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T'JIABA 17. ITATO®U3UOJIOI'VisA CHCTEMBI TEMOCTA3A

CucreMa remocrasa IOAJep:KMBaeT JXMIKOe COCTOSHHE KPOBU, IIPU MHTAKTHBIX, He NOBPEXAEHHBIX COCyJaX U
obecrieyrBaeT CBEPTBIBAHMUA KPOBU IIpU IOBpexAeHHH cocyza. CucremMa reMocTasa COCTOMT M3 TpeX OCHOBHBIX
KOMIIOHEHTOB!

1) crenka cocypma, 1 mpexe BCero, SHAOTeNIHH,

2) TpOMOOIUTSHI,

3) mra3MeHHbIe (HAKTOPHL: IPOKOATY ITHTHI, aHTUKOATYJIIHTHI, GUOPHUHOIUTHYECKHE, aHTUDUOPHUHOTUTUIECKHE.

s 6osee mOZpoOHOTO ITpeICTaBIeHUA UX POJIU B CHCTEMe reMOCTasa, CHa4ala pacCCMOTPUM IIOCIe0BAaTEIBHOCTD
COOBITHI B ITIOBPEXAEHHOM y4acTKe COCy/a:

1. HemocpezncTBeHHO IOCIe TIOBPEXAEHHA pa3BUBaeTCA pedreKTopHas Ba30KOHCTPUKIMA (CIIa3M) COCYZa, B KOTOPOit
3aTeM YYacTBYIOT MeCTHbIe T'yMOpajbHble (PaKTOPBI: SHIOTEMUH 1 (M3 IOBPEXZEHHOTO SHAOTENIHA), CEPOTOHHH M
tpoMmbokcaH A2 (TxA2) (M3 aKTUBUPOBAaHHBIX TPOMOOLIUITOB).

2. B 30He mOBpeX[EHUA OHAOTENUS TPOMOOLUTHI, B3aUMOJEHCTBYS C CYyOIHIOTEJIMAIbHBIM KOJLJIATEHOM,
aATe3upPyIOTCA U AaKTUBHUPYIOTCA, YTO COIPOBOXJAETCS W3MeHeHHeM (GOPMbI TPOMOOIIMTOB U BBICBOOOXKAEHUEM
cogepxumoro rpanyn. Ilony BausHHeM BBICBOOOXKAEHHBIX (AKTOPOB B IIPOLIECC BOBIEKAIOTCA OIOIHUTEIBHBIE
TPOMOOIIUTHI, Pa3BUBAETCA UX arperanus U GopMHUpPyeTcs TPoMO. DTOT IPOLeCC HA3bIBAETCS IIEPBHYHBIM WU COCYZO-
TPOMOOLHTAPDHEIM T€MOCTA30M.

3. Il;masma KpoBHU, B3aUMOJEHCTBY ¢ TKaHeBbIM (akTopoM (tissue factor-TF, usBecTHBIM Takke KakK TPOMOOILJIACTUH
niau akrop koaryasuuu III) BBICBOGOXKZEHHBIM M3 KJIETOK IIOBPEXAEHHBIX TKaHed, aktuBupyer VII cdakrop
CBEpPTHIBAHUA, ABJIAIOIUNCA OCHOBHBIM ITyCKaTeseM KOaryJIAIMOHHOTO KacKaa. 3aTeM IIPOUCXOAUT aKTUBAIUA APYTHUX
daxTopoB cBepThIBaHUA (mOZpoOHOCTH Hmbke). KyrapMuHaiueil KOaryJIAIMOHHOTO KacKafa sBIAETCA 0oOpa3oBaHUe
tpoMbuHa. TpomOuH pacuenisfer ¢pubpuHOTeH A0 GUOPUHA, KOTOPHIH IIOJIUMEPHU3UPYACH, 00pasyeT HepacTBOPUMYIO
ceTb. DTOT IIPOLECC HA3bIBAETCA BTOPHIHEIM WU KOATY/IALHOHHBIM IT€MOCTA30M.

Paccmotpum dyHKIIIM KOMITOHEHTOB CHCTEMBI TeMOCTa3a 6osiee IOLPOOHO.

OHpoTenmii. VIHTaKTHBIN SHAOTENUN XapaKTepU3yeTCs aHTUTPOMOOTHYeCKMMHU cBoicTBaMu. C OZHON CTOpPOHSI,
5TO MeXaHWYeCKUi Gapbep MeXAy TPOMOOIMTaMM U aKTUBUPYIOUIMM HX CyOGSHOTEJIMANbHBIM KOJUIATEHOM, a TAaKKe
mexxgy VII ¢axkropoM cBepTHIBAHHA U AaKTUBUPYIOUIUM €T0 TKAaHEBBIM (AKTOPOM (IIOCIeAHUII COAEPXKUTCA B JIIOOO
KJIETKe, PaCIOJIOXKEHHOM IIOof SHAOTeaueM: MHOLUT, ¢pubpobmact u T.n.). C Apyroit CTOPOHSBI, SHAOTENNH, 06pasys
pa3IMYHbIe BellleCTBa, CO3TAeT «XMMUYEeCKHil» 6apbep U IIpeJOTBpAlllaeT aAre3uio U arperaliio TPOMOOIUTOB, IIOAaBIIeT
IIPOIIeCC CBepPTHIBAHUA U crocobcTByer pubpunonusy. Tak, NO u mpocranukius (Pgl2) mpemorspamaior akTHBamuio
TPOMOOLIUTOB, a aseHo3nHAubocharasa paspymaer AJID, criocobeTByOMMIL arperaiy TPOMOOIUTOB. AHTUKOATYJIIHT-
Hble 5} ()eKThI SHAOTETNI ONMOCPEAYIOTCA NMPOAYKIMe MeMOPaHOCBA3aHHbIX TelIapUHOIIONOOHBIX BEIeCTB, TPOMOOMO-
IoyauHa, uHruburopa mytu TkaHeBoro daxropa (TFPI) (tissue factor pathway inhibitor-TFPI). emapunonomo6usie
BEIeCTBA AaKTUBUPYIOT aHTUKOATYJSHTHBIN ¢aktop aHTHTpoMOuH III. TpomGomomynnH, CBA3BIBasICh C TPOMOMHOM,
o6pa3yeT KOMILIEKC, KOTOPBIi aKTUBUPYET APYTOi BaKHBINA aHTHUKOAryaaHTHBIH ¢akrtop: C mporenn. TFPI momasiser
aKTUBHOCTB BHEIIHETO IIyTH, yTHeTas KOMIIIeKC TKaHeBoi dakrop/VII dakrop. Yuactue sHporenus B GubprHOIN3E, TO
€CTh B paspylIeHHH oOpa3oBaBIIerocs Tpomba, 00yCIOBIeHO NMPOLYKIMeH aKTHBATOpa TKaHEBOTO ILIa3MUHOTeHa (tissue
plasminogen activator-tPA), aBnsiouuiica akTUBHPYIOLIe IIa3MUHOTeH IpoTeasoi (puc. 17.1).

Taxum 06pa3oM, MHTaKTHBIH SHAOTEIUI IIPOTHMBOCTOUT TPOMOOOOPA30BHUIO, TOTAA KaK IIPU IOBPEXIEHUU OH
ImpuoOpeTaeT IPOTUBOIIOIOXKHBIE CBOICTBA. C OIHOM CTOPOHBI, KaK yXe OTMeYasoCh, B CIydae IIOBPeXAeHNU SHI0Te N
TPOMOOLIMTHI CBA3BIBAIOTCA C OOHAXXEHHBIM KOJIAT€HOM, 3aIlyCKas COCYAMCTO-TPOMOOLMTApHBIN IeMOCTa3s, a TKaHeBOM
GbaKTOp, PacIIOJIOXKEHBIN Ha IOAJeXalux KiaeTkax aktuBupyer VII dakrop. C gpyroit cTOpOHSI, IOBPEXEeHHBIN WU

aKTUBHPOBAaHHBIN MeAVaTOPaMH BOCIAJIEHHUSA JHIOTeIUN DKCIIpecCHpyeT TKaHeBOH ¢aKTop, 3aIlyckas BHEIIHWH IIyTh
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KOAryJIAIIMOHHOTO TeMOCTa3a, a TaKKe aKTUBHPyeT dKcmpeccwio daxropa BuireGpanpa, CIIOCOOCTBYA aKTHBAITUU
TpoMGouuToB. YMeHburaercsa npoxykuus NO, Pglo u anTukoarynsuToB. OuOpuHOIUTHYECKUE CBOICTBA DHIOTEIUA
TaKKe yrHeTalorcsa. Bmecto tPA BIpabaTsiBaeTCs MHTMOHTOP aKTHBaTOpa IIasMuHoreHa (plasminogen activator inhibi-
tor-PAI-1), koTopsrit mogasiser GubpuHOIN3. AKTHBAIMA IPOTPOMOOTUIECKUX CBOUCTB SHIOTEINUS ABJIAETCA OLHOM 13
XapaKTePUCTHK SHIOTeINaIbHON AUChYHKIINH, KOTopas 6oJee IOAPOOHO OyZeT pacCMOTpeHa B MeXaHHU3Max TpoMO03a.
Tpom6ouursr. CocyzaucTo-
TpoMOOLMTAapHEL reMocTa3. Poss
TPOMOOIIUTOB B TeMOCTase
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3dexTs! 3H70TETHT
TPOMOOIITOB IIepeMelaeTca K

HapyXHOM TIOBEPXHOCTH

ot HETHOMTOp MyTH TXamesoro  PENEMIOP  mmoyoyonymim
MOTEXYTa daxtopa TpoubHHa i MeMOpaHbl (YTO IIPOUCXOAUT U

Puc. 17.1. AurukoarynsHTHble CBOMCTBa HMHTakTHOro sHzporenus (Robbins and Cotran, IIPH amomTo3e), HO He JJId
PATHOLOGIC BASIS OF DISEASE, Ninth Edition). bopMUpOBaHMS CUTHANA «ChEllb
MeHs», a JJIg CBA3BIBAHUA KOMIUIEKCOB CBEPTHIBAHME IIOCPENCTBOM MOHOB KajbI[dd, TeM CaMbIM IIpeJOTBpalias
pacIpocTpaHeHUe IIPOIecca CBEPTHIBAHUS 32 IIPe/IeIbl IOBPEXXAEHU.

