) BocctanaBnuBaercss HA JIOH-3aBucumoit
ButamuH K peaykra3soii c oOpa3oBanuem auruapoxuHoHa Butamuna K. 3arem, B xone ¢pepmenTa-
TUBHOH peakluu, JUTHIPOXUHOH OKHCIISETCS U 00pa3yeTcs HeaKTUBHBIN 2,3-3mokcu BuTamuHa K.
Pereneparus smnokcuja B JUTHIPOXUHOH OCYIIECTBISICTCS peayKTazaMu, KOGEepMEHTOM KOTOPbBIX
ABJIIETCS OEJIOK THOPEAOKCHH.
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1.CocyanctToO-TPOMBOLUTAPHbBIUN TEMOCTA3

OCHOBHBIMU KOMIIOHEHTaMH COCYAUCTO-TPOMOOIIMTAPHOTO reMOCTa3a SABISIOTCS:
1. CTeHka KpOBEHOCHBIX COCYJIOB — SHAOTENUI U CyO3HJ0TeNNi, OazanbHas MeMOpaHa.
2. Kitetkn KpoBH — TPOMOOIIHTHI.

1.1. COCYANCTASI CTEHKA

Cocyaucrasi cTeHKa COCTOUT M3 TPEX CJIOEB: HHTHMAa (3HIOTENUH, CyOIHAO0TENN 1 6a3aib-
Hasi MeMOpaHa), Meius (TJIaJKOMBIIIIEYHbIE KIETKH), AIBEHTULMA (COCAMHUTENIbHAS TKaHb).
DYHKIUSIMHU COCYAUCTON CTEHKH SIBIISFOTCS:
1. MexaHnueckoe orpaHU4eHHUE IOTOKA KPOBH.
2. Perynsanus KpOBOTOKA — CYKEHUE U PaCIIUPEHHUE COCY/IOB.
3. Y4dacrtue B remocrase:
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CeKpenus B KpoBb (haKTOPOB CBEPTHIBAHMS, aHTUKOATYJISAIIMN U (prOpuHOIIN3A,
HKCIO3ULIMS Ha MeMOpaHe YHIOTENHS PELeNTOPOB s (PaKTOPOB FeMOCTa3a,
CBSI3BIBAHHE TPOMOOIIUTOB C KOJUTAr€HOM 0a3abHON MEeMOpaHbI.

Ponb aHOomenus

DHIOTENNHN TPeCTaBIIsIeT CO00l MOHOCIION KJIETOK, HEMPEPHIBHO BBIACISAIONIMX HA CBOIO IO-
BEPXHOCTh Pa3HOOOpa3HbIe OHMOJIOTMYECKH AaKTUBHBIC MOJICKYJIBI, OOECIICUYMBAIOIINE TEMOCTA3.
Cpenu 3TUX MOJICKYJI HMEIOTCSI KaK aHTHKOATYJISIHTBI, TaK U IPOKOATYJISIHTHI.

JIJisi TOHMMaHUsT POJIM SHAOTENHSI B TEMOCTa3e HEOOXOAMMO MPHUHSTH JBA €r0 COCTOSHUS —
NMOBpeXIeHHOe (aKTUBHOE) U HeNMOBPeKIeHHOoe (CIIOKOWHOe). B HEMoBpeKIeHHOM (CITIOKOHHOM)
COCTOSIHUM SH/IOTEINI UHTAKTEH, T.€. OH HE CMAuUBaETCs, €r0 JJAMHUHAPHAsE CTOPOHA 3apshKeHa OT-
pHUIATEeNLHO, YTO OTTAIKUBACT TPOMOOIUTHI, OH aKTUBHO 00pa3yeT aHTHKOATyISTHTHBIC BEIIECTBA.

COGAMHGHMH, CceKkpeTupyemMmbie CNOKOWHbIM dHAoTeNnnem
Ha memOpane HEAaKTHBHOTO SHAOTEIHOLUTA IMPHUCYTCTBYIOT PpenenTopbl i TpoMmOuHa
(rpoméomonyaun) u nporenna C (EPCR), yuyacTByromue B aHTHKOATYJISTHTHOW aKTUBHOCTH WH-
TaKTHOT'O HJIOTENHA.
B kieTkax HENMOBPEKIECHHOIO HAOTENINS CUHTE3UPYETCsl OOJIBIIOE KOJIMYECTBO pa3HOOOpas3-
HBIX COEJIMHEHH, MPEMATCTBYIOUINX CBEPTHIBAHUIO KpOoBH. Hambornee 3aMeTHBIMU Cpelid HUX SIB-
JSIFOTCSL:
1. Alda3a, ruaponusyromas BeiiessieMbiii TpombonuTamMu AJI® (cTUMYISTOP UX arperamum).
2. MOUIHBII aHTUKOAryJsSHT renapaHcyJibdar, cocrasiser 10 80% MPOTEOrIMKAHOB TIMKOKATUK-
ca,
3. Bazoauiatupyomue GpakTopsl:
o (akrop penakcanuu 3ug0TeNNs (oKkeHa azora, NO) — Ba3zogumararop,
o mpoctanukyuubl (Pgl) — 3iiK03aHOMBI, CHUKAIOT arperanuo TPOMOOLUTOB U PACHIHPSIIOT
MEJIKUE COCY/IbI,
4. TkaneBoii akTuBaTop miasmunorena (t-PA, tissue plasminogen activator) — aktusupyet ¢ep-
MEHT IUIa3MMH, paszpymaomuil puépruH B chopMUpoBaHHOM TpomOe.
5. Murn6urop nyru tkaHeBoro ¢akropa (TFPI, tissue factor pathway inhibitor) — 6nokupyer
3aIlyCK CHCTEMbI CBEPTBHIBAHHSI TEM, YTO OH HHTHOUPYET KOMILIEKC TKaHeBoro ¢akropa (¢.Vlla-
TF) , kak crnejcTBHe, akTUBAIHIO (hakTopa X.

CoeauHeHusl, ceKpeTUpyeMble akTUBUPOBaHHbLIM 3HOOTENUEM
OHAO0TENUI MOXKET aKTHBHPOBATHCSI MEXAaHUYECKUM TOBPEKICHUEM, IMTOKMHAMH, THITOKCH-
eil, UIMMYHHBIMH KOMIUIEKCaMH, HH(EKIMOHHBIMU areHTaMu, rucTaMuHoM. Ha cTuMynupoBaHHbBIX

DHJIOTEIHOIMTAX CHIKACTCS KOJIMYECTBO TPOMOOMOTYIMHA, OHU HAYHMHAIOT CEKPETHPOBATH MOJIE-

KYJIbl C HPOKOATYJISIHTHOI aKTUBHOCTBIO!

1. Tkanesoii pakrop (TF, tissue factor, TkaneBoii TpomGonnacTuH, pakrop III) — cBsi3an B MeM-
Opane ¢ kucibiMu pochomumuaamu (docharuauicepus u GochaTuauidTaHONAMIH), QYHKIU-
OHHUpYET Kak perentop u kopakrop ¢pakropa VIIL

2. Uurn6urop akruBatopa miaasmuHorena (PAI-1, plasminogen activator inhibitor-1) — 6ioku-
pyeT peaknuu (HUOpWHONHM3A TEM, YTO HHAKTHBHUPYET NEHCTBHE aKTHBATOpa IUIA3MHHOTCHA
t-PA.

3. ®akrop Buauedpanaa — ouens kpynusiii (MM 1o 20 miH Jla) MyJIbTUMEPHBIH TIIMKOIPOTEHH,
BBITTOJTHSIONINHA (QYHKIIHA

o TPHUKPEIUICHUsI TPOMOOIMTA K CYOIHAOTENHAILHOMY KOJUIAreHy B MOBPEXKAEHHONW CTEHKE CO-
cyna (aare3ust) yepe3 TpomoOonuTapHbiii penentop GPIb,

o cBs3bIBaHUSA U 3amuThl pakTopa VIII B kpoBoTOKE OT akTUBHpOBaHHOTO npoTenHa C,

o nocraBka ¢akropa VIII B 30Hy noBpexaenus (T.K. cam (axrop Bumnebpanna 3mecs 3anep-
JKUBAETCH).

4. DHIOTEJIUHBI — CBS3BIBASCH C PEIENTOPAaMH Ha TJIaJKOMBIIICYHBIX KJIETKAaX, CTUMYIHUPYIOT
CY’KE€HHE COCYIOB.
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5. ®dakrop akruBanmuu TpomoountoB (PAF, platelet-activating factor) — BeI3bIBaeT arperaruio
TPOMOOLIUTOB.

Ponb cy6aHdomenus

bonbiias yacTh KOMIIOHEHTOB CYOHOTEIUSI CUHTE3UPYETCS U CEKPETUPYETCS SHI0TEIHAIb-
HBIMU KJIETKaMHU.

Knerku, Haxomsmecs moxa suaoTenuem (Makpodaru, pudpodaacTel), UMCIOT Ha MOBEPX-
HOCTH TKaHEBOW (akTop (TkaHeBol TpoméomiaacTun). [Ipu CBsI3pIBaHMM TKaHEBOIO (akropa C
daxropom VIla npu nammuuu nonos Ca’* popmupyercs KoMIuIeKc, akTuBupyromuii gakrop X. Ita
peaxius SBJSETCs IyCKOBOM JIIsl poliecca CBEPThIBAHUS KPOBH.

baszanbHasi MembpaHa
bazanbHas memOpaHa COaepKHUT
1. Koniarennl — rinaBHble GuOpHUIsipHBIE 0K BHEKJIETOUHOTO MaTpukca. KosiareH cBs3biBaeT-
cst

o ¢ GPla-penenrropamu TpoMOOITUTOB, OIarogaps 4eMy MPOUCXOANT aare3us TPOMOOIIMTOB Ha
MOBPEXKICHHON TTOBEPXHOCTH,

o ¢ GPlb-penenropamu TpoMOOIKTOB Uepe3 (pakrop Bumiedpana.

