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AHHOTALNA

AkTyanbHocTb. CuycTeMa remocTasa — ClIoXKHbIN MHOMOYPOBHEBBI MEXaH3M, KOTOPbLIV, C OOHOW CTOPOHbI, OrPaHn-
4YMBAET MOTEPIO KPOBW MPW MOBPEXAEHNN COCYAa, C OPYrOv — NOOOEPKNBAET KPOBb B XXUAKOM COCTOSAHUM, NPEAoT-
BpaLLasi n3bbITo4HOE 06pasoBaHne TPOMOOB. PeannayeTcsa Npu y4acTumn KNETOK KPOBW, SHOOTENNOLIMTOB 1 OpYrnX
KNETOK, a TakXKe HECKOJbKMW MOCNEA0BATENBHO 1 B3aUMOaKTUBUPYEMbIMU (DEPMEHTHBIMK CUCTeEMaMU. BblioensoT
[Ba B1Oa reMoctasa — NepBuHHbIN 1 BTOPUYHBINA. B pesynstaTte akTrBaumm NepBrUYHOrO reMoctasa 06pasyeTcs TPOM-
BounTapHbIA TPOMO, BTOPUHHOIO — (PUOPUHOBBIN CryCTOK. HapyLLeHnsa reMocTasa NPUBOAAT UM K KDOBOTEHYEHNSM,
WX K TOOMBO3Y, YTO ABNSETCS OOHOW 13 YaCTbIX NPUYMH 3a60/1eBAEMOCTU I CMEPTHOCTU B MUPE.

Llenb paboTbl. PaccMoTpeTb COBPeEMEHHbIE MPEACTaBEHNS O MexaH13Max (opMMPOBaHMs (DNOPUHOBOIO CrycTka
B HOPME 1 B MATOMNOMu; ONmMcaTb CKPUHMHIOBBIE TECTbI A1 ONPEeAeneHns naTosiormm KoarynsuMoHHOro remMocTasa.
Pesynbratbl. B 0630pe paccMoTpeHa nocnenoBaTefibHOCTb akTUBaLMK (hakTOpOB KoaryisLMOHHOIO remocTasa
C NO3ULMK KacKaaHO-MaTpu4Hom Teopun. OTOENbHO NPUBEAEHbI ONCaHVe N XapakTepUCTKa OOMbLUMHCTBA yYacT-
HWKOB MpoLiecca KoarynsaumMoHHOro remoctasa. OnmcaHbl Haubonee pacnpoCTPaHEHHbIE MPUYMHBI, MEXaHU3MbI
1 NPOSABAEHUA MMO- U rnepkoaryusumm. OnmncaHbl OCHOBHbIE CKPUHWHIOBbLIE TECTbI aHaM3a COCTOAHNSA KOaryss-
LIMIOHHOIO reMocTasa.

3akntodeHune. CornacHo KIETOYHON MOZENW, TEMOCTa3 pPeann3yeTcs B HETbIPE NMepekpbiBatoLLMXCs dhasbl (MHULM-
aums, yCuneHne, pacnpocTpaHeHe 1 TepMUHALIMA) U OCYLLIECTBISIETCS Ha PasfiNYHbIX KNETOYHBIX MOBEPXHOCTSX.
B vacTHOCTW, Koarynsaums MHULMNPYETCA TKaHEBbIM (PaKTOPOM, 3KCMPECCUPOBaHHbIM Ha MeMbBpaHax HEKOTOPbIX
KNETOK, YCUIIMBAETCS N PaCrpOCTpaHAeTCst Ha (hoCHONMMNOHON NOBEPXHOCTI MOSTHOCTHIO aKTVBUPOBaHHBIX TPOMOO-
UMTOB. [emMoCcTas BKIKOHaET B CeBs CNOXHbIE BMOXUMUYECKNE MEXAHV3MbI 1 B3aNMOOENCTBUA MEXXY COCYOAUCTbIM
SHOOTENMEM, PakTopamMm CBEPTLIBAHNA KPOBU 1 KNETOYHBIMU (B OCHOBHOM TPOMOOLIMTaMM) KOMMOHEHTaMV KPOBW.

Knro4deBblie crioBa: Koary/ISLVOHHBIVI FeMOCTa3, (haKTopb! CBERTbIBaHIS, KITETOYHAS TEODMS FEMOCTa3a, CKOMHMHIOBBIE
METOLb! OLIEHKM KOAry/ISLIMOHHOMO remMocTasa
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ABSTRACT

Background. Hemostasis system is a complex multi-level mechanism that, on the one hand, limits blood loss when
a vessel is damaged, and on the other hand, maintains the blood in a liquid state, preventing excessive thrombus
formation. It is implemented with the participation of blood cells, endothelial cells and other cells, as well as by several
sequentially and mutually activated enzyme systems. There are two types of hemostasis — primary and secondary.
Activation of primary hemostasis causes formation of a platelet thrombus, secondary hemostasis — formation of a fibrin
clot. Hemostasis disorders lead to either bleeding or thrombosis, which is one of the common causes of morbidity
and mortality in the world.

The aim of the work. To consider modern concepts of the mechanisms of fibrin clot formation in normal and patho-
logical conditions; to describe screening tests for determining the pathology of coagulation hemostasis.