Anresus TPOMOOLIUTOB OIoCpenyeTcs (dakTopom

Jeduuur — 6oe3nn

Beptiapa Cysve Bunnebpanza, BEICBOOOXKAAOIINECS U3 SHAOTENNUS U TPOMOOIIITOB,

KOTOpBI  CBfA3BIBaeT  TIIMKOmpoTenHOBBIN  Gplb-pementop

Aeipmrgrr - TPOMOOIIUTOB €  KOJUIATEHOM, IIpefOTBpalas  «CMbIBAaHHE»
TPOMOOCTeHHS 6

TPOMOOLHT 6 6 B
Trsngpana TPOMOOIIUTOB B YyCJIOBHAX OBICTPOrO TOKa KpoBH. Bcien 3a

Gplibla anresuen pasBuBaeTcs ux IerpaHyJIAIus: KaJIbIIUH,

complex ¢bubpunoren

BBICBOOOXKZAaeMbIil U3 & IpaHyJI, HEOOXOAUM AJIA KOATy IAIMOHHOTO

KaCKazad, a A,B;q) ABJIAETCA MOIIHBIM CTHMYJIATOPOM arperanumn

DHpoTemit
\‘\ ADP TPOMOOUIUTOB. BaXkKHBIMU CTUMYJIATOpAaMU arperanyuy TPOMOOLIUTOB
0nocpeaoBaHHoe
i =i ABIAIOTCA Takke TxA» BbIpabGaTsiBaeMblif aKTHBHPOBAaHHBIMU
®akrop BueGpanza
= TpoMOouuTaMu, U  TpPOMOMH, oOpasyeMblii B  IIpolecce
\\\\ Jebuuut — 6onesHs

Brurebpanza KOaryJjasannuoOHHOTO KacCkaza, KOTOpPBIN BO3EUCTByeET Ha

ADRHACTEIM TpomGonuTapusie perentopsl PAR (protease-activated receptors).

Puc.17.2. Agresus u arperaiusa TpOMOOIIUTOB.
8 PEralAz TP B Tpombouutapusiit peunentop Gpllb-IIla mox BosgeiictBuem AJID
Io/iBepraeTcsi KOH(MOPMAIMOHHOMY W3MEHEHWIO, YTO IIPUBOJUT K IIOBBIIIEHWIO €r0 CPOACTBA K (UOPHUHOTEHY.

Mosnekyna ¢ubpuHOreHa WrpaeT poJab MOCTa MeXAy TpoMOonuTaMu, obecmeunBas uX arperanuio (puc. 17.2).

! Mudopmanys 0 TPOMGOLUTAPHBIX IPAHYJIAX IPELCTABIeHa B IPUIOKEHUH 1.
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AKTI/IBaHI/I}E[ ITHUTOCKesIieTa TpOM6OHI/ITOB BBI3BIBACT HX COKpall€eHVe ¥ IIPUBOAUT K CIUAHUIO, TEM CaMBbIM (bOPMI/Ipy}I

TIePBUYHBIN TPOMO.

Tenapuronododroe [Tonnmanwue MOJIEKYJIIPHBIX
’ . " .« g éeljecmeo Ha
BH} MpeHHUlU nymo Brewnuii nymo asmumposGuH nosepsHocmY MeXaHHM3MOB COCYAMCTO-TPOMOOLUTAap-
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Koarynanuonnsii remocras. Koa-

: Ceepmutearouguit haxmop upun

" Fy)I}I]_[I/IOHHI)IfI TreMoCTa3 IIpeACTaBJIgeT
== === ====== [Ipomusoceepmuieaioujuii paxmop Soi
COOOM KaCKaJ, IIoCsIeJOBATE/IIBHBIX U

B3aMMOYCHMJIMBAIOMMX JPYT Apyra peak-

Puc. 17.3. Koarynsaiuonnsiii remocras. A66pusuarypa: TF - TkaneBoit paxTop

Wi, BBI3BIBAIONIMX OOpasoBaHue He-
(rpom6omnactus, III ¢pakxrop), TFPI - unru6urop mytu TkaneBoro $akropa. HHH H—l P

pacTBopuMOii PUOPUHOBOH ceTn (pHC.

17.3). B xaxmoii cTazuy y4acTBYIOT depMeHT, cyOcTpaT (Heax-

BEYTIpeHHHE IyTh BHEIIHHUI IIyTh < < o 2
THUBHBIN KOATyJIINVMOHHBIN d)aKTOp, KOTOpPBIN aKTI/IBI/IPYETC}[) "

- kodaktop (yckopser peakumio). CoGBITHS pPasBUBAIOTCA Ha
IIpeJCTaBIeHHBIX TPOMOOLMTAMU OTPHUIATENBHO 3apSKeHHBIX

IIOBEPXHOCTAX (GOCHONIUIHNAOB, C KOTOPHIMH CBSA3BIBAIOTCA

7 " cozilepXaljyie OCTaTKU Y-KapOOKCHJIMPOBAaHHOTO —TIJIyTaMara

i dakroper X, IX, VII u II mocpescTBOM MOHOB KajbIlus.
HamomuuM, 4TO y-KapOOKCHIMPOBaHME IIyTaMaTa yKa3aHHBIX

YaCcTHYHOE
TPOMOOILTaCTHHOBOE Obmu# myTh
BpeMA

IPOTPOMOHHOBOE

daxropos aBrgercsa K BUTaMuH-3aBUCHMBIM IIPOLIECCOM.
BpeMA

KoarynamuoHHBIH TreMoCTa3 IIPUHATO IIOApAasZeNsaTh Ha
BHEIIHWI W BHYTPEHHHI IIyTH, KOTOphIE COeJUHAACH IPUIAIOT

TMPOTPOMOUH
o KOaryJIALIMOHHOMY remocrasy d¢opmy OykBel Y (puc. 17.4).

budpuHOTEH

Bruemnuit myTe HaumHAaeTca ¢ axkTuBanmuu daxrtopa VII

Pric. 17.4. Koary Isiuomprit remoctas. TKaHeBbIM (pakTopom (¢aktop III). IlomydyeHHBIH KOMILIEKC

Vlla/TkaneBoit ¢aktop (TeHasa BHEUIHErO IIyTHU: aKTUBATOP

daxTopa X) akrusupyer ¢axtop X. BHemHuit myTh pa3BuBaeTCA GBICTPO U SIBIAETCA OCHOBHBIM ITyCKOBBIM MEXaHHU3MOM
KOaryJIAnHOHHOTO IeMOCTa3a in VIVO.

BuyTpeHHMIT IIyTh 3aIlyCKaeTCs IIOCPEACTBOM B3aMMOZeicTBUA (akTopa XaremMaHa C IIOBPEXAEHHOW CTEHKOU

cocyza. B ero akrtuBauum ydvacTByeT KaJMKpeMH-KMHWHOBas cucrema. AxruBupoBaHHbIM (aktop XII aktuBupyer

¢dakrop XI, KOTOpBIH, B CBOIO Ouepenb, akTuBupyeT dakxrop IX, koTopslii, mocpencTBoM cBoero kodakropa: ¢pakropa VIII

2 QaxTOpHI KOATY IALNY IIPe/ICTAaBIeHb] B IPUIOXKEHUN 2.
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dbopMupyeT BHYTpPeHHWI TeHa3HBIII KOMIUIEKC, aKTUBUpyWui dakrop X. BHyTpeHHUMil ImyTh MeJJIeHHBIH, HO Ooyee
MOIITHBIH.

C aktuBanuu ¢akropa X HaymHaeTcs oOWMil IyTh. AKTHUBHpPOBaHHBIN (akTop X° BMecTe C CBOMM KO(PaKTOPOM
dakropom V obOpasyeT ImpOTpOMOMHA3HBINH KOMIUIEKC, KOTOPBIH IpeBpamaer ¢dakrop II - mporpoMOuH, B aKTHBHBII
tpoMmOuH. Ilocnenuuii pacmeriser GUOPHMHOTeH 4O MOHOMepOB (GUOpPMHA, KOTOpble IIOTMMEPHU3YIOTCH, 3aTeM

nepexpectHo curuBaiorcs paxkropom XIII, akTuBUpyeMbIM TeM ke TPOMOMHOM.

Koarynsauwus in vitro Koarynsauwms in vivo
BHyTpeHHU nyTb MoBpexaeHue cocyna —
oTpuUaTenbHO 3apsiKeHHas BO3Flel71CTBVIe TKaHeBOro
NOBPExXHOCTb hakTopa =
JE)
1 BHewHun nyTb
(i) Yl TKaHeBOW haKTop 2 \TE £
Xil ) —— (Xlla P g G
e T, ® O—® &
(X1)——(xi1a) = = l _
g - [ £33 \
kx\‘ — Vi ( \lx) A !Xg »
T . ' poauty » Villa
= ~TF) : E - ' Va) <=
@ — (ixa) —|—(vug) Py o a
Vi - Xl | ——> \Xlal) ' p & o=
~’ ; _Va.,l \/ ? s E \\ P (¢
(Xa] : ! NpoOTPOMGMH TPOMBMH
y— g ) o v T :
NPOTPOMBUH TPOMBUH
v UBPMH ubpuHoreH SPubpui
A pubpuHoreH —=———> B

Puc. 17.5. Temocras in vitro (A) u in vivo (B). B ycnoBusax in vivo xomiiekc VIla/TkaHeBo#l (akToOp SBIAETCA CaMBIM BaXXHBIM
axtuBatopoM IX dakropa, a xommiaekc IXa/VIIla - aktuBarop daxropa X. IITpuxmyHKTUPOM OTMeUeHa IIOJIOXKUTENIbHAs oOpaTHas
CB3b, (hopMuUpyOmAICT TPOMOUHOM.