2. CTpyKTYpHBIE U are3UBHBIC OCIIKHU:

o (MOPOHEKTHH — TJIMKOMPOTEUH, COCTOSIINNA U3 ABYX MPAKTHYECKH WJACHTUYHBIX MOJIUMEMN-
TUIHBIX 1ened. [IpuHamIeuT Kk ceMeicTBy aAre3uBHBIX OENKOB, HATMYUE CBSA3BIBAIOIINX
JIOMEHOB TI03BOJIIET O€NKY (PYHKIIMOHHUPOBATHh KAK MOJEKYJSPHBIA Ki€H, COeAUHSIOMINN
pa3Hble MOJIEKYJIbI (HalpUMep, PELEnTOPhl TPOMOOIIMTA U KOJUIATEH).

o0 BHUTPOHEKTHH — MOJU(PYHKIIMOHATHHBIA TTTIMKOMPOTEUH, BBIMOIHACT (GYHKIIUU aAre3uH, KaKk
u ¢pubponextun. Taxke aktuBupyet 6enok PAI-1, KOTOPBIH IpHU OTCYTCTBUM BHTPOHEKTH-
Ha HE B COCTOSIHUU BBITIOJHATH CBOIO (PYHKIIHIO (TTo/1aBieHre PrUOPHUHOIN3A).

1.2. TPOMBOLUMNTHI

TpoMOOLIUTEI — 3TO KJIETKH, OTBETCTBEHHBIE 32 (POPMHUPOBAHUE NIEPBUUHON TPOMOOLIUTAPHON
IPOOKH B 30HE MOBPEXKAEHUS 3a CUET aAre3uu U nocieayromei arperanuu. Cou 3agauu TpomMoOo-
IIUTHI BBIMOJHAIOT Ojarojaps pasHOOOpa3HbIM CeKpeTHPYeMbIM MOJIEKYJIaM U IPH Y4acTHH pe-
HeNTOPOB K CTUMYJISATOPAM U MHTHOUTOpaM KOaryJssiuu.

Ponb rpaHyn
TpoMOOLUTEI UMEIOT PAa3IUYHbIE IPAHYJIbI, KOTOPbIE BBIJICIAIOT CBOE COAECP)KUMOE B CHUCTE-
MY KaHaJIbIIEB OTKPBITOTO THIIA, T.€. CBSI3aHHBIX C BHEKJIETOYHBIM ITPOCTPAHCTBOM.
1. a-I'panyns (alfa-rpanynsr), cogepxar g0 30 pa3nuuHbIX OENKOB, HaHOOJIEE 3aMETHBIMU CPEIH
KOTOPBIX SIBIISFOTCSL:
o B-TpoMO0OrN00yaMH — MHTUOUTOP CHHTE3a MPOCTAUKIMHA B DHIOTEINOIMTAX, BBIICIACTCS
710 CEKpEeLUH Ipyrux OeNKoB. SIBiseTcss MapKkepoM aKTHUBUPOBAHHBIX TPOMOOIUTOB.
o TpoMOouuTapHble (GaKTOPBI KOAryJsUU, HAIpUMEp, Takue Kak ¢puOpuHoreH, pudbpuHcTa-
ounusupyomui pakrop,
o HMHruOuTOp akTMBaTopa miaasmuuorena (PAIl-1, plasminogen activator inhibitor-1) — mo-
JaBIsieT peakuu GuopuHOIN3a,
¢dakrTop akruBanuu TpomoounToB (PAF, platelet-activating factor),
¢akTop BuiiiedOpanaa — obecreunBaeT aare3uio TpOMOOIUTOB,
(puOPOHEKTHH — a/Ire3UBHBII OEJIOK, CTOCOOEH KOHTAKTUPOBAThH C KOJIJIAr€HOM U TPOMOOIIH-
TaMu, 00pa3ys "MOCTHUKU" MEXIy HUMH,
o BHMTPOHEKTHH — a/Ir€3UBHBII O€JIOK, B3aMMOACUCTBYET C HHJIOTEIMOLUTAMHU U TpoMOoLUTa-
MU,
TPOMOOCTIOHIMH — OEJIOK, OTIOCPEAYIOIIHNI aAre3ui0 TPOMOOIIUTOB K CyOIHIOTEIIHIO,
TpombouuTapublii paxkrop pocra (PDGF, platelet-derived growth factor) — ctumynsitop
pocTa SHAOTETUOLUTOB, GUOPOOIACTOB, IITAKUX MUOLIUTOB.
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2. 6-I'panysnel (delta-rpanysbl, MIOTHBIE TeJAbIA) BKIOYAIOT aKTHBATOPHI COCYIMCTON PEAKIHH U
arperanuy TpoMOOIIUTOB:
o AA® u ATO,
o Ba30aKTHBHbIE AMHHBI — CEPOTOHHH, J0(aMHH, TUCTAMUH,
o uonsl Ca?*

3. y-I'panynsl (gamma-rpanyibl) — 3TO JIM30COMBI, COJEPKAIIUE TITFOKO3HM1a3bl, IEPOKCUAA3Y, IC-
Tepasbl, KUCIyro docdarazy u ap.

4. A-T'panynsl (lambda-rpanyiiel) — coaepkat OeIKH, HEOOXOMMbIC BIIOCICACTBHH IS PE30POIIMH
CTyCTKa IIPHU BOCCTAHOBJICHUH IIEJIOCTHOCTH COCYIAMCTOM CTCHKH.

Ponb peuentopoB

JUist CBS3BIBAHMS PETryJIMPYIOIIMX JIMTAH0B HA MeMOpaHe TPOMOOLIMTOB HAXOIATCS pelen-
TOPBI IS

o TpombmuHa — peuentopel PARL (protease activation receptor), TpomOuH siBisieTcsi Hauboee
MOIITHBIM M3 U3BECTHBIX aKTHBATOPOB TPOMOOIIUTOB,

dbakropa Bumiebpanaa — peuentopst GPIb,
¢pudpunorena — peuenropst GPIIb/I11a,
HEaKTHBHBIX U aKTUBHBIX (opM ¢akTopoB cBepthiBanus Xl, X, IX, VIII, V,
TpoMOOKcCaHa,
Kos1arena — perenropsl GPla/lla,
Al® — peuentopsl P2Y2 u P2Y12,
CepOTOHUHA, TUCTAMHHA.
Y HEKOTOPBIX YKa3aHHBIX PELENTOPOB HET y3KOW CHenu(pUIHOCTH, U OHU CIIOCOOHBI CBS3HI-
BaTh pasHbie Juranapl. K npumepy, perentop GPIb — ogHoBpemenHo perientop u s (akropa
BuineOpanna u 1yt TpoMOMHA. B akTUBHBIX TpoMOoOIMTax Ha MeMOpaHe HAaXOAWUTCS PELEnTop
GPIIb/Illa, npeumyIeCTBEHHO B3aUMO/ICHCTBYOMIHIA ¢ (PUOPHUHOTCHOM, HO OH MOXET MPUCOC/IHU-
HATH U pakTop Bumnedpanna.

Taxoke B TpoMOOLIMTaX UMEETCS COKPATUTENbHBIN OeTOK TPOMOOCTEHUH (pEeTpaKkTo3uMm), Oe-
JIOK TTOJTOOHBIH aKTOMHO3HMHY, IPUMBIKAEeT K BHYTPEHHEH CTOpOHE MEMOpaHBI U CBSI3aH C BHYTPH-
KJIeTOYHBIM JoMeHoM perenitopa GPIIb/Ila.

O O 0O O O O O

1.3. COBbITUA COCYAUCTO-TPOMBOLUTAPHOIO FTEMOCTA3A

B kpoBoToke noctosHHO copepxutcs ot 20 10 40% akTUBUPOBaHHBIX "HeXKYpHBIX" TpoMOO-
IIUTOB, TOTOBBIX NpPHU MOSBICHUH MOJIEKYJ aAre3ud MOMEHTAJIbHO HauaTh MPOLIECC CBEPTHIBAHUS
KpoBU. B mporiecce TpoMOOIMTapHO-COCYAMCTOTO B3aUMOJEHCTBHS Pa3InYalOT CTaJuM aJre3uu,
AKTHUBALIUU U arperanuu.

Adze3usi
[Ipy NOBpEXJEHMHM CTEHKHM COCyJa M3 DHJOTENHS BBICBOOOXKIAIOTCS OCNKM aAre3uu, B
nepByto ouepeas paxkrop Bunnedpanna, oOHakaeTCsl KOJJIareH U CO3JaeTcsl yyKepoaHas "TpoM-
OoreHHast" KOHTaKTHas MOBEPXHOCTh. OHA aAre3upyer TPOMOOIUTHI U 3aIyCKaeT MPOIIECC CBEPTHI-
BaHus. [Iporecc anresmu 3akirodaeTcss B MPUKPEIUIEHMH TPOMOOIMTOB, OKa3aBIIUXCS B 30HE I10-
BPEXKACHUS, K CyOIHI0TETHAIBHBIM CTPYKTYpaM.

Peuenmopsit TpomBouuTs!
GP la/lla
Pouenmopu GP Ib
- -

Konnauu Oumop Bunnebpanda

Cxema agrezun TpoMOoUNTOB Ha DazanbHoil MeMmOpane
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[Tpu 5TOM TPOMCXOAUT MPAMOI KOHTAKT TPOMOOIIMTOB M KOJUIareHa 0a3aabHON MeMOpaHbI
yepe3 TpomOonurapusie perentopsl GPla/lla. OnHoBpeMEHHO, BBIZCICHHBIA U3 MOBPEKICHHBIX

SHIOTEIUOIUTOB (p.BuirsiedOpanaa CBA3BIBACTCS OJHOM CBOCH YacCThIO ¢ TPOMOOIIUTAPHBIM pEIel-
topom GPIb, a apyroii — ¢ Ko/uTareHoOM CyOIHIOTEHSL.
[Tocne mpuKperIeHNs K MOBPEXKICHHOW MOBEPXHOCTH TPOMOOIIUTHI aKTUBHPYIOTCSL.