Results. The review considers the sequence of activation of coagulation hemostasis factors from the standpoint
of the cascade-matrix theory. The description and characteristics of most participants in the process of coagulation
hemostasis are given. The most common causes, mechanisms and manifestations of hypo- and hypercoagulation
are described. The main screening tests for the analysis of the state of coagulation hemostasis are presented.
Conclusion. According to the cellular model, hemostasis is realized in four overlapping phases (initiation, amplification,
spreading and termination) and is carried out on various cell surfaces. In particular, coagulation is initiated by tissue
factor expressed on the membranes of some cells, amplifies and spreads on the phospholipid surface of fully activated
platelets. Hemostasis includes complex biochemical mechanisms and interactions between vascular endothelium,
blood coagulation factors and cellular (mainly platelets) blood components.

Key words: coagulation hemostasis, coagulation factors, cellular theory of hemostasis, screening methods for assessing
coagulation hemostasis
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BBEAEHWNE

CriocoOHOCTh OpraHu3Ma KOHTPOJIUPOBATH KPOBO-
MOTEPIO MOCIE TOBPEXKACHHS COCYIOB UMEET BAKHOE
3HAUYEHUE ISl BBDKUBAHHUsI OpraHu3Ma u obecreynBa-
€TCsl CUCTEMOM remMocTasa, 3a7aueii KoTopoil siBisercs
(dhopmMupoBaHue TpoMOa C OCICTYIOIIUM €0 JTH3UCOM.

Takum 00paszoMm, reMocras — 3TO COBOKYIHOCTb
Mopho(yHKIIMOHATBHBIX MEXaHU3MOB, KOTOpas ode-
CIICYMBACT:

® OBICTPYIO OCTAaHOBKY KPOBOTEUYECHHS U MPEAOT-
BpalleHNE KPOBOIIOTEPH IPH MOBPEKACHUH KPOBEHOC-
HBIX COCYI0B — TPOMOOLIMTAPHBII U KOAryJISIIHOHHbIH
remMocTas (CBEPTHIBAIOILAS CUCTEMA);

e ynaneHue TpomOa, pactBopenue pudpuHa 1 Boc-
CTaHOBJICHWE KPOBOTOKA I10OCIE BOCCTAHOBJICHHUS I10O-
BPEKAEHHON CTEHKH cocyna (GuoprHoIn3);

® TI0JJIepXKAHUE JKUAKOTO COCTOSIHUSI KPOBHU BHY-
TPH COCYJOB (aHTUKOATYJISIHTHASI CHCTEMA).

Kax 151 koarymsiiumu, Tak ¥ 4715 HOJIePyKaH s JKHIKO-
T'O COCTOSIHUS KPOBH TPEOYIOTCSI MHOT'OUHCIICHHBIE (aKTo-
pbl (0enKOBOY 1 HEOEITKOBOW IMTPUPO/IbI), COCTABIISIOIIIE
cucteMy remocrasa (Tadi. 1). Cunres 6enkoBbIx (akTo-
POB OCYLIECTBJISICTCSl B TEMATOLUTAX, MEraKapuoLuTax,
SHJI0TENoNHTaX, GudpodIacTax u MoHowmTax [1, 2].

Cucrema CBEPTHIBaHHUS COCTOUT U3 (DEPMEHTOB, He-
(epMEeHTAaTUBHBIX OENKOBBIX KOPAKTOPOB M HHTHOUTO-
POB CBEPTHIBaHMS, CKOOPIMHUPOBAHHAs pa00Ta KOTOPBIX
NPUBOJMT K (POPMUPOBAHUIO PepMEHTa TPOMOHHA, 00e-
CreYMBaloOLIEero nepexos pudpunorena B pudpuH [1, 2].

B nponecce aktuBanum pepMeHTOB Kackaaa Koary-
JSIMU BBIACIISIIOT TPH OCHOBHBIX MEXaHU3Ma: OrpaHu-

TABNNLUA 1
®AKTOPbI CBEPTbIBAHUSA KPOBU

YEHHBIH POTEOJIN3, B3aUMOJICHCTBUE C OeTKaMHU-aKTH-
BaTOPaMH U B3aUMOJICHCTBHE ¢ MOAN(DUIIMPOBAHHBIMH
KJIETOUYHBIMU MEeMOpaHaMH.

AKTHBaNus OrPaAaHUYEHHBIM NPOTEOJH-
30M. Bce QepMeHThI mpoKOarysissHTHOrO MyTH SIBJIS-
I0TCSl CEPUHOBBIMU NPOTEa3aMHU, CUHTE3UPYIOTCS Ipe-
MMYIIECTBEHHO B IEUCHH B BU/IC HEAKTUBHBIX Ipodep-
MEHTOB U B TaKOH (hopMe LUPKYJIUPYIOT B KpoBU. B mpo-
Hecce peain3alud TPOMOOIeHHOro CUrHaia npodep-
mentsl (pakropst 11, VIL, IX, X u XI) orpaHnueHHbIM
MPOTEOJIU30M IPEBPALIAIOTCS B AKTUBHBIE (DEPMEHTBHI.

AKTHBanus OeTKaMU-aKTHBaTOpaMH. TkaHeBOH
¢axrop (TD), pakrop Va, pakrop VIlla umeroT ueHTpsI
CBSI3BIBaHUS ¢ MeMOpaHHbIMU (ochomunugamu u gep-
menTamu Vlla, IXa u Xa. [Ipucoenunenue k 3tum dep-
MEHTaM OEJIKOB-aKTUBATOPOB MPUBOAMUT K KOH(OpMa-
LUOHHOH NepecTpoiike OEITKOBBIX MOJICKYJI U MOBBIILIE-
HUIO UX aKTUBHOCTH.