M36upaTenpHas aKTUBAIUA BHEIIHETO X BHYTPEHHETO IIyTeil B yCJIOBUSAX IN VILro TO3BOJIAET OLEHWBATh paboTy
STUX IyTe# IIOCPeACTBOM JTabOPAaTOPHBIX TECTHPOBAaHUIl (IIPOTPOMOMHOBOE BpeMsA U aKTUBHPOBAaHHOE YaCTUYHOE
TpoMGoIuIacTuHOBoe BpeMms) (puc. 17.4). OmHako BHEIIHUN XM BHYTPEHHHI IIyTH KOAaryJALMOHHOTO TeMOCTasa B
YCJIOBUSAX 11 VIVO NeHCTBYIOT B3aMMOCBS3aHHO (puc. 17.5). ['emocTtas in vivo 3amyckaeTcs B3aMMOJ€HiCTBHEM TKaHEBOTO
daxTopa/daktopa VII, uro mpuBoguT K akTuBanuu Qakropa X H OBICTPOH BBIPAaGOTKE HEOOJBLUIOTO KOIUYIECTBA
TpOMOMHA. DTO IepPBOHAYaJIbHOE KOJIMYECTBO TPOMOMHA (KOTOpOe HeJOCTaTOYHO MAJA OOpasoBaHUA HEOOXOAMMOTO
KonudyectBa ¢pubpuna) akrusupyer akropsl XI u VIII BHyTpeHHero myTH, «B3pbIBasg» MOLIHBIH BHYTPEHHUH IIyTh
(MuHYysa dakrop Xaremana) um ammudUUIMpys oOpazoBaHHe HOBBIX KosndecTB TpoMm6GuHa. Kommuekc VIla/Tkamepoii
¢dakTop akTHMBHpyeT He TONBKO ¢akrop X, HO um dakrop IX. V3 BbImIecKkasaHHOrO CTAaHOBUTCA IIOHATHO, IIOYEMY
HEeJOCTAaTOYHOCTh Pa3HBIX (DAKTOPOB i1 VIVO HMeeT pasHble mocaenctBus (mebuuur daxropa XaremaHa He
COTIPOBOXKZAETCSI KPOBOTEUeHUAMH, npu geduiure daxropa XI Habmozarorcs c1abo BbIpaKEHHbIE KPOBOTEUYEHUS, a
nedunur paxropos IX u VIII compoBokgaeTcs cepre3HBIMU KPOBOTEYEHHAMMU).

Takum o06pa3oM, ydacTHe TIJIABHOTO «Teposi» KOAryJIAIMOHHOTO IeMOCTasa, TPOMOWHA, He OrpaHUYHBAETCS
pacumenenueM ¢ubpuHOoreHa. TpPoMOMH SBJISEeTCS MOUIHBIM aKTHMBATOPOM TPOMOOLMTOB, Y4acTBYeT B aKTHUBAIUU
IIPOKOATYJITHTHBIX M AHTUKOATYJIIHTHBIX (PAaKTOPOB (TIOJIOXKUTETIbHbIE M OTPULIATEIbHbIE OOpaTHBIE CBS3M), a TaKXe
OKas3bIBaeT IIPOBOCHATHUTENIBHOE [eHCTBUE, aKTUBUPYs pelentopsl PAR sHIoTenus u JeHKOIUTOB, CIIOCOOCTBYS

BOCCTAaHOBJIEHUIO TKaHEeH.

3 luruburopsl akTUBHOM HopMsI aTOrO hakTopa — Xa UMeIoT obliee oKoH4YaHMe: Xxaban (Hanpumep, Rivaroxaban), T.e., MHTUGUTOPEI
Xa (or aurz. to ban - sampemarts). [IpescraBifior coGoit rpynmy Hanbosee HOBBIX, MHOTOOOEIAIoW X (HO JOPOTUX) IIpelaparos,
JeUCTBYIOIMX Ha KOAryIAlMOHHBIM IeMOCTa3.

4



Kadegpa ITatodusmonoruu, [larodpusmonorus cucrems: remocrasa, ©OM, 2021r.

AwnTnkoarynsaHTHbBIe pakTOpEl. PacrpocTpaneHue mpoliecca CBepPTHIBAHUA U3 MOPAKEHHOMN 00JaCTH K MHTAaKTHOMY
SHOTENNIO MM HEYMEeCTHBIH 3allyCK CBEPTHIBAHMA KPOBU IIPeJOTBPAINAETCSA IIPOTHBOCBEPTHIBAIOMIMMY (DaKTOpaMu
(puc. 17.3). Takumu paxTopaMu SBISIOTCA:

1) IIporenn-C u ero xodakrTop mporewmH-S, wHakTHBHpylomuii kKodakropsl V u VIIL. IIporemnsr C u S
CHUHTEe3UPYIOTCA B IledeHH U ABnaAloTca BuTamMuH K-saBucumeiMbel. IIporemn-C axkTuBHpyeTcs Ha ITIOBEepXHOCTHU
SHOTENNA KOMIUIEKCOM TPOMOUH-TPOMOOMOAY I H.

2) Auatutpom6uH III, xoropsrii nHakTHBHpyeT TpoMOuH u ¢akropst XII, XI, X, IX. BerpabaTsiBaerca B nevenu. Ilpu
HaJIMYHUH TellapuHA eT0 aKTUBHOCTh BO3pACTaeT B THICAYHU Pas.

3) Muruburop myTtu TKaHeBoro daxkropa (tissue factor pathway inhibitor-TFPI), nHakTuBUpyIOmMiI KOMILIEKC
TKaHeBO# (akrop/dakrop VII.

Oubpunonmriveckas ¥ anTuduUOpHHONIWTHYECKas cucTeMbl. CBepThIBaHME KPOBH 3aIlyCKaeT MAesTeIbHOCTD
(bUOPHHOIUTUYECKON CHCTEMBI, KOTOpas OrpaHMYMBaeT pa3Mepbl TpoMOa U B JajJbHeMIIeM CIIOCOOCTBYeT ero
paspyuenuio. PepmeHTOM, OCYyILIECTBIAIOMINM (GUOPUHOIN3 ABIAETCS IUIA3MHUH, KOTOPBIH B KPOBU IIPUCYTCTBYeET B BHE
HEAaKTUBHOTO IlIa3MHUHOreHa. Ilociemuumii mpeoOpasyeTcs B IIa3MUH IIOZ eCTBUEM AaKTHBHPOBAHHOTO (akTopa
XaremaHa (BO3MOXKHO, IIO 3TOH IpuuuHe AebunuT ¢axTopa XareMaHa NPUBOAUT K Pa3BUTHIO TpoM0OO03a) MJIH €ro
aKTHUBATOPOB, Haubojiee BAXKHBIM M3 KOTOPHIX ABJAETCA TKAHEBOH akTWBaTOp IUIasMuHoreHa - tPA. OH cunTesupyercs
9HZOTeNNeM U Haubojiee aKTHBEH B CBA3aHHOM C ¢ubpuHOM cocrosHuu. CoriacHo «TOOPHIM TPaAMIIUAM» reMOCTasa,
aKTHUBHOCTh IUIa3MHMHA TaKKe CTPOTO KOHTPOJUPYETCA INPHUCYTCTBYIOIIMM B KPOBM HHTMOHUTOPDOM IITa3MHHA O2-
AQHTUIUIA3MUHOM, a akTHBHOCTh tPA - mHrmburopom axTtuBaropa utazmuHoreHa PAI-14 OpuHumM M3 akTHBATOpPOB
IIJTa3MUHOT€HA ABJIAETCA TaKXKe YPOKMHA3a, KOTOpas B 60JIBLUIOM KOJIUYeCTBe IPUCYTCTBYeT B Mode. OHa BrIpabaThIBaeTCA
Pa3JIMYHBIMHM KJIETKAMHU U aKTUBUPyeT (GUOPHMHOIM3 B DKCTPABaCKYyJIAPHOM KOMIIAPTMEHTe, TOrza Kak tPA sapigercs
OCHOBHBIM aKTHBATOPOM MHTPaBaCKyJApHOro ¢pubpuHonausa. CTpenToKMHAa3a, IPOLyLHpYyeMas CTPEITOKOKKAMH, TaKKe
ABJIAETCI AKTHUBATOPOM IUIa3MUHOTEHA U paHee IPUMEHSIACh B KIMHUKE C IEIbI0 CTUMYJIMPOBAHHA Pa3pylIeHUS
TpoMOa. B HacTos1iee BpeMs ee IprMeHeHNe BRITECHEHO U3 KIMHUKY U 3aMeHeHO peKoMOnHaHTHO# tPA-anpTenasoit.