Akmueauyusi
Anresus TpoMOouToB K Kojutareny (pemenropsl GPla/lla u apyrue) m B3amMomeicTBre C
dakTopom Buineopanna (peuentop GPIb) nmpuBoauT k X akTHBAIUH.
Ces3eiBanne (akropa BumneOpanma c¢ pementopom GPIb  3amyckaer dochoaumua-
KaJbI[HEeBbIii MeXaHW3M IIepeJauyd CUTHAJa, YTO, B KOHIIE KOHIIOB, NMPHBOIHWT K IOBBIIICHUIO

BHYTPUKJIETOYHOM KOHIIeHTpanuu noHoB Ca?* u akTuBanuu nporennkunassl C. B pesynbrare:
o uHruompyercs ATd-3apucumas aMuHOGOCHOIUNUA-TPAHCIOKA3A,

HOIICPKUBAIOIIAs
MeMOpaHHYI0 acUMMeTpuo poconunuaos. Ha Hapyx HOM OBEpXHOCTH MEMOpPaHBI MOsIB-
JII€TCA OTPULIATENIBHO 3apsDKCHHBIA (pocaTuamiIcepud. BmecTte ¢ HUM Ha IOBEPXHOCTH

BBIXOJHT IJIMKONPOTEHH (TKaHeBOI (pakTop) U MeMOpaHa CTAHOBUTCS IIOBEPXHOCTHIO JUIS
B3aMMOJICHCTBUS IJIa3MEHHBIX (PAaKTOPOB CBEPTHIBaHMS. JTa MOBEPXHOCTh HA3bIBAETCS
TPOMOOUMTAPHBIN TPOMOONJIACTHH.

o IIPOUCXOIUT COKPAIICHHC Oenka TpOM6OCTeHI/IHa, B pE3YyJIbTATC MPOUCXOAUT ACIrPAHYIANINA
" HAPYXKYy BBICBO60)KI[8.I-OTC$I (baKTOpr, yYcuwinBauime aare3snuto u arperamnuro,

o HU3BMCHACTCA (bopMa TpOM6OIII/ITa, MOABJIAIOTCA IICEBAOIIOANN, U OH PACIIACTBIBACTCA HA KOH-
TaKTHOM IOBCPXHOCTH,

TpombBuu
C OHWH
= -> TxA2 ®akrop BunneGpanna AQ®
I
) | D = — — >
e ‘ T
\ Genox
\
\ ~ ®
\
\ Adexnunam-
\ yuxnasa 1o ®ocgponunaza C
\
\
\ ATm / oND;
\ yAMe Ho3
‘l AKTUBALMS
. ® (9/' IIb/ITIa-peuenTopos
\
\
24 et a2+ — 5 a2+ Amunococponunud-
\\ - e ca mpanumau
\
. o WO
|| TpombocTenuH
\
\ @occhonunaza A
' Yuknookcuzexasa
\

raw i 4

Aerpanynauna N3meHeHwe
Dochonunuabl
ApaxuaoHosas

Tpombokcan A2  yucnora

dopmbl
TpombounTa

BHYTpHKNCTOUHBIE peakilii NpH aKTHBALMK TPOMOOLNTA

o MPOUCXOAUT akTuBauus pochoannassl A2, kotopas oT GochaTuaIXxoaTuHa MEMOPAHbI OT-

HIEIUISIET apaxuJIOHOBYIO KUCJIOTY M U3 HEE CUHTE3UPYETCS TPOMOOKCAH A2 — CHIIbHBIN
WHJIYKTOP arperamuy TPOMOOITMTOB W Ba30KOHCTpUKTOP. [lox ero nmedicTBueM M3 aKTHBH-

POBAaHHOTO TPOMOOIIMTA YCKOPSIETCS BHICBOOOXK/I€HNE aKTUBHBIX BEIIECTB (TPOTPOMOMHA,
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PAF, AJI®, nonos Ca?*, cepotonnHa, TpoMboKcaHa A2 | JIp.), 9TO MOICPKUBACT H yCHU-
JTUBAET aKTUBAIUIO ITOT0 U CJIEAYIOIIHX TPOMOOIIUTOB.
AKTUBHpPOBAaHHBIE TPOMOOIIMTHI UMEIOT Ha CBOCH MOBEPXHOCTU PEIENTOPHI NIl aKTUBHBIX U
HeakTuBHBIX (hakTopoB V, VIII, IX, X, XI, nporpombuna u TpoMOuHa.
AKTHUBaLMs YCWIMBAETCs Takxke moja aeictBuem AJ[D, Bbiaenstomencs U3 MOBPEXKACHHBIX
SPUTPOLIUTOB U COCYTUCTON CTCHKH.

Aepezayus

[Ipornecc arperanuu 3akiaro4aeTcsi crabuinu3anuu TpomOa GUOPHHOM U B CIIMIAHUKA aKTHUBH-
POBAHHBIX TPOMOOILIUTOB APYT C IPYTOM.

JIr060ii mycKOBOW CUTHAJ MPUBOAUT B AKTUBUPOBAHHOM TPOMOOLMTE K KOH()OPMALIMOHHBIM
u3meHeHusiM peentopa GPIIb/I11a, kotopeiii nepemeniaercs Ha memOpany. [Tocie cBsi3biBaHuUs C
3TUM pelenTopoM (GUOpPHHOTeH AEHCTBYET KaK MOCTHUK MEXIy MpHIIEraloluMu Tpomoouutamu. B
30HE TIOBPEXKICHUS 00pa3yeTcs TPOMOOIMTAPHBII TPoMO, apMupoBaHHbIid (puOpuHOreHom. Iloka
CBS3b MEXY TPOMOOLIMTAMH €1I€ HE MPOYHA U TAKYIO arperaiuio Ha3bIBalOT 00paTUMoOi. AKTHBa-
IUsl W arperanus MoJIep>KUBACTCA HEMPEPHIBHOM CEeKpelreld U3 CBSA3BIBAIOLINXCS TPOMOOIMTOB
COJIEP’)KUMOTO MX TpaHyIl.

[Tponomxkaromasics aerpanyisuus TpomoouuTos, cekpeuus umu PgG2, PgH2, tpombokcana
A2 u AJ1®, karanuzupyemMoe TpOMOMHOM MpeBpalieHune GpudpuHorena B GuOpUH AeNaloT arpera-
U0 HeoOpaTuMoii. Takoii TpPOMOOIIUT MPOYHO CBSI3aH C IPYTUMH KJIETKaMH, OH MOTEPSI COIep-
YKUMOE I'paHyJl U HE MOXKET BEPHYTHCS B UCXOJHOE COCTOSIHUE.

————
Peuyenmops: GP lib/llla
P /
TpomBoumnTsi
Q@ubpunozen
e e R
Cxemarnyuxoe H3odpakeHne arperalun TpoMOOLHTOB
Pempakuyusi

PeTpakiiusi — 3T0 YIUIOTHEHHE CI'YCTKAa KPOBHU C BBIJICJIEHUEM M3 HEro M30bITKa CHIBOPOTKH.
Ctumysom st peTpaKIuy SBISIOTCS pa3IMyHbIE BEIIECTBA, BBIIEIIEMbIE TPOMOOIIMTOM Ha dTarax
aKTUBAIMK M arperanud. PeTpakmus ocymiecTBisercs Onaromaps TOMY, YTO K BHYTPHKIETOYHON
yactu peuentopo GPIIb/Illa npucoenunen cokparuTenbHblii 0e0K TPOMOOCTEHHH (TT0100€H aK-
TOMHO3HHY MBIIIEYHBIX BOJIOKOH), KOTOPHIi MPH HAKOTUIEHHH B IUTO301e HoHOB Ca?* cokparmaer-
CSl M CXKMMAET CTYCTOK.

Cxartue crycTka 00ycCIIOBJIMBAEeT MOBBIIICHUE JaBJICHUS BHYTPU TPOMOOIIMTA U BBI3BIBAET J10-
HOJTHUTEIIBHBIA BEIOPOC BEIIECTB M3 €T0 TPaHyl, YTO emie 0ojee YyCHINBACT PEeTPAKIHIO M OKOHYA-
TEJIbHO YIJIOTHSAET TPOMO.

B HOpMe KpoBOTEUEHHE U3 METIKUX COCYIOB MPOJODKAETCs He Ooiee 5 MUHYT.
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2. KOATYNAUNOHHBIN TEMOCTAS3

2.1. [INA3BMEHHBIE ®AKTOPbl FTEMOCTA3A

[Tna3meHHbie (GakTOpbl (MHOTOUYUCIICHHBIE MPOTEa3bl U UX OETKOBbIE KOGEPMEHTHI) MOXKHO
NOJPA3JICIUTh HA TPU OCHOBHBIE I'PYIIIIBL:
o OeJIKH CUCTEMBI CBePThIBAHMS,
o Oenku cucteMbl (PMOPUHOIU3A,
o OeNIKM KaJUIMKPEHH-KUHUHOBOM CUCTEMBI U CUCTEMBI KOMIJIEMEHTA.

AKTHBAIUS KaXKIOW U3 3TUX CUCTEM SIBJISICTCSI MHOTOATAITHBIM KacKaIHBIM ()epMEHTATUBHBIM
IIPOLIECCOM.

CymiecTByIOT 00111e 0CO0eHHOCTH TUIa3MEHHBIX (PAKTOPOB reMocTasa. A UMEHHO!

1. IlpakTyecku Bce OHU HaXOMSATCS B KPOBH B HEAKTHBHOH (hopMe M TOIBKO HEOOIBIIIOE KO-
andectBo (okoio 1-2%) daxrtopa VII nupkynupyer B akTuBHOM Buae. AKTHUBALUsA OEIKOB TeMo-
CTa3a MPOMCXOJUT MEXaHU3MOM OTPAHMYEHHOI0 NMPOTE0JIN3a, €r0 CIIOCOOHBI OCYIIECTBIATE (hep-
menTtatuBHbie paxTopsl I, VII, X, X, XI, XII, miazmun.

2. Peakium cBepTHIBaHUSI HE MOT'YT IIPOUCXOJIUTH HEMOCPEACTBEHHO B KPOBOTOKE, UM TpeOy-
€TCs OTPUIIATEIBHO 3apsHKEHHAs TBEP/asi IOBEPXHOCTh — MEMOpPaHbl aKTHBHPOBAHHBIX TPOMOOIIUTOB,
¢ubpobiacTo, Makpodaros, Gakrepuii u ap. Takas MOBEPXHOCTh HOCUT Ha3BaHHUE TPOMOONJIACTHH.
TpomOoIIIacTUH MpenCcTaBiIseT cO00N KOMIUIEKC ABYX MEMOpaHHBIX MOJEKYN — Oellka TIHKOMPO-
TemHa U amuHO(pochomnuaoB (pocharummicepuna wim GochaTHaAMIITAHOTAMIAHA), IO MTPOUC-
XOX/ICHUIO BBIICISIOT TPOMOOUMTAPHBIN /WM TKAHEBOM TPOMOOIUIACTHH.

3. MHorue peakuuu Takxke HyKAAlTCs B HATMYUU HOHOB KAJIBIMS, KOTOPBIA 00ecrieynBacT
CBSI3bIBaHME (PaKTOPOB CBEPTHIBAHUS C MOBEPXHOCTHIO MEMOpaH.