B3anmopneiictBue ¢pepMeHTHBIX KOMILJIEKCOB
¢ MOAM(UIMPOBAHHBIMH KJIETOUYHBIMH MeMOpaHa-
MM IIPOMCXOUT ¢ yuactreMm nonos Ca’*, IIpouecc 06-
pasoBaHus TpoMOa JOJKEH OBITh OrPaHUYEH ydacT-
KOM MOBPEXK/IEHUS COCYIUCTON cTeHKH. Takoe orpanu-
YyeHue 00ecreynBal0T HECKOIBKO MEXaHU3MOB U Cpe-
1 HUX — HAJIMYKME MPOKOArYJIIHTHBIX (pocdonununos
Ha MOBEPXHOCTH MOBPEXKAEHHBIX KJIETOK U aKTHUBHPO-
BaHHBIX TpomOouuToB. [Ipodepments! (11, VI, IX, X)
coJepKaT OCTaTKH Y-KapOOKCHUTTTyTAMHUHOBOH KHCIIO-
ThI, 4€PE3 KOTOPBIE B pucyTcTBUM Ca’’ cBaA3bIBAIOTCS
C OTPULATENBHO 3apsHDKEHHBIME (pocdonnnuiamu Kie-
TouHbIX MeMOpaH. B orcyrcteue monos Ca’" kpoBb
He cBépThIBaeTcs [1-4].

TABLE 1
BLOOD COAGULATION FACTORS

| — bnbpUHOreH

q)VI6pVIHOI'eH — 60/1bLLIO MHOTOKOMMOHEHTHBIN 6EeMoK, ABNSIETCS npepLecTBeHHNKOM MOHOMeEPOB

(n nonumepoB) hrbpurHa. MNpocTpaHCTBEHHAs CTPYKTYpa MOJIEKy bl hOpUHOreHa NnpeacTaBnseT
coboii ueHTpanbHbIi E-gomeH n gea nepudepnyecknx D-gomeHa n pnbprHonenTuabl, KOTOpble
3aKpbIBalOT KOMMJIEMEHTapPHbIE Y4aCTKu B (pUOprHOreHe, He NO3BONSAS eMy B3aMMOAENCTBOBaTb

C gpyrumu Monekynamu onbprHoreHa n nonnMMepu3oBartbCs.

CuvHTe3 hubprHoreHa He 3aBNCUT OT BUTaMrHa K, NPOMCXOANT B MEYEHN U B KNETKaX PETUKYIO0-3H-
JoTennanbHol cucTembl. HEKOTopoe Konn4ecTBo hubprHOreHa CUHTE3NPYETCS B MerakapuoumTax
1 B TpombouuTax. MNMpespalleHne drnbprHoreHa B hrbprH NPONCXOQUT NOA BAMAHUEM TPOMOMHA.
Takoke MOPUHOreH NPUHMMAET y4acTune B arperauyy TPoMO0oLMTOB 1 HeOOXoauM AN penapaumm
TKaHen. SBnsieTca 6enKoM ocTpon gasbl.

CuvHTe3 chubprHOreHa CTUMYNMPYETCH FOPMOHaMK (MHCYIIMH, MPOreCTEPOH), XXUPHbBIMU KCOTaMu
1 npopyKTamu gerpagaummn dunbpurHoreHa. YpoBeHb rnbprHoreHa B nias3me NoBbILEH Y Kypuslb-
LLIMKOB, 60MbHbIX caxapHbiM anabetoM. C NoBbILLEHNEM YPOBHSA (OPMHOreHa yBENNYNBaeTCa PUCK
CepAeYHO-COCYANCTbIX 3abonieBaHunil. Y XeHLWMH ypoBeHb (DUOPHOreHa BbILLE, YEM Y MY>KHVH,

1y Hux 6onee 3aMeTHO ero yBem4eHre ¢ BO3pacToMm.

II/lla — npoTpom-
OVIH/TPOMOUH

MpOTPOMOVH CMHTE3NPYETCS B MEYEHN NPY y4acTun ButammHa K, SBnseTca npeallecTBEHHNKOM
CEPVIHOBOW NpoTeasbl — TPOMOMHA.

DyHKLMN TPOMOUHA B remocTase pasHoobpasHbl:

1) B 30HE Koarynsumm TPOMOUH MPUCYTCTBYET B BbICOKUX KOHLIEHTPALMSX U CMOCO6GCTBYET TPOMOO-
o0bpasoBaHuio:

— npeBpawaeT hubpuHoreH B hrnbprH-MOHOMEPSI;

— aktusupyet akTop XllI;
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TABJINUA 1 (npogoaxeHune) TABLE 1 (continued)

Ill - TkaHeBON
dakTop (Td;
TKaHeBow
TpomMbonnacTuH)

IV — noHbl Kanbums
(Ca?)

V/Va - npoakuene-
pVH/akuenepuH

VII/Vlla — npoKoH-
BEPTUH/KOHBEPTUH

Vili/VIlla -
aHTUreMOoUbHbIN
rnobynuH A

— aKTVBMPYET cTaguio amnandukaummm (yCuneHus CBEPTbIBAHUS KPOBU);

— aKTUBMPYET TPOMOOLWTHI 1 CBA3LIBAET AErpPaHysLmno TPOMOOLNTOB;

— B KOMIMEKCE C TPOMOBOMOAYNNHOM aKTUBMPYET MHrnbutop dubpruHonnsa TAFI (thrombin
activatable fibrinolysis inhibitor);

— SBNISIETCA XEMOATTPAKTaHTOM 415 JIENKOLUTOB;

2) BHE 30Hbl Koarynsuuy (B 061acT HENOBPEXAEHHOMO SHAOTENNS) KOHLIEHTPaLMS TPOMOVHA He-
60/1bLUAs, 1 OH BbICTYMAET KakK aHTUKOArynsHT, Ae3arperaHt 1 CTUuMynsitop pubpuHonmsa:

— B KOMIJIEKCE C TPOMOOMOZYNMHOM aKTUBUPYET aHTUKOArynsHT npotenH C;

— CTUMYNNPYET CEKPELMIO N3 SHAOTENMASBHBIX KIIETOK Ba30AMNIaTaTOPOB (MPOCTauMKIMHa 1 okcuaa
a30Ta) U TKAHEBOrO akTuBaTopa nnasmuHoreHa (tPA).