BeIicokuil ypoBeHb IPOLYKTOB pacmaza ¢puOpuHa B KpoBH (0coGeHHO D-AuMepoB, 06pasyloIuXcs B pe3yJbTaTe
pacraza ImepeKpecTHO CIIMTOro (puOpmHA) CBUIETENBCTBYeT 00 akTHBauuM (UOPUHOIM33, YTO, B CBOIO OYepens,

yKa3bIBaeT Ha IIPeJIIeCTBYIONee COObITHE - TPOMOO3.
17.1. TJABOPATOPHBIE IIOKA3ATEJI XAPAKTEPU3VYIOIIWE TEMOCTA3

JlaGopaTopHEIMH TTOKa3aTe/IIMH, XapaKTepU3YIOIMMH COCYAHCTO-TPOMOOLIMTapHBIH IreMoCTa3, ABJITIOTCA:

1. xommuectBo TpoMGoLMTOB (B HOpMe 150000-400000/MM3),

2. GyHKIWOHAJBHBIE TeCTHI TPOMOOIIUTOB: I VItrO W3ydYaeTCA arperanus TPOMOOLMTOB IIOZ BO3JeHCTBHEM
Pa3IMYHbIX BEILIECTB,

3. Bpemsa kposoredyenus (bleeding time, BT) (B Hopme mo 9 MuHyT): ABIA€TCI TECTOM I VIVO, U3MEPSIOUINM
IIPOJOJDKUTEIPHOCTh ~ KPOBOTEUEHMsS  IIOCIe  IIOBpeXZAeHHd. BpeMa  KpOBOT€UeHHSA  yBeJIMYMBAETCA  IIpU
TPOMOOLIMTOIIEHIH, TPOMOOLIUTOIIATHH, & TAK)KE IIOBPEXKAEHUU COCYAUCTOH CTEHKU.

IMoxasaTensaMu, XapaKkTepH3yIOIUMH KOATy IAIMOHHEII reMocTas, SBiaiorcs (puc. 17.4):
1. IIporpombunoBoe Bpems (prothrombin time-PT, 10-14 c): sBngercs TecToM In vitro, npoBepseT (PYHKIIUIO

BHEIUIHEro u O6H.LEI‘O l'[y'Teﬁ, BBIABJIIE€T BpEMA, B T€4€HHNE€ KOTOPOI'O0 aKTUBAIIMA BHEITHETO ITYTH IIPUBOAUT K O6PaSOBaHI/IIO

‘B ocHOBe IIpeZIpacIIONIOXKEHHOCTH K 06Pa30BaHHMIO TPOMOGOB IIPU HEKOTOPBIX MATOJOTUAX JeXHUT rumepuposykuus PAI-1. Hampu-
Mep, yCHIeHHe eT0 IPOAYKIMHU BUCIePaIbHOM XUPOBOM TKAHBIO IIPU OXXMPEHUH IOBBIIIAT BEPOATHOCTh TPOMOOOGPA30BaHMs.
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¢bubpuna, 3aBucur or akTuBHOCTH daktopoB VII, X, V, II un ¢ubpunorena. MexayHapogHOe HOPMHUPOBAHHOE
coorHomrenue (koapounuent INR) B Hopme cocraBmaser 1-1,5. Oto coorHomenue PT y pganHoro mamumeHTa K
MeXZYHApOLHO IIPUHATOH HOpMe.

2. AKTHBHMpOBaHHOE IIapIuaJbHOe TpoMOoIIacTuHOBOe BpeMms (activated partial thromboplastin time-aPTT, 25-38
CeK): ABJIAETCS TeCTOM i1 VILrO, KOTOPBIH NpOBepsieT paboTy BHyTPEHHETO U OOLIEro IyTel, yKasblBaeT BpeMs, B TeueH1e
KOTOPOTO aKTHBAIINA BHYTPEHHETO ITyTH IPUBOAUT K 00pa3oBaHUIO GUOpPHHA. 3aBUCUT OT KOJIMYECTBA MJIM aKTUBHOCTH
daxropos XII, XI, IX, VIII, X, V, II u ¢pubprnorena.

3. Ilpomyktsr pasnoxenus ¢ubpuna (fibrin degradation products-FDP, nanpumep, D-pumep) ykassiBaioT Ha
aKTUBAIMIO GUOpPUHOIN3A.

BosmorxHbBIE TPUYMHBI U3MEHEHUS KOATy ISIMOHHBIX TECTOB IIPeZCTaBiIeHs! B Tabuuue 17.1.
Ta6auma 17.1.

1. ynnuuenue aPTT .
e negocraTouHocts XII dakTopa, KaUIMKpHeH-KIMHIHOBOM CHCTEMbI (KIMHIYECKH He [IPOSBISETCS)

e nenocraTounocts XI dakropa (crabsie niu pefKie KPOBOTEUEHNIS)
o menocraTowHOCTh hakropos VIII u IX (Tsoxesnple u yacThie KPOBOTEYEHUS)

2. ynnunenue PT ® HeZ0CTAaTOYHOCTH (hakropa VII
e neduuut ButamuHa K (paHHUI IpU3HAK)
¢ BapdapHUHOTepanusl

3. yanuuenue u aPTT, u e HegocTaTouHOCTH (pakTopos I, II, V, X (dbakTopos obuiero myTu)
PT o nedbunut Butamuna K (mosguuit mpusHak)
e BapdaprHOTEpanusa

17.2. HAPYIIEHUA CUCTEMBI TEMOCTA3A

HapymeHusaMu cCTEMBI TeMOCTa3a ABIAIOTCH:
1. runmepKoary A, YTO MPOABISLETCS TPOMOO30M,
2. TUIIOKOATYJIIIHS, YTO IIPOSIBIIAETCS TeMOPPArudeCKUM CHHPOMOM.
I'mepxoarymsauusa. XapakTepusyeTcs ycuieHuHeM TpoM6OooOpasoBaHus U TpoMmboduianeil (CKIOHHOCTh K
TpoM6006pazoBHUI0). PakTOpEI, CIIOCOGCTBYIOIIE TPOMGOOGPA30BaHUIO, U3BECTHHI KakK Tpuasa Bupxosa (puc. 17.6):

IOBpeXxzeHHe °
“. IIOBpeXAeHre dH/IOTeu,

* HapylIeHHe KPOBOTOKA (CTa3, TypOyJIeHTHBIH TOK),

[/ \ * TMIIEpCBEPTHIBAEMOCTD (yBeJUdYeHHe KOIUYeCTBA MM aKTHBHOCTHU

TPOM6OI_H/ITOB N HapymeHune COCTAaB/IAIOIIMX KOaryJIsSIXOHHOTI'O

// y remMocTasa).
/ \j TpoMG03 I
\ / 3amMeT¥M, YTO [Jis PasBUTHUA apPTEPUANIBbHBIX TPOMGO30B
/ . PelIaoyi0 POJb WIPAIOT IOBPEXJEHME CTEHKU COCYZOB (Ipexze
HapylleEHe TOKa THIIEPCBEPTHIBAEMOCTH &
g - i BCEr0 B CIydYae arepocKyepo3a), TypOyJIeHTHBIH TOK KpPOBH U

Puc. 17.6. Tpuana Bupxosa o6pasosarms TpomGoza,  KTHBALIHA TPOMOOLIMTOB, a IIPH BEHO3HBIX TPOMOO3aX BeAyIIUMH
CTAaHOBATCA AaKTHBALMA KOAryJAUMOHHOTO TIeMOCTa3a M  CTas.
AprepuanpHble TpPOMOBI GOraTel TpOMOOIMTaMKM ¥ OOBIYHO O0Opa3ylOTCA Ha IIOBEPXHOCTH Pa3OpBAHHOU
aTepOCKJIEPOTHYECKOM OJIALIKY, 2 BEeHO3HbIe TPOMOBI GoraTsl GUOPMHOM M SPUTPOILUTAMM, MOTYT OOpa30BBIBATHCSA Ha
ITOBEPXHOCTH MHTAKTHOTO DHAOTENINA, CTa00 IPUKPEIIEeHbI K CTeHKe COCyZa, M IPU OTPBIBAHUU OT IIOCJIeAHeH MOryT
BBI3BaTh TpoMOosMOonuio. HambGosnee sddexkTHBHBIMM A NPOPIIAKTUKU apTEPHAIbHOTO TpPoMOO3a SBJIAIOTCA
AQHTUTPOMOOTHYECKHE CPE/ICTBA, A IIPY BEHO3HOM TPOMOO3€e IPUMEHSIOTCS IIpenaparsl, IOJaBIAoNye KOary IsSIMOHHBIN

reMocCTas.
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PaccmoTpuM noBpexxieHNs CTEHKU COCYJa U MEeXaHU3MBI THIIepCBEPTHIBAEMOCTH KPOBH.

1. YBenmueHue KommuecTBa B PyHKIMOHAIBHOM aKTUBHOCTH TPOMGOIHTOB. TPOMOOIMTO3BI — COCTOSHHMSA, KOTOPHIE
XapaKTepH3yIOTCA yBEeJIMYeHMEeM KOINYeCTBA TPOMOOIUTOB B eAuMHHIlE O0BeMa KpOBM. YBeJWdYeHHe KOJIMYeCcTBa
tpomboriuroB 600000/mM® m Gosee IpexcTaBisfeT COOOM ONMACHOCTh. 1pOMOOLMTO3bI Pa3BUBAIOTCA IIOJ, IEeHCTBHEM
mpoBocranuTenbHbix nurokuHoB MWJI-1, WJI-6 cruMmynupyiomux TpoMOOIO033 (peaKTHBHBIH TPOMOOIUTO3).
Tpom6o1uTO3 TaK:Ke MOXKET MMeTh HeOIlJIaCTUYeCKUIl XapaKTep, HallpUMep IIPH OIYXOJIIX MUEIOUTHOTO POCTKA.