2.2. BEJIKN CUCTEMbI CBEPTbIBAHUS MJIA3MbI

Cucrema cBepTBHIBaHUS COCTOUT U3 (EPMEHTOB CBEPTHIBAHUS, HE(DEPMEHTATUBHBIX OEITKOBBIX
KO(aKTOPOB U MHTMOUTOPOB CBEpThIBaHUsA. Llenbio paboThl ATOM cUCTEMBI SIBISETCS 00pa3oBaHME
(dbepmeHTa TPOMOMHA, OTBETCTBEHHOT'O 3a IIpeBpalleHne puOpuHorena B puOpuH.

Cpenu GpaxTOpOB CBEPTHIBAHUS KPOBHU BBIACISIOT TP TPYIIIIHL:

1. ®epMeHTaTUBHBIC OCITKH, SBISIOTCS CEPHHOBBIMHE NpoTea3amu (kpome dakropa XIII):

¢akrop Il — nporpomOuH,

¢dakrop VIl — npoxoHBepTUH,

daxTop IX — anTuremopmibHbli rnodyanH B nnmm ¢akrop Kpucrmaca,

¢dakrop X — daxrop Crroapra-Ilpayspa,

¢dakrop X| — anturemopunbublil ro0ynuH C uim daxtop Pozenrans,

daxTop X — pubpuncrabunuzupyromuit pakrop uam axrop Jlaku-Jlopanaa.

2. benku-ko(aKkTOpkl, HE 00JIAAAIOININE TPOTEOTUTUIECKON aKTHBHOCTHIO. PoIlb 3THX OenKoB 3a-
KJIFOYAETCSI B CBSA3BIBAHUU W 3aKpETUICHUH (PepPMEHTATUBHBIX (PaKTOPOB Ha MeMOpaHe TpomOo-

@)

O O O O O

IIUTOB!

o (aktop V — mpoakuenepuH, siBisieTcss KodhakTopom dakTtopa Xa,

o ¢axkrop VIl — anTuremodunbHbli 1100ynuH A, siBisercs kopakropoM ¢akropa 1Xa,

o (axrop Bunnebpanna.

o BbICOKOMOJIeKYIsipHbId kuHUHOTeH (BMK, dakrop ®utipkepanpaa-diroxke) — KohakTop

¢. Xl u peuentop npexkankpernHa. HeoOxonuMo uMeTs B BUIY, YTO MO HOBOM "KJeTOU-
HOM Teopun" 3TH OEJIKU OTHOCATCS K cucTeMe (hubpruHoIHN3a.
3. CtpykTypHbIit 610K TpoMO00Opa3oBanust — pakrop | (pudpunoren).

Tpomb6uH (¢hakmop Il)
Tpom0OuH, Ki1r04eBOi pepMeHT remocrasa, sIBJISETCS CEPUHOBON MpoTea3oi. B meyenu npu
y4JacTHM BAUTaMHHA K MPOMCXOIUT CHHTE3 €ro HEAKTUBHOIO MPEIIIECTBEHHHKA — MPOTPOMOMHA,
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KOTOPBII B JajbHEHUIIEM IUPKYJIUPYET B Ia3Me. B miiazme KpoBu mpeBpaiieHre IpoTPOMONHA B

TPOMOHMH IPOUCXOIUT HEIOCPEICTBEHHO 10 JelicTBHeM (akTopa Xa (coBMecTHO ¢ Va).

@OyHKINH TPOMOWHA B TEMOCTA3e:

npeBpaiieHre GuopuHoreHa B GuOPUH-MOHOMEPHI,

akTuBaIys GuOpUH-cTaOUIM3UPYIOIIETo PaKTopa,

yCKOpeHHe cBepThIBaHMS uepe3 akTuBanuio ¢akropos V, VI, X, Xl (monoxurensHas 00-
paTHas CBS3b),

B KOMILJIEKCE ¢ TPOMOOMOAYJIMHOM WHTAKTHBIX YHJIOTIHOILUTOB aKTHBHpYET NpoTenH C,

B KOMIUIEKCE C TpOMOOMOMYIHMHOM (B BBICOKMX KOHIIEHTpamusix) aktuBupyeT TAFI
(thrombin activatable fibrinolysis inhibitor),

aKTUBAIHSI TPOMOOIIMTOB (CEKpeLs TpaHyn),

AKTUBAIHS TJIAJKOMBIIIEYHBIX KJIETOK,

CTHMYJIMPOBAaHHE XEMOTAKCHCA JICHKOIUTOB.

CTHUMYJIMPOBAHHE CEKPELIUU U3 SHOTEIHUATBHBIX KIETOK NPOCTANMKIMHA U t-PA,

o

o O O O

®dubpuHozeH (¢hakmop |)
®dudpunoren (paxrop |) — 60IBIIOH MHOTOKOMIIOHEHTHBIN OEJIOK, KOTOPBIA COCTOUT M3 TPEX
nap MoJIMNENTUAHBIX neneit — Aa, Bf3, vy, cBA3aHHBIX MeX1y co00il AUCYTb(OUAHBIMI MOCTHKAMH.
[IpocTpaHcTBEHHAs CTPYKTypa MOJEKyNbl (puOpHMHOreHa MpeAcTaBiseT coOOW IeHTpaibHbid E-
noMeH u 2 nepudepuueckux D-gomena, a- u B-uienu Ha N-KOHIIE UMEIOT TNIOOYISIPHBIE CTPYKTYPHI
— ¢ubpunonentuasl A u B (OII-A u ®II-B), koTopbie 3aKphIBalOT KOMIIEMEHTApHBIC YYaCTKH B
¢bubprHOTreHe 1 He MO3BOJIAIOT STOM MOJIEKYJIe MOJTMMEPU30BAThCS.

D-pomeH E-pomeH D-pomes

Crpoenne Moneky/sl uipHHOreHa

Cunte3 (pubpuHOTreHa He 3aBHCUT OT BUTaMuHa K, mpoucxoaut B meyenu u B kietkax PIC.
Hexoropoe xomu4ecTBO (GUOPHHOTEHA CHHTE3UPYETCSI B MEraKapHuoOUMTaX U COACPKUTCS B TPOM-
6orutax. [IpeBpamenue pubpruHoreHa B GuOPUH MPOUCXOIUT MO/ BIUSHUEM TPOMOMHA.

®ubpuHcmabunusupyrowull hakmop

OubpuncTabunmsupyrouuii pakrop (pakrop XIII) cunresupyercs B medeHH, OTHOCUTCS K
00sbIIOMY ceMeICTBY ()epMEHTOB TPAHCIJIyTAMHHA3, B IJJa3Me KPOBH OOJIbIIas 4acTh HEaKTHB-
Horo ¢akropa XIII cBs3aHa ¢ GUOPUHOTEHOM.

AxtuBanus ¢akropa X mpoucxonut npu momouy TpoMOMHA CIIOCOOOM OrpaHUYEHHOIO
IIPOTEO0JIN3a U3 HEAKTUBHOTO NPEAIIECTBEHHUKA.

Kak u 6onpumacTBO Apyrux ¢gepmentos, ¢akrop XIII BeimonHseT B reMocTa3ze HECKOIBKO
byHKIMI:

o craduausupyer (GpuOPUHOBBIN CryCTOK IyTeM 00pa3oBaHHs KOBAJIEHTHBIX CBS3€H MeX1y
Y-LeTIIMA MOHOMEpPOB (UOpHUHA,
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o TpHUKperusieT GuOPUHOBBIN CIYCTOK K (UOPOHEKTHHY BHEKJIETOYHOTO MaTPHUKCA,

O Y4YacTBYET B CBS3BIBAaHUH 02-aHTHILIa3MMHA ¢ (UOPHHOM, YTO CHOCOOCTBYET MPENOTBpA-
LICHUIO IPEXIEBPEMEHHOI0 JI3HUca GUOPHUHOBOTO CTyCTKa,

o HeoO0XOJUM TPOMOOLUTAM JUIs NTOJIMMEPU3ALMU aKTHHA, MUO3MHA U APYTUX OENKOB LIUTOCKE-
JIeTa, UCIIOJIb3YEMbIX MPU peTpaKuMu GHOPHUHOBOTO CTYCTKA.

2.3. COBbITHUA KOATYNIAUNOHHOIO FTEMOCTA3A

[Tpu noBpexaeHnH KPYNHBIX KPOBEHOCHBIX COCYA0B TpoMOOIUTapHas Npodka He crocoOHa
OCTaHOBUTh KPOBOTEUYECHHME, OHA OTHOCHUTEIIBHO PhIXJas M HEmpouyHas. TOJIbKO KOaryisuOHHBIHN
reMoCTa3 Croco0eH OCTAHOBUTH KPOBOTEUYEHHUE U3 TAKOTO COCY/A.

2.3.1. Knaccuyeckasi meopusi Kkoa2ynsyuu

B kiaccuueckoi cxeme CBEpThIBaHMS KPOBH BBLICISIOT 2 MYTH aKTHBAaUUU (PaKTOpoB cBep-
THIBAHUS:

1. AkTuBauusi TkaHeBbIM akTopoM. Tak Kak TKaHEBOH (aKTOp HE OTHOCUTCA K IJIa3MEHHBIM
(akTOpaM M KOHTAKTHPYET C KPOBBIO TOJBKO MPH MOBPEKICHUU COCYJA, TO aKTHBALHS C €TO
ydacTreM 0003Ha4yaeTcsi Kak BHEIIHUH MyTh CBEPTHIBAHUSI.

2. KonTtakTHasi akTuBanms — aktuBaius ¢akropa Xl npu B3auMoaeicTBUM ¢ OTPULIATENBHO 3a-
PSDKEHHOM moBepxHOCTHIO (IN Vitro) wiu npu Bocnanenuu (in vivo). [ockonbky daktop XII B
HOpME MPHUCYTCTBYET B IIa3Me, aKTHBALMA C €ro y4acTuem o0o3HauaeTcs Kak BHYTPeHHMit
IIyTh CBEPThIBAHUS.

Buemnuii u BHyTpeHHUH yTH cxonasatcs Ha X gaxkTope, akTuBHas ¢popma Kotoporo Xa, BMe-
cte ¢ daxropom Va u Ca?* hopmupyer depmenTaTHBHBIH KoMIuIeke Xa-Va-Ca®*, unaue HasbiBae-
MbI{ POTPOMOMHA3A, KOTOpPas MpeBpaliaeT npoTpoMOuH B TpoMOuH. OOpa3oBaBIIMiicS TPOMOUH
npeBpamiaer GuOpuHOreH B (PuOpUH-MOHOMEpHL. [lociennue coemuHSIOTCs, 00pasysl MOJIMMEPHI
¢ubpuna.