MpencTaBnsieT coboli KoMMneke, cocTosawmin u3 6enka n ocdaTtngunceprHa. TO SBRseTcs KOMMNo-
HEHTOM MeMbpaH psifia KJEeToK (LeHTpanbHON HEPBHOW CUCTEMbI, ANUAEPMUCA, INUTENNS, BbICTUNA-
IOLLIEr0 CNM3UCTble 060N0YKM OPraHoB, NErKNX, NnaLeHTbl; MOHOLMTBLI 1 Makpodaru 3KCnpeccupyoT
T® nocne cTUMynALMM BOCHANUTENbHBIMA LIMTOKMHAMW; OOHAPY>XNBAETCS B aTEPOCKIIEPOTUHECKNX
6n5LLUKax), B HOPME HE KOHTaKTUPYOLLMX C nia3mMoit Kposu. benkosas Yactb TP (anonpoteuH i)
9KCMOHMPOBaHa Ha MOBEPXHOCTU 3TUX KNETOK 1 cBA3aHa ¢ hochaTuanaCEPUHOM NNasMaTnyecKmx
MembpaH. MNosiBneHne anonpoTtenHa lll Ha NOBEPXHOCTN KNETOK, COMPUKaCcatoLLMXCA C KPOBbLIO (3H-
goTenvanbHbIX 1 MOHOLIMTOB), NPOUCXOAMWT TONMBKO NPU ONpeaen&HHbIX YCNOBUAX: NPU NOBPEXAEHNUN
cocyna u/vnn HapyLleHU HOPMasnbHOW aCUMMETPUN X Nias3MaTuyecknx memopaH. TO He HyxpaeT-
€S B NPOTEONUTNYECKON akTusauum [5].

OH nogeepraeTcs BO3OENCTBUIO TEKYLLEN KPOBY BO BPEMS TpaBMbl UM BOCMANIEHUS, CBA3bIBAETCS
¢ paktopom Vlla n nHngmumnpyeT koarynauuio.

YyacTByeT B 06pa3oBaHMn KOMMIEKCOB, BXOASLLMX B COCTaB TeHa3bl U MPOTpoMbrHaskbl. Heobxoaym
0718 arperaumm TpoM6oLMTOB, peakLi BbICBOOOXKAEHS, peTpakLun 1 ctabunusauum pubpuHa.

A hekTbl noHoB Cat:

1) HeobxoOyMbl Ans 3MEHEHNS1 KoHopMaLmy hakTOpOoB CBEPTLIBaHNS, MOC/E YEro nocnegHue
CMoCco6HbI MPUHMMATL y4acTe B hepMEHTATUBHbIX PeaKkLMsiX reMocTasa;

2) ABNAOTCSA CBSA3YOLMMY MOCTUKaMU MEXAyY hakTopamu CBEPTLIBAHUS 1 KJIETOYHBbIMU MeMbpa-
Hamu. Mpu aTom noHbI Ca?t, ¢ 0QHOM CTOPOHBI, MPUCOEANHSIIOTCS K rosioBKam docdartuanicepuHa,
a C Apyrow — COeAUHSAIOTCH C OCTaTKaMu y-kapOOoKCUryTaMUHOBOW KUCNOTbI, KOTOPas BXOQUT B CO-
cTaB psga axkTopos ceépTeiBaHus kposu (V, VI, IX 1 gp.). 3a cHET Taknx KanbLMeBbIX MOCTUKOB
NPOVCXOANT NepBOHAYaNlbHOE OPUEHTNPOBaHNE (haKTOPOB CBEPTLIBaHNS KPOBY Ha ochonmnug-
HOW MOBEPXHOCTWU, U B pe3ynbTaTe N3MeHeHNs KoHopmaLmy 6e/1KOBbIX MOJIEKYST OTKPbIBaOTCS
aKTUBHbIE LIEHTPbI;

3) ydacTByOT B 06pa3oBaHun KNacTepoB Ha MeMOpaHe akTUBMPOBaHHbLIX TPOMOOLUTOB;

4) cnocobcTBytoT cTabunusauum hbpUHOBOrO CrycTKa;

5) akTuBauusi TPOMOOLMTOB.

MukonpoTeuns, KOTOPbIN CUHTE3NPYETCSA renatoumuTamMmn 1 MerakapruoumTaMmm; ero CUHTE3 He 3aBUCUT
oT BuTamuHa K. LIMpKynnpyeT B KpOBU Kak HEaKTUBHbI KOMaKTOp. AKTUBMPYETCH TPOMOUHOM.
AsnseTca 6enkoM-akTBaTopom akTopa Xa 1 y4acTByeT B NpeBpaLleHn NpoTpoMOuHa B TPOMOUH
B MPUCYTCTBUM Kanbuns n poconnnmaos.