IToBrimrenne QyHKIMOHATBHON aKTHBHOCTH TPOMOOLIMTOB HAOJIIOZAETCS IIPU aTepPOCKIepo3e, CaxapHOM Auabere,
apTepUaJbHON THUIIEPTEH3UU U Ap. B mociesHeM cilydae TUIIEpPaKTHUBAIlUA TPOMOOIIUTOB OOYC/IOBIEHA SHOTEIHATbHON
IUCcHyHKITIEH.

Iunepriukemus, runepaunuzgemus (ocobenHo ysenmdenue JIITHII) crmocoGCTBYIOT IOBBINIEHUIO aKTHBHOCTH
TpoMbouuToB. Tak, Ipu caxapHOM pAuabeTe TUIEPIIMKEMHSA BbI3bIBaeT rumepakcmpeccuto gplb m gpllb/Illa wHa
ITOBEPXHOCTY TPOMOOIIUTOB, U30BITOYHYIO TPOAYKIMIO TxA2.

2. TloBpexxzeHue HAOTeMMA. MOXXeT pa3sBUTHCA IO, NeCTBHEM PasjIMYHBIX (AKTOPOB, TAKMX KaK MEeXaHHYIeCKOe
MOBpEXJeHUe, TypOyJeHTHBIH KPOBOTOK, T'MIIEPTEH3HHA, MeAHUATOPhl BOCHAJIEHUS, NPOLYKTHl HApyLIEHHOIO OOMeHa
(TMIepriIMKeMus, TUIIEPXOJIECTEPOIEMHs, ITUIIEPTOMOLCTENHEMH), TOKCHHBI COZepKaliuecs B TaOaAYHOM JbIME U IP.
IloBpexxmeHue 5SHAOTENUSA IPUBOSUT K W3MEHEHUIO €Tr0 CBOICTB - DHOTEJIHAJBHOM AUCHYHKUMH, KOTOpas
XapaKTepU3yeTcs TUIEePHPOAyKIuell TPOMOOTHYECKHUX, IIPOBOCIIAJIUTENbHBIX (DAaKTOPOB, BA30KOHCTPUKTOPOB.
DHAOTeINH ¢ HapyIIeHHOH QyHKIKel SKCIIpecCUpyeT TKaHeBOi (aKTop, aKTUBUPYET BBIPaOOTKy dakropa Buiebpanzsa
u uHruburopa axTuBaropa IasMuHoreHa PAI-1. VYwmensmaerca mpoaykumsas NO, Pgly, anTHKOarymsHTos
(remapuHONIOZOOHBIX BemiecTB, TpomOomognyiauua, TFPI), dubpunonutudeckoro daxropa tPA. OuporenuanpHas
OUCOYHKIUA ABIAETCA BOXHBIM IIATOTEHETHYECKUM 3BEHOM B Pa3BUTHU aTePOCKIepOo3a, apTepUaTbHON TUIIEPTEH3UH,
COCYZHCTBIX OCJIOXKHEHHII IIPU caXapHOM fguabere.

3. Hapymenusa ¢pyHKImit KOMIIOHEHTOB KOAryJIaIMOHHOTO TeMOCTa3a.

a) YBermiyenme B KpPOBH KOHILEHTDALHH H/IH AKTHBHOCTH IIPOKOArY/IAHTOB. Pa3nIn4aioT mepBUYHOE WU
HaCJIeICTBEHHOe M BTOPUYHOE WJIM IIPHOOpPETeHHOe YBeIWdYeHHe HUX COJepXaHuA MWIM akTUBHOCTH. HawubGoiee
pacrpocTpaHeHHas IPUYMHA HACIeICTBEHHON TpoMOobuauu - TodeyHas MyTauus V (akTopa CBEPTHIBAHUSA
(meiimeHcKas MyTauus HaclemyeTCsi ayTOCOMHO-JOMHUHAHTHO), BcTpedaercs y 5% eBpomeiineB. B pesyisraTe sTOM
myTtanuu V daxkTop He mHakTuBUpyercs mporemHoM C. KimHuYecku mposBisgercs pelUAUBUPYIOIIMMU BEHO3HBIMU
TpoMG603aMu (PHCK pasBUTHA BEHO3HOTO TPOMOO3a y TeTepO3UTOT IIOBBIIIAETCS B 5 pa3, a y romosuroT - B 50 pas).
Crepyroueit Hanbosnee pacmpocTpaHeHHOH npuumHOi (1-2% B mOmyIfAuuMM) ABAgETCS TOYeYHAas MyTalusd TeHa
IIPOTPOMOMHA, KOTOpas IPUBOAUT K €r0 TUIIEPAKTHBALUM U TPEXKPAaTHOMY yBeJIWYEHHUIO PHCKa TpoM0Oo3a BeH. Taxke
OIIMCaHbI HAaC/IeACTBEHHbIE TPOMOOdIINY, 06y CIOBI€HHbIe THIIEPAKTUBHOCTBIO PYTUX (PaKTOPOB KOATY IAIUN.

OCHOBHBIMM IPUYMHAMHU IPUOOPETEHHOTO yBeIUYeHUA KOJINYECTBA U IOBBINIEHUS aKTUBHOCTHU IIPOKOATyJISHTOB
B KPOBU SABJIAIOTCS TsDKeJble TPABMBI, XHPyprUdYecKre BMeLIaTeIbCTBA, GepeMeHHOCTh, IIPUEM SCTPOTE€HOB (BXOLUT B
COCTaB TOPMOHAJIBHBIX KOHTpAIENITUBOB, IIPUBOJUT K TpPoMOGOGUINM OCOGEHHO y >KeHmuH ¢ BbeicokuMm VIMT),
37I0Ka4eCTBEHHbIE OIIYXOJIU U T.,.

6) CHIDKeHHEe KOHIeHTPAI[HH HIH AKTHBHOCTH AHTHKOATY/IZHTOB B KpoBH. Jleduuut C u S IpOoTeHOB, aHTUTPOMOUHA
IIT moryT GBITH HaC/Ie[CTBEHHBIMY (HACIEAYIOTCS 110 8y TOCOMHO-ZOMUHAHTHOMY THUITY) M IIPHOOPETEHHBIMHU.

Kaxk yxe ymoMuHamocs, eduIUT aHTUKOATYITHTHEIX (JaKTOPOB XapaKTepeH I SHIOTeJIHaIbHON AUCHYHKIIIN.
ITpuoGperennsiit gedpunur anturpom6Obuna III Moxer pasBuThcA Ipu HePOTHYECKOM CHUHIPOME B pe3yJIbTaTe €ro
IIOTEPH C MOYOH, YTO MOXXET IIPUBECTH K TPOMOO3y IIOYEUHOIT BEHBHI.

B) CHIOKeHHEe KOJIHYeCTBA HIH AKTHBHOCTH (HODHHOJIHTHYECKHX @axTopoB. PuOpPHMHONIN3 TNOAABIAETCA IIPU

,ae(bmm”re TKaHEBOTI'O aKTHBATOpPA IIIa3MHUHOT'€Ha (tPA), YPOKHHA3HOT'O dKTHBATOPA IIJIA3MHHOT€Hd 1 ,ZLE(];)I/IHI/ITC (baKTOPa
7
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Xaremana. [lozaBrenune ¢uOpHMHONIM3Aa MOXET Pa3BUTHCA TakKe B pe3yjbTaTe yBeIMYeHHS B KPOBH KOJIHUYeCTBA
MHTHOHUTOpA akTHBaTopa IasmMuHoreHa (PAI-1) u mHruObuTOpOB IIa3MUHA (02 -aHTUILIA3MUH).

IMmiokoarynamusa. XapakTepusyeTcss pacCTPOMCTBAMHU COCYZAMCTO-TPOMOOIIMTAPHOTO H/MJIM KOAryJIAIMOHHOTO
reMOCTa3a, YTO IPOABJIAETCA HeJJOCTATOYHOCTHIO TPOMO0OOOPa30BaHNUA M Pa3BUTHA TeMOPParuyecKoro CHHAPOMA.

B ocHOBe pa3BUTHA THIIOKOATYJIALMY MOTYT JIEXATh CIeAYIONe MeXaHU3MBI:

1. ITopaxxerwme crerku cocyza. OHO MOXeT OBITH CBA3aHO C HEJOCTATOYHBIM CHHTe30M KojutareHa. Haciencrsennoe
HapylIeHVe CHHTe3a KOJUIareHa HabiofaeTcs IpH cHHApoMe Jiepca-/lanioca, a mpuoOpeTeHHOe - IpU JedHIUTe
ButamuHa C (uuHra), cuagpome KymmuHra, mpu KOTOPOM BCI€ACTBHE M30BITKA ITIOKOKOPTHKOUIOB ITOJABIIAETCSA CHHTE3
KOJIJIaTeHa U YCUJIMBAeTCsA ero paspylneHue. ['emMopparuu BcilefcTBHeE IOPAKEHHSA COCY/IOB PAa3BHUBAIOTCA TAKKe IIPU
HEKOTOPBIX MHQEKIUAX, TAKUX KAaK MEHHHTOKOKKOBBIH CEIICHC, NOJOCTPBIN CENTHYEeCKUN SHAOKAPAUT U HEKOTOphIe
pHuKeTcHO3bI. IIpuMepaMy IIOBpeX/eHHA CTeHKU COCYZOB, OIOCPEIOBAaHHBIX MMMYHHBIMU MEXaHU3MAMH, SIBIIAIOTCA
HEKOTOpBle PeaKI[UU TUIEePYYBCTBUTEJBPHOCTH K JIeKapCTBeHHBIM IpemapataM. OHu OOGYC/IOBIEHHBI OCeJaHuEeM
MMMYHHBIX KOMILJIEKCOB Ha CTEHKe COCYZa, eTO IIOBPeXXIeHNeM U Pa3BUTHEM BOCIIATIEHNUA.