Peakiuu ¢ ygactuem VI, IX, X, Xl, XII ¢akTopoB npoucxoasr Ha ¢ochoaunuaHoii nmo-
BEPXHOCTH (TPOMOOILIACTHHE).

BHelwHU NYyTb CBepTbIBaHUS
[Tocne noBpexaeHust cocyna TkaneBoi akrop (TF), Haxosmiicst Ha KIIETKaX, CBSI3bIBACT U
aktuBupyet paxktop VII. O6pa3oBaHHbII KOMILIEKC HANIPsAMYIO akTUBUpYeT (pakTop X a0 Xa, u aa-
nee ¢.Xa npu ywactum Kodaktopa Va B mpucyTcTBuE HoHOB Ca?* (opMHpyeT KoMILIeKc
Xa-Va-Ca?" — npoTpoMéunasy, IpeBpaarolyio IpoTpoMOHH B TPOMOHH.
AKTHBHOCTH BHEUTHETO ITYTH TIOJICPKUBACTCA 32 CYET MEXaHH3Ma MOJI0KUTeIbHOI 00paT-
HOM CBSI3H:
o obOpa3yromuiics Tpom6un aktusupyet V u VIII dakrop.
o (axTop Xa B mpucyrcTsuu nonos Ca?* aktusupyer paxrop VII.

BHyTpeHHU NyTb CBepTbIBaHUA
BHyTpeHHUI NyTh CBEPTHIBAaHUS pPa3BepThIBACTCA HA (POCGOIUNUIHON TOBEPXHOCTH TPOM-

OOLIMTOB WJIM UHBIX KJIETOK, I/I€ B MEPBYIO OYEPEIb MPOUCXOAUT COOpKA KOMILJIEKCA, COCTOSIIEr0

u3 ¢akropos XII, XI, npexanauKkpernHa 1 BHICOKOMOJIEKYIsgpHoro kuauHorena (BMK).

1. CesaswiBanue dakropa Xl ¢ TpombonmacTuHOM (TKaHEBBIM (DAKTOPOM) U3MEHSET €r0 KOH(pOp-
MAaIMI0 ¥ OH TPHOOpETaeT HEOOIBIYI0 aKTUBHOCTE. DTO 1mo3BoJisieT Gakrtopy Xlla HauaTs mpe-
BpalllcHHE NPEKAIIMKPEMHA B KAJUWIMKPEWH. 3aT€M, B pe3ynbTare ACHCTBHS KaJULIMKpEHHA
HakaruBaeTcs ¢akrtop Xlla, u akTuBauusa KanaukpenHa ycunubaetcs. T.o0. ¢akrop Xlla u
KaJUIMKPEUH B3aUMHO aKTUBUPYIOT Ipyr apyra. Taxxe dakrop Xl MoxeT akTHUBHpPOBATHCS
¢axtopom Vlla.

2. ®akrop Xlla akruBupyet axrop XI, KOTOPHIi Takke MOXKET aKTHBHPOBATHCS TPOMOHHOM.

3. ®akrop Xla B npucyrctum nonos Ca?* noxanmsyer Ha MeMOpaHe U akTUBHpyeT dakTop IX.
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4. dakTop 1Xa cBs3biBaetTcs co cBonuM kKodaktopom Vllla (akTuBUpyembIii TPOMOMHOM) U 00pa3yeT
xommieke 1Xa-Vllla-Ca®* (Temasuplii kommiexce). dakrop X MOXKeT Takke aKTUBHPOBATHCS
dbakTopom Vlla. [lanee Tenaza aktuBupyet daktop X.

5. AKTHBHpPOBaHHBIH TeHa3ou (akTop Xa MpHU MOMOIIM CBOEro Kodakropa Va (akTUBUPYEMOTO
TpoMOUHOM) B mipHucyTcTBHE HOHOB Ca®* Ha ocdonummmnoii Membpane GOPMUPYET KOMILIEKC
Xa-Va-Ca®" — nporpoméunasy.

6. [IporpomOHMHa3a nmpucoeuHseT IPOTPOMOUH U TOCIEI0BATENIbHO PACHICIUISET JBE CBSI3U B €0
MoJiekye, otaeisis N-KoHIeBoi (hparMeHT OT MOJIEKYJIbl aKTHBHOTO TPOMOMHA.

BHewHun nyTth BHyTpeHHMH NyThL
MospexageHne COCyAHCTON CTeHKHN KoHrakTHan nosepxHocTs
TMpekannukpenH | Kannukpent >
q.‘ -\ ®
e @ @

y

| la)

Cxema coOuITHIT KNaccHueckoil TeopHi KoaryaauHu

7. TpomOuH npeBpaiaer ¢GpudOpruHOTreH B GUOPUH U uepe3 oOpaTHbIE MOJOKUTENIbHbBIE CBSI3U MOJ-
JIEpKUBAET AKTUBHOCTH (DEPMEHTATUBHOIO KacKa/a.

2.3.2. KackaOHO-Mampu4Hasi meopusi Koa2ynsiyuu

HeobOxonuMocTh co3aanns HOBOM TEOPUHU CBEPTHIBAHUS KPOBHU Ha3pena B Pe3yJIbTaTe HECThI-
KOBOK KJIACCHUECKOW TEOPHH C TAHHBIMHU KIIMHUYECKUX HAOJIOeHUH.

CoBpeMeHHas KaCKAIHO-MATPHYHasA (KJIeTOYHasl) TEOPHUs 0JIpa3yMeBaeT, YTO B OpraHu3-
Me "BHemHUI" W "BHYTpPEHHUH" NMyTH HE W30JMPOBAaHbI APYr OT APYyTra, a MPEeACTaBIsA0T co00i
€IMHYI0 CHCTEMY, UMEIOMIYI0 MHOXKECTBO INMPSIMBIX M OOPaTHBIX TOJOKHUTENBHBIX CBS3EU W TIepe-
KPECTHBIX BIMSAHUN OTAENBHBIX (PaKTOPOB JpPYyr Ha japyra. B3aummopelcTBue (GpakTopoB CBEpTHIBA-
HUS IJ1a3MBl M 00pa30BaHre MPOTPOMOMHA3BI YKIIAJBIBACTCS B 3 CTAIUU:

1. Manmmanms.

2. AMrndukanus.

3. Ilpomaranusi.

B pesynbTaTe BRIMOMHEHUS TpeX cTamuii oOpaszyeTcss TpOMOWH, Aajiee MpeBpamiarnmi Gpuo-
pUHOTEH B (UOPUH-MOHOMEPHI.

Mo knerounoit Teopuu "koHTakTHBIC" (hakTophl (Xaremana (Xlla), kKaJuIMKpenH, BEICOKOMO-
JEKYJISpHBIA KHHUHOTEH) UMEIOT BECbMa OIpaHUYEHHOE 3HAUE€HUE MPHU KOATyJSIIUU C LEeNbI0 OCTa-
HOBKHM KpPOBOTEYEHHS, HO HE0OXOAuMbI i (hopMupoBaHus (GuOpuHa B X0J€ BOCHATUTEJbLHOMN
peaxiuu.
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1 cTapna — HMUMaUunA

Oxomno 1-2% c¢akropa VII Haxonutcst B KpoBu B akTuBHOM coctosinuu (VIla), Ho co ciaboit
(bepMEeHTAaTUBHOI aKTUBHOCTHIO, U OH HE pearupyer ¢ ApyrumMu (HakTopamMu CUCTEMbI CBEPThIBAaHUS
KpoBU. OHAKO, KaK TOJBKO TPABMUPYETCS COCY/I, KPOBb KOHTAKTUPYET C KJIETKaMHU CYO3HOTENNs
(pubpobnacramu, rragKuMU MHOLIUTaMU, Makpodaramu) U TKaHeBOW (hakTop, HAXOAMIMNACS HA UX
MeMOpane, csizbiBacT daktopel VIl u Vlla. B pesynsrate dopmupyrorcs kommiaekcesl TF-VII u
TF-Vlla.

B xackaze xoaryisimuu kommiekc VIla-TF-Ca?* urpaer rmaBHyio, MycKOBYIO pOJib, aKTHBH-
pys Ha OBepXHOCTH cyOsH10Tenus pakrop X. Pakrop Xa AeUCTBYET M0 ABYM HalpaBICHUSIM:

o MO TOJOXHUTEIbHOH OOpaTHOW CBSA3M CTUMYJIHpYeT 0Opa3oBaHHWE HOBBIX MOpLUH (hakTopa
Vlila,

o mnoj BiausiHUEM (pakTopa Xa HauMHAET 00pPa30BHIBATHCS TPOMOMH, MOKA €llle B HEOOIbIIOM
KOJINYECTBE.

OnnoBpemenno kommuteke VIla-TF-Ca®* axtusupyer dakrop IX.

TakuMm oGpa3oM, IepBasi CTajaus CBs3aHa ¢ oOpa3oBaHuMeM komiuiekca TF-VIla-Ca?* na mo-
BEPXHOCTH CYOIHJIOTENINS U aKTHUBAIMEH 37ech GakTopa X, 4TO MPUBOAMUT K 0OPa30BaHHUIO NIEPBBIX
HOpIHiA TPOMOMHA, HEOOXOIMMOTO ISl aKTUBAIIMH JPYTUX KOMIIOHEHTOB CUCTEMbI TeMocTasa. Jliis
npeBpaiieHus GpuopuHOreHa B (uOpUH TpoMOMHA TTOKA eITIe HEJTIOCTATOYHO.

2 ctagma — amnnudukauma

Kak Tonpko oOHaXkaeTcs CyO3HIOTENHH, BO3HUKAIOT YCIOBUS Ul Pa3BUTHUS COOBITHH cocy-
JUCTO-TPOMOOIIMTAPHOIO TEMOCTa3a — aAre3ud U aKTUBALMU TPOMOOLMTOB, KOTOPbIE MPEAOCTaB-
10T pocdounuAbl (TPOMOOIMTAPHBIN TPOMOOIUIACTHH) JJISl IPUCOCAMHEHUS (PaKTOPOB CBEPTHI-
BaHUs. CWIBHBIM CTUMYJISITOPOM aKTHBAaLlMM TPOMOOLMTOB siBiseTcss oOpasyemblii Ha 1 craguu
TPOMOWMH.

-~ Txaweeod TR SRS
s [ PAKMOD_® :
! ,L N [x]
¢hakrop vii—"" ""V"Nm‘wm _-.§> MHuunauns”

taxrop Vila (1-2%) /® Xa ) .