®akTop Va UHaKTUBNPYETCS aHTUKOAryNsHTLIM KOMMIEKCOM «npoTenH C + npoTtenH S + Ca?*».
MprHMMaET yyacTune Kak B Koarynauum, Tak 1 B aHTUKOArynsauum:

— TPOMOBVH 1 hakTop Xa, KOTopble 06pa3ytoTCa B MECTaxX NOBPEXAEHNS COCyaa, NpeobpasyoT
dakTop V B hakTop Va;

— npoteunH C, KOTOpbI 06pa3yeTcs B HENOBPEXAEHHBLIX cocyaax, npeobpasyeT daktop V B aHTUKO-
arynaHTHbIA hakTop Vac, KoTopblin CTumMynupyeT gerpagaumnio dgaktopa Vllia.

Taknm 06pasom, npoTeonuTndeckas Mogudurkaumsa LMpKynmpyroLero aktopa V onpegenser,
Oypet nu chakTop V npeobpasoBaH B NPOKoarynsHTHbIN hakTop Va nnmn B aHTUKOArynsaHTHbIA dak-
Top Vac.

SBnsietca BUTaMuH K-3aBncumbiM hakTopom. CUHTE3MPYETCS B NeHeHU. AKTUBMPYETCS MOCHe CBSI-
3biBaHuA ¢ T 1 3atem akTuBMpyeT haktop X 1, BO3MOXKHO, hakTop IX.

CuHTe3upyeTcH B NeYeHun, ceneséHke, numdoumnTax. Sgsnserca 6enkoM-KopakTopoOM B KOMMJEKCE
«thakTop IXa - Vllla — Ca2* — ocdonunug», KOTopbI akTUBMPYET (hakTop X.

lMocne cekpeunn cpasy cBadbiBaeTcs pakTopoM hoH BunnebparHga (VWF) n umpkynnpyeT B KOM-
nnekce ¢ HuM (VWF npenatcTteyeT paspyeHuto dpaktopa V). Mocne aktusauum TpomMonuHOM
dakTopa VIl gaHHbIN KOMNNeKke paspyLuaercs, nossonssa gaxktopy VWF yyacteBoBaTth B npoLeccax
agresum 1 arperauum TpomMoéounToB. IHaKTUBMPYETCA KOMMNEKCOM «npoTenH C + NpoTenH S +
Ca?*» (kak 1 hakTop Va).
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TABJINUA 1 (npogoaxeHue) TABLE 1 (continued)

IX/IXa - Asnsietca ButamuH K-3aBucumbiM hepmeHToM. CUHTE3UPYETCH B NeveHn. AKTUBUPYETCS hakTo-
hakTop Kpnctma-  pom Xla, TpombrHom 1 haktopom Vlla go daktopa IXa, KoTopbii akTuBmpyeT dakTop X.

ca, aHTUreMousb-

HbI rnobynnH B

X/Xa - chakTop AsnsieTca ButamuH K-3aBucumbiM hepmMeHTOM, 06pasyeTcsi B NeYeHn, BXOOQWUT B COCTaB MPOTPOMOU-
CrioapTa-lNpayapa Hasbl 1 pacluennseT NpoTPoMOUH 40 TPOMOUHa.

Xl/Xla - MpodepmeHT. ObpasyeTcs B NeveHn. AKTUBUPYETCS NPENMYLLECTBEHHO TPOMOUHOM U OTHOCUTETb-
Maa3MeHHbIN HO MeaneHHo — chakTopoM Xlla oo dakTopa Xla, KoTopbIn akTnBupyeT dakTop IX.

NPeLLIEeCTBEHHNK

TpombonnacTuHa

XlI/Xlla - MpoTeasa, KoTopas CUHTE3NPYETCHA NPENMYLLECTBEHHO B NEYEHN.

hakTOop XaremaHa AKTUBUPYETCH NMOCNE KOHTaKTa C OTpULLaTENbHO 3apsS>KEHHbIMM NMOBEPXHOCTAMM (KONareHoM, Npo-
TeornukaHamu, rmmKonpoTerHaMu (renapyviH, rmanypoHoBas K1cnoTa u gepmMartaHcynbdaT), HEKOTO-
pbIMY BOCMANUTENBHBIMU MeguaTopamn 1 6akTepuanbHbIMy TOKCHaMu. CornacHo KneTo4Hom 6ro-
NIOrMYecKorm MOAenu Koarynauum, BHyTpeHHU nyTb «Xlla — Xla» cny>KuT TonbKo B Ka4ecTBE NeTNn
YCUNEHNs KoarynsiLumm, UHALMMPOBAHHON BHeLIHUM nyTéM Td. AkTuBupyeT daktop Xl, npeobpasyet
MAa3MEHHbIN NPeKaNNKPENH B KaNIMKPENH, KOTOPbIV PeELMnpokHO akTusmnpyet daktop Xl n Bbl-
CBOOOXAAET BPaANKNHNH U3 BbICOKOMOJIEKYNIIPHOIO KMHUHOrEHa.
OcHoBHol athdekT dhakTopa Xlla — nHnuymaums hdnbpuHoamsa nyTéM onocpenoBaHHON Kanankpen-
HOM aKTuBauumn ypokmnHasbl. Takxke Xlla MoXXeT akTMBMpOBaTh CUCTEMY KOMIMJIEMEHTA MO Kaccuye-
cKomy nyTu [2, 6].