2. TpomGouuToneHus ¥ TPOMOOLUTONATHL. TPOMOOLUTONEHUA - 5TO YMEHBIIEHWE KOJWYeCTBa TPOMOOIUTOB B
epuHuIEe 06veMa kpoBu (<150000/mm3). KpoBoTounBocTh HabmomaeTcs Mpu Koundectse TpombouuToB MeHee 50000/mm3,
a yrposa pa3BUTHA THKENBIX (CIOHTAHHBIX) TeMOpPparvy BO3HHMKAeT IpH KoiamdecTBe TpomOouuToB MeHee 20000/mm3.
Tak Kak TPOMGOLIUTEI CBOMMHU (PaKTOPaMH pocTa 06J1aJa0T aHTHOTPobUIeCcKoil QyHKIIMEH, TO CHIDKeHHe UX KOJIUIeCTBa
CIIOCOOCTBYeT IOBPEXAEHUIO COCYAUCTOI CTEHKH.

[IpryvHaAMK ¥ MeXaHU3MaMU Pa3BUTHA TPOMOOLUTONIEHUH SBILAIOTCS:

a) Yraerenme TpoM6oLHTOIO334, KOTOpPOe HAOIIOZAeTCsS IIPU aIllIaCTUYECKON aHeMWHW, AedUIuTe BUTaMUHA B u
(boI1eBOI KUCIOTHI, METACTa3MPOBAHHUH OITYXOJIHU B KOCTHBIN MO3T, OIIYXOJIAX CHCTEMBI KPOBH, JIEYeHUU IIUTOCTaTUKAMH,
o, felicTBUeM MOHU3UPYIOUuX ay4deii, mpu BIAY.

6) Ycurenwe  paspymeHns — TPOMOOLZHTOB  TIOCPEICTBOM  HMMYHHBIX Y HEMMMYHHBIX  ME€XaHU3MOB.
MMMyHOOTIOCpeIOBaHHOE paspylleHHe peaau3yeTcs IOJ AeHCTBHEM aHTUTPOMOOIMTApHBIX aHTHUTEJN, HAIlPHUMEp, IpU
ayTOMMMYHHOH TPOMOOLIMTOIIEHWYEeCKOH IIypIype, Hanbojiee 4acTO ayTOAHTHUTeJa 0Opa3yloTCI K TPOMOOLUTApHOMY
peuenropy Gpllb/Illa. HenmMmyHHas TpoMOGOLUTOIIEHUS MOXET PasBUTHCA IIPU HAJIWYUM HCKYCCTBEHHBIX KJIAIIaHOB
cepaua (MexaHU4YeCKOe TOBpPeXAeHNeE) U IPHU AIUTEIHOM 3I0YIIOTPe6IeHIH aIKOT0IeM (TOKCHYeCKOe IIOBPeXIeHHe).

B) Ycurernme motpebreHnsa TpoMOOLHTOB, HAOMIOZaeMOe IIPU TeHepaJM30BaHHBIX TpPOMOO3aX, HAlpuMep, IpU
CHUHZpOMe NUCCEMHUHUPOBAaHHOTO BHYTpHCOCyaucToro cBeprerBanus (/IBC) u TpoMOoTHIECKO# TPOMOOIUTOIIEHIYeCKOM
mypmype (TTII).

Passutne TTII o0ycioBieHO 4pe3MepHOH aKTHBalueil TPOMOOIUTOB U TPOMOOOOpa3oBaHUEM B MHKPOCOCYAX.
Passurue TTII cBasano ¢ medumurom MeramnonporenHasst ADAMTS13 B xposu (puc. 17.7). MerannonporenHasa
ADAMTSI13 Heo6xopyMa 1t paspylleHUs MyIbTUMepoB dakropa Buine6panza. Ero nedunur (HacjaencTBeHHBIN MIH
IpUOGpEeTeHHBIH BCIE[CTBHE pa3pyLIeHHs ayTOAHTHUTEJIaMH) IPUBOJUT K HAKOILUIEHWIO MYJIBTHMEpPOB (akTopa
Bunnebpanza, akTMBaUMH TPOMOOLMTOB U TPOMOOOOpAa3’OBAaHUIO B MHUKPOIUPKYJIATOpHBIX cocyzaax. Jlxa TTII
XapaKTepHa IIeHTaZa IIPH3HAKOB: JHXOPafKa, TPOMOOIUTONEH ], MUKPOQHTUOIIATUYECKUI T€MOJIN3, HEBPOJIOTUIEeCKHUe
CUMITOMBI U IIO4YeyHas HegocTarouHOCThb. Ilaroremernuecku TTII 61m3Kka K IeMOJUTHUKO-yPeMUYECKOMY CHHIPOMY
(I'YC), mpu xoropom, oznHako cozepxanume ADAMTS13 He cHmxeHO, a uYpe3MepHas aKTHBAIUA TPOMOOIIUTOB
o0ycioBleHa WM30BITOYHBIM BBICBOOOXZeHMeM (akTopa BuireGpaHza >HIOTeIHATBHBIMU KJIETKAMH IIOf, BIMSHUEM
mura -TokcuHa wramma £, coli O157:H7 wnu Shigella dysenteriae. ®axrop Buine6Gpanza, He yciieBaeT «paciieIIaThCs»,
YTO IPUBOAUT K AaKTHUBAI[UM TPOMOOLUTOB C aHAIOTMYHBIMM IIPOABIeHUAMH. B kiaumHudueckoil kaprtune ['YC

mpeob6irafaloT He HeBposjormdeckue, a modeunsle npogsiaeHua. [Ipu I'VC m TTII akTuBamumsa KoaryJafliOHHOTO
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reMOoCTa3a He MMeeT TaKoro Oossmioro 3HadeHus Kak npu /IBC, mostomy ycuieHue moTpebaeHMA ITPOKOATyIAHTHBIX

bakTOpOoB, yAINHeHNe MpoTpoMOuHOBOro BpeMenu 1 aPTT He Habmomaercs.
o B r) H3051T09HOE ZEemoHHpOBaHHE TPOMOOILIHTOB B CETE3EHKE TIPU

A. Hopma \
T G @ \\\\\\\\\\\S Pacuwennenve PacienneHHbiit
aleet-Q@ §\\ npesanmpylowmx  Mynetumep VWF  YBEJIMYEHHM €€ PasMepOB (cmenomeranus). B mopme mpumepHo
/ ADAMTS13 § MynbTUMEPOB v /
S 0
: S e = § o 30% TtpomOouuTOB HaxomATCA B cesne3eHKe. CIleHOMeTanus COII-
TpomGouuT SS ,§
§ / °Q= g JOCHES § W POBOXKJaeTCsI yBeIUIeHUEM KOJIHNYeCTBa JeIIOHNPOBAHHbIX TPOMGO-
Q (=} G Q § \%\\ 0,
T S = IIUTOB, B HEKOTOPBIX CIydYasdx UX KosudecTBo gocruraeT 90%.

\

S

S
§@

TpomGonuronarus - 570 QYyHKIMOHATIBHAA HEIOIHOIEHHOCTD

Beitbaep
Mannagus /
R

TpoMGOLUTOB. PasnuuaioT HacleATCBeHHble U INPHOOpeTeHHBIE

SHaoTenui tpombouutonatn. OCHOBHBIMHM IIATOTEHETHMYECKUMU BHUJAMHU

HacCjIe4CTBEHHBIX TpOM6OHHTOHaTHﬁ ABJIAIOTCA:

B. TTP HepacuenneHHbiit TpoMBHUMTApHLIH

C mynbTUmep VWF

(% ADAMTSI3 yneTUMED TPowG _ a) Hapymenne agresun TpomoonuroB. Y GOJIBHBIX C CHHAPOMOM
Ao ¥ Bepnapa-Cynse BoisBisercs gedext Gplb, Bciencrsue KoToporo

TPOMOOLMTHI He CBA3BIBAIOTCA ¢ (pakTopoM Buinebpanpa.

B ocuoBe pasButus Gonesnu Buinebpanza - eXur
HacJIe/[CTBeHHAs HeZIOCTaTOYHOCTb BBIPaOOTKH dbaxropa
BusnneGpanza 5HAOTETHONUTaMHU U Merakapuonurtamu. [Tockompky

¢daktop Buminebpanza ob6pasyer komiurekc c daxropom VIII u

Puc. 17.7. Ilatorenes TTIL. 3aIIMIIAET €ro OT GBICTPOTO Pa3pylIeHU, I03TOMY AeUIIUT STOTO

(dakTOpa IPUBOAUT K OIIpeJie/IeHHOW BTOPUYHOI HEZOCTAaTOUHOCTH
daxropa VIII B kpoBu. bomesns Buine6pansa B OCHOBHOM HacjaefyeTcs IO ayTOCOMHO-ZOMHHAHTHOMY THITy M
XapaKTepU3yeTcs BapuaOeIbHOIH IeHeTPAaHTHOCTBIO (pa3IMyYHAasA CTelleHb KIMHHYECKUX INPOABJIeHui). DTo Haumboiee
pacrpocTpaHeHHas HaclIeNCTBEHHAs TeMOpparuyeckas IaToJOrusA (pacIpoCTpaHEHHOCTh B momyiaanuu - 1%) u y
GOJIBLIMHCTBA MAI[UEHTOB IIPOTEKAET B JIETKOH popme.

6) Hapymerwe arperagmum tpomborurop. Ilpu Gonesnu I'manummana (TpomGacTeHuu) B MeMOpaHe TPOMOOIIUTOB
orcyTcTByeT miau HemocratoueH Komiuiekce Gpllb/Illa, B pesysipraTe 4ero oHM He CIIOCOOHBI CBA3BIBATH (UOPHUHOTEH U
06pasoBBIBATH arperartsl. HaciemyeTcs o ayTOCOMHO-PEeIieCCUBHOMY THITY.