=5 o Ak Amnﬂmpuxaum,q

/ \ TpomBouuThi )
Q\ - '. "__j _,l .

[1xa) x] ~M—TI() .

MNponarauwvs ® o

Yy [x]
o

o]

Cxema coObITHIT KaCKaIHO-MATPHYHON TEOPHI KOAryisLnH
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Tpomoun nipespamiaet pakropsl V, VI, XI B ux aktuBHbIe GOPMBI. DTH aKTUBUPOBAHHBIE
(bakTOpbl U MUTPHPYIOIIHA OT cyOosHI0Tenus hakTop |Xa CBA3BIBAIOTCS C TOBEPXHOCTHIO a/Ire3H-
POBAHHBIX TPOMOOIIUTOB.

Takum 00pa3zom, cOOBITHS BTOPOH CTaJAuM OOECIeunBalOT 00pa3oBaHE AKTHBHBIX KO(aK-
TOPOB 1 IICPECXOJ NpouecCa akTUBalluu CBCPTHIBAHUA KPOBU OT CY63HI[OTGJ'II/I$I Ha aKTUBUPOBAHHBIC
TPOMOOIMTHI.

3 ctagusa — nponarauus

Ha cragum nmpomaranuu mpouMcXOAWT KacKagHas aKTUBAIUs (aKTOPOB CBEPTHIBAHHS Ha IO-
BEPXHOCTH TPOMOOITUTOB, MMEIOIITUX PEIENTOPbI s akTUBHBIX M HeakTuBHBIX V, VIII, X, X, XI
(dakTopoB, s MPOTPOMOUHA U TPOMOUHA.

AxrtuBanus Ha npensiaymiei craguu ¢akropa VI mosBonser ceituac chopmupoBarbes Ha
TIOBEPXHOCTH TpoMOonuToB KoMiuiekcy IXa+VIlla+Ca®* (TeHa3HbIii KOMIIEKe), KOTOPHIH aKTH-
Bupyet ¢akrop X. Ilog BiusHUEM TeHa3bl CKOPOCTh HAKOIUICHHS (akTopa Xa yBeIWYHBAETCS B
50-100 pa3.

O6pazyromuiics gaktop Xa ¢ dakropom Va 006pa3yroT NpOoTPOMOMHA3HBIH KOMILIEKC, KO-
TOPBIN HapaIIMBaET TEMIIbl CHHTE3a TPOMOMHA B 30HE MOBPEKICHHS.

OnHOBpEMEHHO, 10/ BIMSIHUEM aKTUBUPOBAHHOTO TpoMOMHOM (akTopa Xla (Ha BTOpO# cra-
JIUY) TOSBIISIIOTCS HOBBIE opuuu (akTopa IXa 1 koimyecTBO TeHA3bl HA TOBEPXHOCTH TPOMOOITH-
TOB OBICTPO HapacTaeT. JTa MOJIOKUTENIbHAs 00paTHas CBS3b yCWIMBAET CBEpThIBaHME emie B 5-10
TBICSY pas.

B pesynbTaTe Tpetbeiil ctaauu obpasyercs 3HAYUTeIbHOEe KOJIMYEeCTBO TPOMOUHA, KOTOPOTO
y’Ke€ JTIOCTaTOYHO JJIsi 0Opa3zoBanus (puOpuHa U GopMHpPOBaHUS TeMocTaTudeckoro Tpomoba. [loiy-
YeHHBI TPOMOMH oOpasyeT (puOpuH-moHOMep u3 ¢uOpuHOreHa u aktuBupyer ¢axkrop XIII.
Takxe oH akTuBUpyeT mHrHOUTOp pubpunonmza TAFI, uro gaer Bpems chopMupoBaThCs IMIIOT-
HOMY IeMOCTaTHYECKOMY TPOMOY.

2.3.3. ®opmupoeaHue ¢hubpuHoe020 ceycmka

[Toce nosiBieHUs: OOBIIOTO KOJIMYECTBA TPOMOMHA HauMHAETCs MpeBpalieHue GpudpuHore-
Ha B (ubOpuH. [Ipu >TOM TPOMOMH OTIIEIJISIET KOHEUHBIE IMOCIeA0BaTeIbHOCTH A U B B a- u
B-uensix ¢ubpuHOreHa ¢ oOpa3oBaHUEM PACTBOPUMBIX (pMOpMH-MOHOMepoB. Ilocie 3Toro croH-
TaHHO HAYMHAETCs JIaTepalbHas accouuanus GuOpUH-MOHOMEPOB ¢ 00pa30BaHUEM OJIUTOMEPOB H,
B KOHEYHOM HUTOTr€, €lIe HeMPO4YHOro (puOpHuH-NoIuMepa.

®aktop Xllla (pubpun-crabunuzupyromuii Gaktop, TpaHCTIyTaMUHA3a) B MPHUCYTCTBUU
nonoB Ca?* 06pasyeT aMuIHBIE CBA3M MEXIy OCTATKAMHU JH3MHA OJHOM MOJEKyIhl (GubpuHa-
NoJIMMEpa U OCTaTKaMHU TJIyTaMUHa JIPYrod MOJIEKYJbI, YeM CBSI3bIBA€T HUTU (UOpPUH-TIOIMMEpA
Ipyr ¢ apyrom. KoBajieHTHO cuiuThie MEXAy co00i HUTH (puOprHA 00pa3yroT MPOYHYI0 TpeXMep-
HYIO C€Tbh, B KOTOPYIO BKJIFOUEHBI TPOMOOLIUTHI, 3PUTPOLIUTHI U JICHKOLUTHI.

Taxxke TpaHcrilyTamMHHa3a MpUKperisieT GuOpUH K (PMOPOHEKTHHY, IPOYHO CBA3aHHOMY C
JpYTMMH MOJIEKYJIaMHU BHEKJIETOUHOTO MaTpukca. B pesynbraTe TpoMO OKa3bIBaeTCsl MPUKPEIUICH-
HBIM K MaTPUKCY B 00JIACTH MOBPEXIEHHON CTEHKU COCY/Ia.

B 5T0 Bpemsi akTUBUpPOBaHHBIE TPOMOOIUTHI, CBSI3aHHBIE C HUTSAMH (UOpHUHA Yepe3 pelenTo-
pe1 GPIIb/Illa, cokpamaroTcs moja AeiicTBHEM TPOMOOCTEHHHA — MPOUCXOTUT perpakuusi. Cry-
CTOK KpPOBH YIUJIOTHSIETCS, U3 HETO BBIJABIMBAETCS 4aCTh CHIBOPOTKU. DOPMHUPOBAHUE OKOHUYATEIb-
Horo TpomOa Hactynaet Ha 10-15-if MuHyTe nocie nonuMepusanuu GuOpuHa.
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W Iy
H20 DubpuHonenTUab!

\'J=

Tpombun

DubpuHoreH DubpuH-MoHOMEp

l NMonumepusayus

PubpuHOBas CeTb

Tpancanymamunasa (¢.xma)l

MepekpecTHo cBA3aHHan pmbpuHOBaA ceTk

Peakuun oOpazosanua pubpHHa

V\NH_?H.—EN

(o]
Nuauu $H2 NN NH—CH— G
CH2z |
L GH2
? g CHp
i i
Tpancanymamunasa (¢.Xllla) |H2
HaN O - '|‘H
\c// ?=°
|
CH3 NHg* CHa
FnyramuH (|: " CHy
2 ]
V\NH—éH—ﬁ,N = 5NH—CH—§J N
0
Pacteopumbin hubpuH-nonumep Hepacreopumbin hmbpun-nonumep

OdpazopaHue NPOUHLIX CUIMBOK MEXKAY MoaeKyaaMi (PHOpHH-noanMepa

3. AHTUKOATYNAHTHAA CUCTEMA

TpomOGoIUTapHBIN KOHTIIOMEpAT B 30HE MOPAKEHUS MOCTOSHHO YBETUYMBAETCS 32 CUET Jie-
TPaHyJALUNA U BbIOpOCA HOBBIX MOPUUN CTHUMYISITOPOB M3 BOBJIEKAEMBIX B IMPOILIECC MHTAKTHBIX
TPOMOOIIUTOB. DTOT MPOIIECC MOT OBI JIOJITO PACHIPOCTPAHATHCS MO CTEHKE COCY/Ia, €C Obl He ObLI
OTpaHUueH PAIOM (PaKTOPOB.

Hampuwmep, B otBeT Ha BhigeneHne AJID u3 arperupyrommx TpPOMOOIIMTOB B HETIOBPEKICH-
HOM DHJIOTENIUY BKJIOYAETCS apaxUIOHOBBIA Kackang u oOpa3yercs mpocrtarjanaun PG |2 (mpo-
CTAIMKJIMH), KOTOPBIA MPENATCTBYET AalbHEHIIeH arperaiiuu TPOMOOIIMTOB M TIOJIaBISIET KOATyJsi-
LIUIO 32 MpeieJaMH MOBPEKIEHHOTO y4acTKa Cocy/a.
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Kpome ykazannoro, popMupoBanue TpoMOa TOJBKO B 30HE TIOBPEKICHUS 00€CTICUnBACTCS

CBSI3BIBAHMEM TPOMOHMHA C TPOMOOMOYJIMHOM HEMOBPEKJICHHOTO dHIOTEIHS,

aKTuBalMen cuctemol nporenna C,

cekpenueil antutpomouna |11 u TFPI sHenoBpexieHHBIMU YHAOTETUOIIMTAMH,

HATMYUEM Ha HETTOBPEIKICHHOM DHIOTEIIMU reNapuHa,

cBs3bIBaHMEM TpoMOuHa U (pakTopa Xa GuOpHHOM CTyCTKa, YTO JIOKATU3YET PEaKIUu CBEp-
THIBAHUS,

o TO3JHee, ocle aKTUBAUU GUOPUHOIN3a, TPOIYKTHI Jerpaganuu GuOpUHA HHTUOUPYIOT ar-

peraiuio TpoMOOIIUTOB U caMOCOOPKY hHUOPHUH-MOHOMEPOB.