Xlll/Xllla — bnbpurH- PubprHCTaAbUNN3NPYOLLNIA (hakTop OTHOCUTCS K CEMENCTBY (hepMeEHTOB TpaHcriyTamuHas. OH CUH-
cTabunuanpyowmii  Te3upyeTcs B neveHun, hubpobnactax, merakapvouutax. B nnasme kposu 6osbLuas HacTb HEaKTVB-
hakTop Horo chakTopa Xlll cBsizaHa ¢ hmbprHoreHoM. Ero akTnusaumusi NponMcxoauT npuy NoMoLLY TPOMOrHa
NyTEM OrpaHNYEHHOro NPOTEONN3a U3 HEAKTMBHOIO NPEALLECTBEHHMKA. Kak 1 60MbLLIMHCTBO OpYyrnX
depmeHToB, hakTop Xllla BbINONHAET B reMocTa3e HECKONbKO (DYHKLIMIA:
— cTabunusmpyet pubpUHOBBIN CryCTOK MyTEM 06pa30BaHNsA KOBaNEHTHbIX CBA3EN MeXAy Y-Liensamu
MOHOMEPOB (hrBPUHa;
— NpUKpennseT pUOPNHOBBLIV CryCTOK K (PMOPOHEKTUHY BHEKIETOYHOIO MaTpUKCa;
— Y4aCTBYET B CBS3bIBAHU 0,-aHTUMNNA3MVIHA C (PUBPUHOM, YTO CMOCOGCTBYET NPefoTBPAaLLEeHUIO
NPeXaeBPEMEHHOIO Nn3nca pUbpPUHOBOIrO CrycTKa;
— Heobxoaum TpombouuTam Ans NonMMepusanuy akTrHa, MMo3nHa 1 opyrux 6enkoB LMToCcKeneTa,
NCMoSIb3yeEMbIX MPU PeTpaKkLum ubprHOBOro CrycTka.

MpokoarynaumoH-  OTpuuaTensHO 3apsi>keHHble hocdonunuabl (B OCHOBHOM hochaTnanncepuH) NpUcyTCTBYHOT Ha No-
Hble hochonunuapl BEPXHOCTY aKTUBUPOBAHHbIX TPOMOOLIMTOB, 3HOOTENNANBHbIX KTETOK U KIIETOK APYTX TKaHeN.
Ha BHeLUHel CTOpPOHe nna3mMaTn4eckoli MemMmbpaHbl, KOHTAKTUPYHOLLEN C KpOBbto, NpecbnagatoT
B OCHOBHOM hocaTuannXonnH n chuHrommenuH. Monekynbl 3Tux ochonnnmaos 3NeKTPOHeN-
TpasbHbl — B HAX HET NpeobnafaHus ogHoro n3 3apsnos. dochaTnonncepuH PacnonoXeH Npenmy-
LLIECTBEHHO BO BHYTPEHHEM Cnoe MembpaHbl. fonoBka aToro ochonunuaa HecET ABa oTpuLaTenb-
HbIX 3apsaa 1 OOvH NONOXUTENbBHBIN, T. €. Ha Hell NpeobnagaeT oTpuuaTenbHbii 3apag. ViHynauus
CBEPTbIBaAHMSA KPOBU MOXXET HACTYNUTb MLLb TOraa, koraa 3t pocchonnnuabl NOABATCSA Ha HapPY K-
HOW NOBEPXHOCTU MEMOpPaHbI.
OTpuaTtensHO 3apsi>keHHble hochonunuabl NOABASIOTCA HA MeMOpPaHe paspyLUaloLLXCS KIETOK,
aKTUBUPOBaHHbIX TPOMOOLMTOB, H2 MEMOpPaHe BbICBOOOXXAAOLLMXCH U3 TPOMOOLIMTOB O-rpaHy’i.
Kpome Toro, aHmoHHble hoconunuabl NOABASIOTCH HA MUKPOBE3UKYax anonTO3MPYHOLLMX KIIETOK.
Mocne yBenu4eHns Ha NOBEPXHOCTU KIIETOYHON MeMOpaHbl KOHLEHTPaLIMN OTPULLATENBHO 3apsi>KeH-
HbIX hochoNMNAoB B 3TNX MecTax 06pasyoTcs cneumanbHble KNnacTepbl — aKTUBHbIE 30HbI, K KO-
TOPbIMY NPUKPENSIOTCS (hakTopbl CBEPTbIBAHNSA 11 POPMUPYIOTCS BHELLHSSA 1 BHYTPEHHSAS TeHa3bl
1 NpoTpombrHasa.

TpomM6OCTEHNH AKTOMUO3VH TpomboLmMTOB, obnapatowmii ATP-a3Hol akTUBHOCTLIO. TPOMOOCTEHUH YHaCTBYET B pe-
TpakLuun CrycTka, akTmBauuy 1 arperaumm TpoMOoLMTOB.

dakTop MunkonpoTenH nnasmMbl KPoBW. BbigensioT ase ocHoBHble dyHKUMK VWF B remocTtase.

Bunnebpanga B kpoBoToke VWF cBsi3biBaeTCs U NpensaTcTByeT paspyLueHuto daktopa VII. TpombuH pacliennset

(VWF) caiT cBssbiBaHus dakTopa VIl ¢ vVWF, cnocobcTBys BeicBob60XKAeHWIO (akTuBaumu) chaktopa Vllia.

Mpwn peanusaunm TpomboLmTapHO-cocyaucToro remoctasa VWF onocpenyet aaresuo TpoM6ounToB
K MOBPEXOEHHON COCYONCTON CTEHKE.
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TABJINUA 1 (npogoaxeHune)

DON6poHeKTUH (PH)

TABLE 1 (continued)

rﬂI/IKOI'IpOTeI/IH, nprnHMMaeT HenocpeacTBeHHOe y4HacTne B KNETOHYHbIX B3aMMOAENCTBUSX U urpaert

BaXKHYIO POJib B TaKMX MpoLeccax, Kak KNeToYyHasn afresns, nponudepaums, KNeto4Has noasuK-
HOCTb, AnddepeHLpPoBKa, ONCOHM3AUNS 1 anonTo3.