B) JlegpekTsI rpaHy I TPOMOOLHTOB, HAIPUMEP, OTCYTCTBYE X-TPaHyJI IIPYA CHHPOME CEPHIX IIACTHHOK.

IIproGpeTeHHble TPOMOOLUTONATUN HAOIIOZAIOTCA IIPU OIYXOJAX CHUCTEMBI KPOBU, YPEMHUHU, IIPU IIpueMe
HEKOTOPBIX JIEKapCTB, Hanpumep, acnupuHa u apyrux HIIBC, koropsie 610KHPYIOT TPOMOOIUTAPHYIO IIMKIOOKCUTEHA3Y
¥ TeM caMbIM yTHeTaloT cuHTe3 TxAo.

3. Hapymenua GyHKimii KOMIIOHEHTOB KOATy IAIMOHHOTO IreMOCTa3a:

a) YueHpmernne KoIH4ecTBa HIH aKTHBHOCTH IIPOKOAIY/IAHTOB B KPOBH. JleUIUT IPOKOATyISHTOB MOXeT OBITh KaK
HaC/Ie[[CTBEHHbIM, TaK ¥ npuobpereHHbiM. HacmencrBeHHbIMU Buzamu sBifiorcs remoduans A (meduumur daxrtopa
VIII), remodunus B (mebunur daxropa IX) u remodunus C (zeduuur dakropa XI). 'emodpunus A u remodunus B
Haclenyorcs 1o X-CIEeIUIEHHOMY pelleCcCMBHOMY Tumy, a remodmins C IO ayTOCOMHO-PELleCCHBHOMY THILY
HacmesoBaHuA. I'emobmmma A saBngerca Haubosee pacIpOCTPAaHEHHBIM HACIeACTBEHHBIM 3a00JeBaHHEM C PHUCKOM
JIETaJIBHOTO KPOBOTEYEHHU .

B pasButHu ImprOGpeTEeHHBIX BHUAOB BXHYIO POJIb UTPAaeT IATOJOTHUSA IIeYeHH, TaK KaK OGOJIBIIMHCTBO (PaKTOPOB
CBEpTHIBAaHUA KPOBU CHHTE3HUpYyIOTCSI B medeHu. [leduuur Buramuua K BbI3siBaer yrHereHme cuHTe3a BuTaMuH K-

zaBucuMbIx ¢pakropos (II, VIL, X, IX). Jedunut Butamuna K MoxxeT pasBUThCSA IPU YMEHBIIEHUHN KOJIUYECTBA KUIIETHBIX
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MUKPOOOB®, HaI[pHUMep, 0], BO3IeHCTBIEM aHTHUOMOTUKOB U IIPU AJIUTEIbHOH Auapee (Ipo6eMa CTaHOBUTCSA OCOOEHHO
BHID&XXEHHOM IIpM /JIMTEJIbHOM CTeaTopee, HAaIpUMep, IIPA PACCTPOMCTBAX >KEJYEBBLAENEHUA N XPOHHYECKOU
HEeZOCTAaTOYHOCTH IIOZXKeNyJOYHOU >Xeye3bl). [Ipemapatsl, ABIAIOmMecs IPOM3BOAHBIMU [JUKyMapUHA, HalpHEMep,
Bap(dapuH, ABIAIOTCA AaHTaTOHUCTaMU BuTaMuHa K 1 IPUBOAAT K CHIDKEHUIO CHHTe3a U akTuBHOCTH (pakropos II, VII, X,
IX¢. Crnemyer ormeTuTs, 9T0 1IpH Aeduiure ButamMuHa K u npy nevernun BapdaprHOM B IIepBYIO O4epend YIIUHAETCS
IIPOTPOMOMHOBOE BpeMs, TaK KAaK paHblIe BCETO yYMEHBIIAETCA aKTHBHOCTh CAaMOTO KOPOTKOXHUBYyIero gaxropa VII
(BpeMms mosrypacmaza - 4-6 gyacos). Bocneacrsun cHinkaercsa u aktuBHOCTS 11, IX, X, uro mpuBogut k yaaunenuto aPTT.
AHanoruyHeIM 06pa3oM IPOBEPAETC U IPOTPOMOMHOBOE BpeMs AJIA OLeHKU CUHTETHYECKON aKTUBHOCTH IT€YeHH.

ITpuoGpeTeHHBIe HapylleHUs TaKKe MOTYT MMeTh ayTOMMMYHHBIM XapaKTep, KOrZa oOpasylolluecs aHTUTeNla K
TOMY WX WHOMY (GaKTOpy, MHAKTHUBHPYIOT ero. lak, BbIpaGoTka aHTHTen K (pakropy VIII mpmBomur k pasBuTuio
npuobpererHol remModpuauu A. JlobaBreHue inn vitro HOPMaJbHOM ZOHOPCKOH IIIa3MbI K 00pa3ily ILIa3MBbI ITAlleHTa He
IIPUBOZUT K KOPPEKIIUY OTKJIOHEHHOTO KOAryJIsAIMOHHOr0 TecTa (B aToM ciydae yajieHernHoro aPTT).

Haxownen, mebunur npoxoaryaaHTHBIX pakTopos passuBaerca npu JIBC curzpoMe B pesyibTaTe UX Ype3MepPHOIO
morpebieHus.

6) YBermdenwe Ko/m9ecTBa HJIM IIOBBIUIEHHE AKTHBHOCTH AHTHKOATY/IAHTOB, HAIpUMEp, IIPU IE€PeIO03UPOBKe
relapuHa.

B) YBeruyeHme KoJIM9IeCTBA HJIH IIOBBIUIEHHE AKTHBHOCTH (QHOPHHOJIHTHYeCKHX @axropos. Habmopmaercs mpu
runepupogykuuu tPA (uam mnepemosupoBKa asibTeIIa3bl) MM IPU HEIZOCTATOIOHOCTH BBIPAOOTKM HHTUOUTOPOB
bu6prHOIN3a, HApUMEDP O2-aHTUIIA3MUHA. BTOpHYHAsA TUIIEPaKTUBHOCTH ¢uOpmHonusa Habmogzaercas mpu [IBC
CHUHJIpOMe.

BaXHO OTMeTHTH, UTO IEepBUYHBIE M BTOPUYHBIe HApYLIEHHSA IeMOCTa3a MMEIOT pa3IWyHble KIWHHUYECKHe U
saboparopHsle mposBiaeHus (tabruma 17.2 u puc. 17.8).

Ta6auma 17.2.
ITposiBieHus HeJOCTATOYHOCTH IIEPBUYHOTO M BTOPUYHOTO reMOCTa3a.

[TposBnenus HegpocTaTouHOCTb IIEpBUYHOTO reéMOCTa3a HeznocTaTouHOCTh BTOPUYHOTO reMoCTasa
1. Hayamo KPOBOTEeUEHHU IIOCIIE cpasy TIo3xKe

TPaBMBI

2. MeCTo ¥ BUJ, KPOBOTEUEHU I [TOBEPXHOCTHBIE TKAHM (KOXKa, C/IM3KUCTHIE|TIy0OKMe TKaHW  (MBIWILBI,  CyCTaBEL,
000JIOYKHM) — TeMopparudeckas CbIIIb-|PETPOIEPUTOHEAIBHOE IIPOCTPAHCTBO)
TeTexuu *, Mypnypa *, CHHAKH- dKXUMO3BI *,(—>TeMaTOMBI, TeMapTPO3bI
KPOBOTeYeHHUs U3 HOCA, leCeH, MaTKU

3. 1abopaTopHBbIe AaHHbBIE CHIDKeHHe cofepkaHus wuian yrHerenue| yaauHenue aPTT, PT
lir)pzaieinzizs TPOMOOIUTOB, yAJINHeHue
BpeMmeHU KpoBoTteueHus (BT)

[Ipumeuanme: * merexun pasmepoM 1-3 MM, mypmypa pasMepoM 3-10 MM ABIAIOTCA reMOpparM4eCKUMH BBICBIIAHUAMU, CHHAKH —

SKXMMO3BI >1cM.

> YuuThiBasg HHU3KOE CopeprKaHnue BUTAMKWHA Ks IPyAHOM MOJIOKE M IIOKa €lle CTePUJIBPHOM KHIIEYHHKE MJIAAEHIIEB, BO MHOT'HX
CTpaHaX IIPUHATO BBOAUTH MJIaJE€HIIAM OAHOKPATHYIO 03y BUTAMHHA K.

6 OTKPBITI/IE KyMapHHOBBIX aHTHKOATYJ/JIAHTOB CBA3aHO C KJIEBEPOM. XPaHeHI/Ie 9TOT'0 IE€HHOI'O0 KOpMa BO BJIAXKHBIX YCJIOBHAX YdCTO
CTaHOBHMJIOCH HPI/I‘-II/IHOI;'I Ppa3BUTHUA CMepTeJIBHOf/'I KpPOBOIIOTEPH Yy CKOTa. Brino 06Hapy)1<eH0, YTO B TpaBe€ IIOJ BOS,II;efICTBHEM
IIJIECHEBBIX FPI/I6KOB O6P33yIOTC}I KyMaPI/IHOHO,Z[O6HI>Ie BellleCTBa, KOTOPbhIE 6JIOKI/IPYIOT o6pa30BaHHe dKTUBHOI'O B A BUTAMHWHA K.