O O O O O

UH2u6umop nymu mkaHeeo20 ¢ghakmopa
Naruéurop nytu TkaHeBoro ¢ax-

Topa (tissue factor pathway inhibitor, Tkaneeoil :
TFPI) cunTe3upyercs 3HAOTEIHATBHBIMU : ¢“m°e _—
KJIETKaMH, TPOMOOIIMTaMH, MOHOILIUTAMH,
¢bubpobiactamu, JIaJIKOMBITIICYHBIMU
KIIETKaMd U Kapauomuoruramu. OCHOB-
Has (yHKous Oenka — HHTUOMPOBAHHE o daxrop Xa
daktopa Vlla, cBsa3pIBaroiierocs ¢ TkaHe- o) —\
BbIM (pakTopom, U ¢pakropa Xa. Kogakro- / TR (R

M TFPI sBrsiercst mpoteun S. TFPI
po JISIETCS TIPOTCHH S P L.

thakTop X
¢pakTop Vil
p.Vila —=">

Pone surunburopa nyTH Tkanesoro (axkropa

lpomeuHbI C u S
Brixons u3 30HBI KOAryJsiuu, TPOM-

OMH B3auMOJIEIICTBYeT ¢ MeMOpaHHbIM Oell- PAI-1
KOM HENOBPEKICHHOTO JHIOTEIHS TPOM- ) dakrop Va
oomoayaunoM. Ilpu cBsi3bIBaHUM C HUM S

TPOMOUH TepsieT NMPOKOATyJISHTHYIO aKTHB-
HOCTb, T.€. CIOCOOHOCTh 0Opa3oBbIBAThH

¢ubpun u axtuBuposatb (axtop XllI TAF!
nproOpeTaeT aHTUKOAryJssHTHbIE CBOWMCTBA ® Mpomeun S
(TpomOuHOBBEI  mapanokc).  Kommekc

Tpoudun—‘_"

APC-PS __x-—b cpakrop Vlilia

TPOMOMH-TPOMOOMOAYJIMH AKTUBUPYET
AQHTUKOAryJssHTHEIM mpoTenH C, KOTOpPBIH
nozaasisietr paboty PAI-1 (uHrudutop akTu-
BaTOpa IUIa3MUHOTEHA), U KOTOPBIA TakKe,

npomoun c

Op¥ IOMOIM IPOTEMHA S, HHIUOUPYET Iﬁ’,‘:,*;,?g;, EPCR
dakropsl Va u Vllla.
Cucrema nporenHa C BKIIOYAET B Ce- Pons TpomOnHa it cucremst nporenHa C

0s1 cepuHOBYI0 mporeasy mporenH C, ero
kKodakrop mporenH S 1 MmemoOpanHbIii penentop k nporenny C (EPCR, endothelial cell protein C
receptor). [Iporeunsl C ¥ S CHHTE3UPYIOTCS B TICUCHHU TIPU yyacTuH BuTamuHa K.
Oynkuuu nporeuna S (PS):
o sBuserca kodakropom TFPl (uHrubGutop myrtu TKaHeBOro (axkrtopa), MOJABISIIONIETO
TF-Vllaun ¢.Xa.
Oyukuuu akruBHOro nporenHa C (APC) 3akimo4aloTcs B TOM, 4TO OH:
uHaktuBupyet PAI-1,
apinsercss HruouTopoM ¢akropoB Va u VIlla, koTopsle cTanu TOCTYMHBIMH JUIsl HHTHOHUPO-
Banus nocie 3¢ dexra TFPI (ycrpanunock cBsi3piBanue ux ¢ Xa u X1a).
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AHmumpom6uH ||
AnTutpom0un |l cunresupyercs B
MEYECHU, €ro aKTUBHPYIOIIUM KO(PaKTOPOM
SBJSICTCS TemapuH. [JaBHOW QyHKIHEH henspun
SIBIIIETCSl MHAKTHBAIM TpoMOuHa (¢.11a) u ANmumpom6un m; fz;"'l’,';:guau" m
dakTopa Xa, ropazno MeHee 3Ha4MMO BO3- ~2enapun
nericteue Ha ¢akropsl 1Xa, Xla, Xlla, kan- o o

nukpeuH, komiieke TO-Vlla.

Antutpom6un |l otHOCHTCS K Ce- Tpom6un axmop Xa
MEHCTBY cepmuHOB (Serine proteinase
inhibitor) — ¢epMeHTOB, MHrHOUpYIOIIMX
nporeasbl. OCOOEHHOCTBIO ATUX AHTHUIIPO-
Tea3 SIBJISIETCSl KOBAJIEHTHOE CBSI3bIBAHUE C
AKTHUBHBIM LIEHTPOM aTakyeMoro (epmeHTa, mocie 4ero chopMUpOBABIIHIACS KOMIUIEKC SITMMHHHU-
pyercsi. Takum 00pa3oM, Kax/blil CEpIIUH BBIMOIHSAET CBOIO (PYHKIIMIO OJUH pa3 B KU3HHU.

DppexTer anTuTpomouna 1l

lenapuH
I'emapuH — KUCIBI cepycoiepKaliil [NIMKO3aMUHOIIIMKAH C OOJBIIMM OTPULIATENbHBIM 3a-
PSAAOM, CIIOCOOEH CBSI3BIBATHCS CO KATHOHHBIMH ydacTkamu aHTuTpomOuna III. B pesynpraTe an-
tutpoMOuH Ill akTuBHUpyeTcs u cnocoOeHn mHakTUBUpOBaTh (haktopsl ceepThiBanus (1L, IX, X, XI,
XII), ka;IMKpeuH, Apyrue CEpuHOBBIE IPOTEA3bI.

R =H wm SO3™
~03S0-CH3 OOH 'R4O-CH3 ~03S0-CHa
0 0 o o) o
coo~
OH 0803~ H OH
\ No/ \{& G o/ No & &/
0
HN-R' OH HN-SO3™ 0803~ HN-SO3~

R'=H unn ('i-CH;; wnu SO3™

AHTHTPOMOHH-CBAILIBAKOLMIT YHACTOK renapiHa

4. CACTEMA ®UBPUHONUN3A

B nponecce 0Opa3oBaHusi reMOCTaTUYECKON MPOOKH aKTUBUPYIOTCS MEXaHU3MBI HAIIPaBIICH-
HbIE Ha OTpaHUYEHHe pocTa Tpomba, ero pacCTBOPEHNUE U BOCCTAHOBJIICHHE TOKAa KPOBHU. Bce ATO BhI-
nojHseT cucrema Gpuodpunonuza. PuOPUHOIM30M Ha3bIBAETCS MPOLECC JIU3KHCa TPOMOA HITH CTYCTKa
¢ubpuHa.

Cucrema ¢uOpUHOIN3Aa COCTOUT COCTOUT U3 ()epMEHTOB, HEPEPMEHTATUBHBIX OETKOBBIX
KO(aKTOPOB 1 MHIHOUTOPOB QuOpuHONN3a. KoHEUHOI 1ebio 3TOM CUCTeMBI sBIsieTcs 00pa3o-
BaHHe (PUOPUHOMUTHYECKOTO hepMEHTA MJIa3MHHA U pa3pylieHne GuOpUHOBOTO CrycTKa.

B cuctemy Bxonut 18 6e1K0B U cpean HUX:

1. IIna3muHoOreH — nMpoepMeHT, U3 KOTOPOro obpazyercst OeNOK MIIa3MHH, pacleIonmi Guo-
puH. AKTUBUpYeTCs akThBaTopaMu miasmuHorena (PA) u gpakropom Xlla.

2. AKTHBATOpHBI ILUIa3MUHOreHa TkaneBoro tuma (t-PA, tissue plasminogen activator) u ypokwu-
Ha3ubii (u-PA, ypokunasa, urokinase plasminogen activator) — ¢pepMeHTHI (CEpHHOBBIE TIPOTE-
a3bl), MPEBpAIIAOIINE TNIA3MUHOTeH B IU1a3MuH. TkaHeBol akTHBaTOp Miaa3mMuHorena (t-PA)
BBIJICIISICTCS. SHAOTEIUEM, MOHOIIMTAMH, METaKapUOIUTAMH. Y POKHHA3ZHBIA aKTUBATOp TUIA3-
MHUHOT'€HA MPOJYIUPYETCS SMUTETUATbHBIMU KJIETKAMHU MMOYEYHBIX MPOTOKOB, IOKCTArjoMepy-
JSIPHBIMH KJIeTKaMHu, prudpobiactamu, MakpodaraMu, 3HA0OTSTUOIIUTAMH.
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3. ®@akrop XII (baktop XaremaHa) — KOHTaKTHBIN (aKTOp, aKTUBATOP TUIA3MUHOTEHA M TIPEKaJ-
JUKpErHa.

4. TlpekajJIMKPenH — KOHTAKTHBIN (akTop, hakrop Dieryepa, mpodepMEHT KaJUIMKPEHHA, KaTa-
JTU3UPYIOIIEro 00pa3oBaHWe KUHUHOB, HO JUISl 3TOTO JOJDKEH CHadaia aKTHBHUPOBATHCS (hakTo-
poMm Xaremana (¢p.Xlla).

5. BeicokoMoJteky sipublii kunnnoren (BMK, ¢akrop ®@utipkepaibia) — B KPOBOTOKE HAXOIUT-
cs1 B koMruiekce ¢ pakropom XlI, siBiasieTcss perenTopom npeKauIMKperHa.

ﬂpeepameHue nmaasmMuHoz2eHa 8 rjia3muH
KitoueBbiM (pepMeHTOM SBIISETCS IUIA3MHMH, TUIPOIU3YIOMUNA (HUOPUH O PaCTBOPUMBIX
MPOJAYKTOB. AKTHBATOPbI MNpeBpalleHusl [JIa3MUHOTE€HA B IUIa3MHH OOpa3ylOTCs COCYIUCTOMN
CTEHKOU (BHYTPEHHSISI aKTUBAIUs1) WIIM TKaHSIMU (BHELIHSISI aKTUBAIKSA ).
BHyTpeHHHUI MeXaHW3M aKTHBAIlMH Pa3[ciaioT Ha XareMmaH-3aBucuMbIii (XIla-3aBucrmeblii)
u Xareman-ae3aBucuMblii (X1la-ne3aBucuUMBbIii):

o XaremaH-3aBHCHMBI PuOpuHOIM3 Mpoucxoaut noj BiusiHEEeM ¢akropa Xlla, kammmkpen-
Ha ¥ BBICOKOMOJIEKYsipHOTO KuHUHOTeHa (BMK). DTOT myTh HOCUT CpOUHBIM XapakTep U
HEO0OXOIUM JJIsi OUMCTKU COCYAHMCTOrO pycia OT HecTaOWIM3upoBaHHOrO (puOpuHa, KOTO-
pBIii 00pasyercst B MpoIecce BHYTPUCOCYIUCTOTO CBEPTHIBAHUS KPOB H.

o XaremaH-He3aBUCHMbIH (puOpHHOIN3 ocyliecTBIseTcs KauukpenHom u BMK, Ho 0e3 dak-
Topa XareMmaHa.