Y NO3BOHOYHbIX XXMBOTHbIX MPUCYTCTBYIOT ABa Tuna ®H:

1) pacteopumbii ®H nnasmel (paHee Ha3biBaeMbIl XON0A40HEPACTBOPUMBIM FMOOYINHOM), KOTOPbIN
BblpabarbiBaeTCs B NeYeHn renartouyramu;

2) HepaCTBOPUMBIN KNETOYHbI PH, KOTOPBLIN ABNSETCA OCHOBHLIM KOMMOHEHTOM BHEKNETOYHOrO
MaTpukca. CuHTesupyetcs rubpobnactamm, XOHAPOLUTAMN, MAOLIATAMU Y CUHOBUAJTbHBIMU KNETKa-

MWn.

TeHasbl

BHeLwHsis TeHasa — komnneke «T® — Vlla — Ca?*» — akTuBMpyeT hakTop X B CTaguio Huupaumm. Bry-

TpeHHsa TeHasa «IXa — Vllla — Ca2*» akTuBupyeT obpasoBaHue daktopa X B CTaauio nponarawyiu.

Beicokomoneky-
NAPHBIA KNHUHOTEH
(BMK; dhakTop
duTLpKepasb-

na — dnoxe)

Me hrbpuHonnsa.

Mpekannukpeunn/
KasIMKPEeVH,

hakTop dnetyepa BO MHOMMX TKaHSX.

O6pasyeTcs BO MHOMVX TKaHaX. AKTUBPYETCS KanMKpenHoM. Asnsetca kodaktopom daktopa Xll,
TaK>Xe NoMOraeT (PUKCPOBaTLCHA Ha MOBPEXAEHHON MOBEPXHOCTN NpeKanukpenHy n daktopy Xl.
Heobxogmmo umeTb B BUAy, 4TO, COMMTACHO HOBOW KJIETOYHON Teopuu, 3T 6eNKn OTHOCATCS K CUCTe-

MpekannMKpenH — NpeALeCTBEHHVK KaJIMKPerHa — ABNSIETCA CEPUHOBON NPOTea3oit, AeNCTBY-
owen Ha dakTop Xl n HekoTopblie 6enkn Nnasmel KPOBKM, HaNpruMep, nnasmmHoreH. O6pagayetcs

BonbmmHCcTBO (hakTOpOB CBEPTHIBAHUSI IOCTOSTHHO
LIUPKYJIUPYIOT B KPOBU B HEAKTHBHOM opMe. AKTUBA-
LUIO 3THX (aKTOPOB MHUIMUPYET NOBPEKACHUE COCY-
JucTol creHku. [Ipu noBpexaeHnn cocyna «BKIOYa-
eTcs» KaCKaHbIM MeXaHU3M MOCIEI0BaTEeIbHON aKTH-
BaIlM KOATYJIILIMOHHBIX OEJIKOB C 00pa3oBaHUEM TPEX
CBS3aHHBIX C (ocoaunuIaMu KIETOYHOW MeMOpa-
HBI (PePMEHTHBIX KOMILIEKCOB. KaskapIii KOMILIEKC co-
CTOHUT M3 MPOTEONUTHYECKOTrO (hepMeHTa, OeIKa-aKTH-
Batopa u uonos Ca’": «VIla — T® — Ca>'» (BHewHss
tenasa), «IXa — VIIIa — Ca’"» (BHyTpeHHsAs TeHa3a)
u «Xa — Va — Ca>"» (nporpom6unasa) [1-3].

CoBpeMeHHasi KacKaJHO-MaTpuuHas (KIeTouHas)
TEOpHsl MPEeIojaraeT, YTo0 B OPraHu3Me «BHELITHHI»
U «BHYTPEHHHUI» MyTH HE MU30JIMPOBAHBI APYT OT ApPY-
ra, a NpeACTaBIAI0T cOOOW EAMHYIO CHCTEMY, HMEIO-
LIYI0 MHOXKECTBO MPSMBIX M OOPATHBIX IOJIOKUTEIIb-
HBIX CBSI3EH M EPEKPECTHBIX BIUSHUN OTACTIBHBIX (aK-
TOPOB JIpYT Ha Apyra [1-3].

C y4€TOM AaHHBIX O JJOKAINU3ALUK U KOHTPOJIE KOa-
TYJISIIMOHHBIX PEaKUMH Ha Pa3IMYHbIX KIETOYHBIX IO~
BEPXHOCTSIX MPOLIECC CBEPTHIBAHNS KPOBH B HACTOSIILIEE
BpEeMsI IPEICTABIISIIOT B BUJIE YSTHIPEX MEPEKPHIBAIOIINX
Jpyr apyra craaui [1-5].

1-s1 cragusi —mHunManus. Ha moBepxHocTsIX Kiie-
TOK, sKcnpeccupyomux T (tadn. 1), hpopmupyer-
cs1 kommieke «T® — VIla — Ca®*y, npuBoasumii k 06-
pa30BaHMIO HE3HAYUTEIHLHOIO CTAPTOBOIO KOJINYECTBA
TpoMOuHa.