10
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e Ccopyrigl
Padist 4

A

Puc 17.8. [TposBienusa He[OCTaTOYHOCTH T€MOCTa3a:

A. reMMopparuyeckas ChIllb Ha KOXe PYyKH y GOJBHOTO TPOMOOLMTOIeHMe (3aMeTHBI IIeTeXHH, ypIypa, B obiacTu cruba -
SKXHMO3HI),

b. remaprpo3 mpaBoro KOJEHHOIO CyCTaBa y 60JIBHOTO reModuIreit A.

17.3. CUHAPOM JVUCCEMWHUPOBAHHOI'O BHYTPUCOCYAUCTOI'O CBEPTBIBAHUA

OcobenHoe MecTO B HapyIIeHHAX IeMOCTa3a 3aHMMAaeT CHHAPOM [JUCCEMHHHPOBAHHOTO BHYTPHCOCYIUCTOTO
cseprerBanua ([IBC). B ocuose passutus JIBC cuHIpoMa JIeXHT MacCHBHOE CBepPThIBAaHHME KPOBU U TPOMOO3 COCYZOB
MUKPOLMPKYJIATOPHOTO PyCJa, YTO IIPUBOAUT K IIOTPeOJIEHHWIO TPOMOOIIUTOB M KOAryJIAIMOHHBIX (AaKTOPOB U
BTOpPUYHON akTuBanuu ¢ubpuHoausa (TpoMbGo-remopparudeckuii cuuagpom). [IBC cHHIpPOM Ha3bIBAETCA TAKKe
KoaryJonarueil morpebiaeHus. fBisercs TSKeIBIM OCIOKHEHHeM pasanyHbix Oosesneii. /IBC pasBuBaercs mo gByM

OCHOBHBIM ME€XdHHW3MaM:

— e e _— e e —

MaccuBHOE CericHc IToBpexxagenmne
IIOBpeXKaeHHre DHIOOTETHU A

TKaHeMr \_1_‘ |
I — BripaGoTka -
TKaHeBOIro
daxTopa Aperamusa
TOMGOILHTOE

NeHepannzoBaHHLbIe -

l MMMKpOCcoOoCcyaumcTblie

AKTHUBAILHA TPOMGO3LI

ILJIa3sMIHAa M
HKPOAHTTHIO 3akynopka
MaTHYeCKHEH cocypnoe
‘ 1 TeMOJIHu3 *

' & ' NMpoTeonuz NMoTpeGneHune
an" PHHOIIS cdakTopos Nwemmnueckoe KOoarymnsiLMOHHbIX
| Koarynsaumm L I drakTOopoE 1
IIponyTsr co yAaoe TpomMBoumnToB
PpCIIenIeHnA
duSprna
w

YrHeTeHwe arperauvm
TPOMGOUMTOB M NONMMMEpPpU3aumnm
a rnepuHaa

Puc. 17.9. ITarorenes IBC cungpoma (Robbins and Cotran, PATHOLOGIC BASIS OF DISEASE, Ninth Edition).

KpoBOoTe4dYeHue o

Yy

1) IIOCTYyIIJIEHHE GOJIBIIOrO KOJIMYECTBA TKAHEBOTO ('baKTOPa B KPOBb B Pe3YyJIbTaTE€ MdCCHBHOTO IIOBPEXAEHUA TKaHel:
® aKyHI€pCKasd IIaTOJIOIUA: IIPpeXJAEBPpEMEHHOE€ OTCIO€HME ILIAEHTHI, €€ Pa3phIB, MO0 OKOJIOILZIOAHBIMKX BO/JIdMH,

ATOHUYECKOE MaTOYHOE KPpOBOTE€UEHNE,

11
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® 3/10KaYeCTBEHHbIE OITyXOIHU (OIIyXOJIH CUCTEMBI KPOBHU, a6 HOKAPIIHHOMBI),

® MaCCHBHBIH reMOJIN3, TeMOTPaHChY3H,

e uHbexuun (I'paM-oTpHLIaTEIBHBII CEIICHUC).

2) MaccuBHOe IOBpeXeHue SHAOTeNNA MH(PEKIHMOHHBIMU (HAaKTOpPaMH, MeJAHAaTOPaMH BOCHAJIEHUS M UMMYHHBIMH

KOMILJIEKCAMHMH.

<

& ~s

Puc. 17.10. Mexanusm MukxpoaHruomatudeckoro remonusa npu JIBC cunzpome:

IIPpONCXOAUT q)PaI‘MeHTElI.I;I/ISI IPUTPOLNUTOB IIPpH HNX IIPOXOXKAEHUN Yepe3 HHUTHU

¢bubpura u obpaszoBanme mucrouutoB (mokasaHo crpenxamu) (Robbins and
Cotran, PATHOLOGIC BASIS OF DISEASE, 6th Edition).

KPOBOMBINAHNA, KPOBOTE€IECHM .

[TposBnenus cunzpoma [IBC HOCAT

¢asoBsIit xapakrep (puc. 17.9). B mepsoii

daze

TPOMOOB ¥ MacCHBHOe oceZiaHue pubpuHa

MHOXXeCTBEHHOE obpasoBaHue
B MUKPOLMPKYJATOPHOM pYyCJie IIPUBOAUT

K PasBUTHIO B PpasJIMYHBIX OpraHax
(rosoBHOM MO3Te, CepAlle, JIEeTKHX, TOYKaX,
HaJIIOYeYHHUKAX) HIIeMUN u
MHKPOAHTMONATUIeCKON TeMOJIUTUIEeCKOHN
agemun (puc. 17.10). Bo Bropoii dase,
BCJI€JICTBIE moTpebIeHus

KOoaryaanuOHHbBIX d)aKTOPOB nu
TPOM6OHI/ITOB u BTOpH‘IHOfI dKTHBAII1M

¢buOpuHOIN3a U Pa3BUBAIOTCA MAaCCHBHBIE

JlabopaTopHBIMU IOKa3aTenAMU, XxapakTepHsiMu Aud JIBC curzpoMa ABIAIOTCA: HAKOILIEHUE ITPOLYKTOB pacmaza

¢ubprHa B KpOBH, yMeHbBLIEHHe KOJIMYeCcTBa TpoMOonutoB u ¢ubpuHoreHa, yamuHenue aPTT u PT, nanuuwme

(bparMeHTHPOBAHHBIX SPUTPOLUTOB (mHcTOIUTOB) (prc. 17.10).

TpomGoiuTapHbIe TpaHyJIbL.

[Tpunoxenne 1.

O-TpaHyJIbI

S-rpaHyJIbl

AVaMeTp, KOJINIeCTBO

200-500uMm, 50-80/TpomboniuT

150uM, 3-8/TpomborruT

CozepiKaHue

(P-
cenexTuH, gplb), dakropsr xoarymanuu (V,

WHTeTpajJbHble  MeMOpaHHBIe  GeJKH
IX), amTukoarynauuu, (GUOGPUHOIUTHYECKUE
dakTopel (ITa3MUHOTEH), (haKTOPHI
(baKTOphI CIIOCOGCTBYION[ME AHTHUOTEHE3y MIN
nogasisaiomue auruvorenes (EGF, IGF, VEGF,

PDGF auruocratun), vWF

pocra,

AL, ATO,

¢darer, OMOreHHbIe AMUHBL THUCTAMUH,

HYKJI€OTH/IBL: mosudoc-

cepoToHUH, Karuonsr: Ca%', Mg

3a601eBaHNA, XapaKTePU3yIOIHeCs
OTCYTCTBHEM I'DAHYJI

CHHJIPOM CePhIX IIACTUHOK

cuaapoM Yepmaka-Xuramu

12
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dakxTOpHI KOATYIALUH.

[Tpunoxenue 2.

HOMep HasBaHUe KOaryJIAIHOHHOTO (akTopa byHKIIA mepuoy,
KOaryJIAIOHHOTO TIOJTypaciaza B
daxTopa mrasMe (9ac)
I ¢dbubpunorex TpoM6G0oOGpazoBaHIe 90
II TIPOTPOMOUH aktuBanus paxropos I, V, VII, VIII, XTI, XIII, 65
npoteunna C, TpoMGOLUTOB
III TKaHeBOH (aKkTop xodaxrop dakxropa VIla -
v VIOHBI KaJTbIIUA CIIOCOGCTBYIOT CBA3BIBAHUIO KOATY/IALIMOHHBIX -
axTopos ¢ pochorunuzamMu
\Y% TIpoaKIeIepuH xoaxTop daxropa Xa 15
VII IIPOKOHBEPTHUH, CTAGUIBHEIN GaKTOp axkTuBanua ¢akropos IX u X 5
VIII aHTHreMOGUIBHEIH (hakTop A xogaxTop daxropa IXa 10
IX aaTHTeMOGUIBHEIH dakTop B min ¢dopmupys TeHasy ¢ pakropom VIII, akTusupyer 25
daxrop Kpucrmaca ¢daxrop X
X taxkrop Crioapra-IIpayspa dbopmupoBaHe IPOTPOMGHIHOBOTO KOMILIEKCA C 40
tdakTopoM V, aKTUBHpPYeET IPOTPOMOUH
XI IIJIa3MEHHBIH IIpeIIeBCTBEHHUK aktuBupyet dakrop IX 45
TPOMOOILIACTIHA
XII ¢axrop Xaremana axtusupyet ¢akropst X1, VIII u mpexamuxpenH
XIII ¢bubpuH-cTabuIU3NpyouHii pakTop curBaHue GUOPUHOBBIX HUTEH 200
XIv npekanukpent (pakrop Preruepa) IIpeIIeCTBeHHUK CEPHHOBOM ITpOTeaskl 35
XV BBICOKOMOJIEKYJITPHBIH KIMHIHOTEH KodakTop 150

(dbaxrop Purnepansza)
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