BuemHuii myTh akTHMBaLUK, JOMMHHUPYIOLIUHA, OCYLIECTBISAETCS IIPU YYaCTHH aKTUBATOPOB
wiasmuHorena t-PA u u-PA (ypokuHassbi).

CBs3pIBaHMe IJJa3MUHOTEHA M €r0 aKTUBATOPOB MPOUCXOAWT Ha (UOPUHOBOM CIYCTKE U
oOecrnieunBaeT JOKaJlbHOE 00pa30BaHuE TUIa3MHUHA.

Mnazmunozen
PAI-1_=Q> t-PA _‘@.> ‘9’_ Kannukpews

u-PA ®akrop Xlla

TAF| —=—>MnasMun

®

DubpuH

MNMpoaykrbl perpapnaumm pudpuna

Peryinsauus depmentos (ubpuHonnza

Pacnad ¢gpubpuHa u ¢pubpuHoz2eHa
[Tma3mMuH sBISETCS OY€Hb aKTUBHOW M B TO K€ BpEMSI OTHOCHTEIHHO Hecnennu(puIHon cepu-
HOBOM MpoTea3oi, KoTopas paspymaeTr Guodpun u ¢pudprunoreH. O6pasyronuecs: BCIeACTBUE 3TOT0
MOJIEKYJIbl, UMEIOIIME PAa3HYI0 MOJIEKYJISIPHYIO Maccy, 0003HAYalOTCs KaK MPOJYKTHI JAerpajaluu
¢ubpuna. imu B ocHOBHOM sBJIsTFOTCsI KoMIUTekchl DDE u D-numepsi.
HexoTopeie MPOAYKTHI Ierpaialiiil 00JIaqar0T BRIPAKEHHON (PHU3NOIOTHUECKON aKTHBHOCTHIO
— OHU CHUXKAIOT arperanuio TPOMOOIIUTOB U HAPYIIAIOT MOJUMEpHU3auio (uOpUH-MOHOMEPOB, SIB-
JSISICh, B CYIIIHOCTH, AHTUKOATYJISTHTAMH.
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MepekpecTHO cBA3aHHasi hUGpUHOBas CeTh

Mnasmun

Mpoayxrel aerpanaumu cpubpuna

¢pparmenTol DED D-aumeps!

Peakuun gubpunonnia

NHazubumopsl ¢pubpuHonusa

Nuruéurop axkrtuBaropa miaasmuuHoreHa 1-ro tuma (PAI-1, plasminogen activator
inhibitor-1) — ocHoBHO#W MHTHOUTOP (HUOPHHOIK3A, CUHTE3UPYETCS SHAOTEIMEM COCYI0B. berok
cnenuuaao uHruoupyet 3pdext t-PA u U-PA, npensarcTBys uxX B3aMMOACHCTBHIO C IIA3MHUHOTE-
HOM. B cBoro ouepenp cam PAI-1 unrubupyercs nporemnom C. Takum o6pazom, mpoteun C He
TOJIBKO MOJIABJISIET Koaryisiiuto (depes nHaktuanuio dakropos Va u Vllla), Ho u ycunusaer pubd-
PUHOIH3.

02-AHTHIIA3MMH — (QepMeHT (CepuHOBas MpoTeas3a), OBICTPOAEHCTBYIOUIMM HHTUOUTOP
wia3MuHa. OH MelaeT Mia3sMHUHOTeHY afcopOupoBaTbes Ha GpUOpHHE, CHUXasi KOJIMYECTBO 00pa-
3YIOMIETOCS TJIA3MUHA Ha TIOBEPXHOCTH CTYCTKA M TEM CaMBIM PE3KO 3aMesisi PUOPHHOINS.

02-Makpory100y/1uH — nHakTuBUpyeT TpoMOuH, XIla n nazmun. MexaHu3M HHTHOMpOBa-
HUS 3aKJII04aeTcst B 00pa30BaHUU KOMIUIEKCA 0.2-MaKporiao0yauH+IpoTeasa, KOTOPbIM 3aTeM mepe-
HOCHUTCSI B TICYEHB.

AKTHBHpPYeMbIii TpoMOuHOM wuHrHOuTOp ¢uépunommsa (TAFI, thrombin-activatable
fibrinolysis inhibitor), akruBupyercs TpomMOHH-TpoMOOMOAyHHOBEIM KoMmiuiekcoM. TAFI paspy-
[IaeT KaTAJIMTHYECKYI0 OBepXHOCTh ¢pudpuHa, HeoOxonumyro s aeiictus t-PA. Kpome Toro,
B Oosiee BbIcOKOM KOHueHTpauun TAFI mpsiMo MHrHOMpyeT MJIa3sMMHOIEH, YTO NPEOTBpalIaeT
IPEX/IeBPEMEHHBIN JIN3UC TPOMOa.

5. SABOJNIEBAHUA CUCTEMblI TEMOCTA3A

3abosieeaHusi, cesizaHHbIe ¢ 2urnokoazynsauueu

Tpomboactenusi I'1aHIMaHa — ayTOCOMHO-PEIIECCUBHOE 3a00JIEBaHME, PA3BHBACTCS TPH
BpoxkaeHHOM neduriute peuentopa GPIIb/Illa, B pe3ynabTare TpOMOOIIUTH HE CITIOCOOHBI CBSI3aThHCS
¢ pubpuHOTEeHOM. XapaKTepU3yeTCs TSHKEIBIMU PELUIUBUPYIOIUMU KPOBOTEUEHUSMHU CITU3UCTHIX.

BoJse3sns bepuapa-CyJabe — ayTocoMHO-peliecCuBHOE 3a00JieBaHNe, TTPH KOTOPOM pa3BHUBa-
etcs aedunut perentopa GPIb, uTo mpuBOAUT K KPOBOTOYUBOCTH JIECEH, TXKEIBIM MEHCTpPYyallb-
HBIM KPOBOTEUEHHUSAM, HOCOBBIM KPOBOTEUEHUSIM.

Bojsie3np BuisiedOpanaa — ayTocOMHO-AOMUHAHTHOE 3a0o0jIeBaHHE, XapaKTepU3YIOLIeecs
AMU30IMYECKUMHU CIIOHTAHHBIMH KPOBOTEUYCHUSMHU B Pe3yJIbTaTe HEIOCTATOYHOCTH (akTopa Bui-
neOpan/a, 00ECIeYMBAIOIIETO a/Ir€3HI0 TPOMOOIIMTOB B MECTE TMOBPEXKIACHUS COCY/Ia.



biokhimija.ru TumnH O.A. Jlekumm no 6Gonorm4eckon XmMmmm 19

I'emopuausa A — ayTOCOMHO-pEIIECCHBHOE 3a00JI€BaHNE, CBI3aHHOE C BPOXKICHHBIM Je(u-
utoM ¢akropa VIII u HapymeHnneM akTUBaIuM Ia3MeHHbIX QakTopa IX u, ciemoBaTenbHo, (ak-
Topa X.

I'emoduansa B — ayrocoMmHo-perieccuBHoOe 3a00JieBaHKe, CBA3aHHOE C BPOXKACHHBIM JAe]uiiu-
ToM (hakTopa IX 1 HapylIeHHeM akTUBAIUH IJ1a3MEeHHOTro (hakTopa X.

I'emopuaus C — 3a0oeBaHue, CBA3aHHOE C BPOXKIACHHBIM jaeduiurom dakrtopa XI u, ciemno-
BaTeJIbHO, HAPYILICHUEM aKTUBAIlMU T1a3MeHHOTo dakropa [X.

TpomOouuTOneHum:

o mnpuobpereHHble, Hanpumep, npu [IBC-cunnpome (moBbIIEHHOE NMOTpedeHne TPOoMOOIH-
TOB), IPH CUCTEMHOM KPAaCHOW BOJTYAaHKE (TIOBBIIEHHOE pa3pyuieHue TpOMOOIIMTOB),

o HacleACTBEHHbIE, HampuMmep, cuHapoM Buckorra-Onapuya, peakoe X-CIEIIEHHOE peLec-
CUBHOE 3a00JIeBaHUE.

3aboneesaHusi, cesizaHHble C 2unepKoazynsyueu

CocTosiHMsI, CBS3aHHBIC C TUNIEPKOATYIISIIUEH, BCTPEUAOTCS 4acTO, MPOSBISIFOTCS KaK TPOM-
60¢dunuu 1 MOTYT OBITh CBSI3aHBI C HACJIEJICTBEHHBIMU U PUOOPETECHHBIMU (haKTOPaMHU.

I'uneproMmouucTenHeMHusl Pa3BUBACTCA B PE3yJIbTaTeé T'€HETUYECKUX IePEKTOB (HEepMEHTOB
IpeBpalleHys] TOMOLMCTENHA U NIpU TUloBUTaMuHo3ax B6, B9, B12.

AnTH(OCHOTUNUAHBIA CHHAPOM CBsI3aH C Pa3BUTUEM ayTOMMYHHOM pealld Ha OTpULIaTEeNb-
HO 3apspKeHHble Gochomunuasl MeMOpan TPoMOOIUTOB, SHAOTENHs U T.I. [IposBusercs TpomOo-
3aMH BEH W apTepUid, Y )KCHIINH — MPUBBIYHBIM BBIKHIBIIIEM, TPOMOO30M COCY/IOB IUTAIICHTHI, TH-
OeJbIo IUIoAA.

JABC-cuHAPOM — THCCEMUHUPOBAHHOE BHYTPUCOCYIMCTOE CBEPTHIBAHHE, CHHIIPOM O0YCIOB-
JIeH aKTHBALMEH CBEPTHIBAIONICH CHCTEMBI KPOBU U TPOMOOIIUTAPHOTO FEMOCTa3a C MOCIEAYIOIINM
UCTOLIEHUEM 3THUX CHUCTEM U BCEX OCTAIbHBIX — (PUOPHMHOIUTUYECKOH, PEHHH-aHTHOTEH3UHOBOM,
KaJUIMKPEUH-KUHUHBOH, KOMIUIeMeHTa. OTpaskaeT CphlB MEXaHHU3MOB MeMOCTa3a M TeHepaIU3aIHio
nporiecca KoaryJsiiuy.