2-91 cTagusl — amMIiMpuKanus. JTa CTaaus pe-
aNM3yeTCsl Ha TIOBEPXHOCTAX KJIETOK (TaKWX KakK aK-
TUBUPOBAHHbIE TPOMOOLUTHI), COEPKAILIUX MPOKOA-
ryasiaTHbIe hocdonunuasl (tadn. 1). [lon BausHUEM
CTapTOBOr0 TPOMOWHA aKTUBHUPYIOTCS TPOMOOIMTEI,
¢daxropsr V, VIII, XI, oOpa3zyercss BHYTpeHHsISI TeHa-
3a «IXa — VIlla — Ca**», nporpoMOKHasa u TPOMOUH.

Hay4yHble 0630pbl NTEpaTypbI
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3-s1 craaus — nponaranusi. B o1y cranuio obpa-
3yeTcs 3HAUUTENIbHOE KOJIMYECTBO TPOMOMHA, CIIOCc00-
HOT'0 CpOPMHUPOBATH CTYCTOK (puOpHuHA.

4-51 cragus — TepMHHAINAA. B 3Ty cTaguio npouc-
XOIMT JIOKan3anus GUOPUHOBOIO CTyCTKa B 30HE T0-
BpexaeHus. [logpoOHo 3Ta cranus Oyaer paccMoTpe-
Ha B CJIEAYIOLIEH YyacTu 0030pa.

KOAINYNALUMOHHbIN KACKAL

1-1 cTagust — MHUOMALKMSA MpoIecca
cBéPTHIBaHNSA KPOBH

B xpoBu Bce pakTopbl CBEPTHIBAHMS, 32 UCKIIIOYE-
HueM VII, HaXoasaTCsl B HEAKTUBHOM cOCTOSIHUU. OKO-
10 1-2 % ¢dakropa VII uupkyimpyroT B aKTUBHOM CO-
crosiuuu (VIla), Ho co crnaboii pepMeHTaTHBHON aKTHB-
HOCTBIO: KOH(opManys He MO3BOJISIET MY B3aUMO/ICH-
CTBOBATH C [UIA3MEHHBIMH (DAKTOPAMH, ¥ OH HE pearupy-
€T ¢ ApyruMu (aKTOpaMu CUCTEMbI CBEPTHIBAHUSI KPOBH.
IIpu noBpexaeHun cocyja U pa3pylIeHHH KJIETOK Ha-
pylaeTcs MnonepevyHas aCUMMETpUs MIa3MaTHYECKUX
MeMOpaH (cM. Tabi. 1) TPOMOOIUTOB M SHIOTEIUOIIH-
TOB, Ha UX OBEPXHOCTH (POPMHUPYIOTCS OTPULIATEIBHO
3apsDKeHHBIE (TPOMOOT€HHBIC) YYACTKH U SKCIIOHUPYET-
cst anonportend Il TD (cm. Tadin. 1). TO u BHyTpeHHSIA
MOBEPXHOCTb KJIETOUHOH MEMOPaHBbI CTAHOBSITCS JOCTYII-
HBIMH JJI51 IITA3MEHHBIX ()aKTOPOB KOAryJIIIHOHHOTO T'e-
Mocrasa. Ha nosepxHoctu Td-Hecymux KIETOK B MECTE
MOBPEXKICHHSI COCYIUCTOM CTEHKH (POPMUPYIOTCS KOM-
wiekchl «T® — VII — Ca?"» u «T® — VIIa — Ca®*» [3].

TO sBnAeTcs alNIOCTEPUUYECKUM KaTalu3aTOPOM
¢akropa VII u npu coeqMHEHUU C HUM aKTUBUPYET
ero epMeHTaTUBHBIE CBOICTBA. OOpa30BABIIMIACS KOM-
wiekce «T® — VIIa — Ca?"» B cBOI0 04epeib aKTUBUPYET
¢axrop VII, cBsazannsiii ¢ TO. DTo npuBoauT K OBICTPO-
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MYy HaKOIUIEHHIO Ha MECTE TPABMBI COCY/1a BHICOKOH KOH-
ueHTpauuu komiuiekca «Td — VIla— Ca?™y, UTPArOIIETro
TJIaBHYIO ITyCKOBYIO POJIb B Kacka/ie peakLuii, MpUBOsI-
mux K popmupoBanuio pudpuHoBoro Tpomoda (puc. 1).

Taxxke kommieke « T® — VIla— Ca?"» nporeonuTn-
YeCKH pacIlenisieT HeOOobIIoe KOMYeCTBO (GakTopoB X
u IX. 3atem ¢axrop [Xa murpupyer ¢ mecra o6pazo-
BaHUsI K TPOMOOLIUTAaM, HaXOISIIUMCS B 30HE TIOBPEXK-
JICHUSI COCY/Ia, U CBA3BIBACTCS C UX MeMOpaHoil. Dak-
TOp Xa 0CTAaETCsl HA [IOBEPXHOCTU KIETOK, Hecymux Td,
M y4acTByeT B 00pa3oBaHHMU ABYX (PEPMEHTHBIX KOM-
wiekcoB «Xa — Va — Ca?"» u «T® — Vlla — Xa — Ca>”
(cm. puc. 1).

1. Hekxortopoe konmuectBo (haktopa Xa akTUBUPYET
kogakrop V u oOpasyer ¢ HuM komruiekc. OOpa3oBaB-
HmIMics NpoTpOMOHHA3HBIN KOMILIEKC «Xa— Vay paciue-
IUISIET IPOTPOMOUH, YTO NPUBOAUT K 0Opa30BaHHUIO IIEp-
BBIX TIOPLUI TpOMOMHA, HEOOXOAUMOTO JJIs1 aKTHBALIUH

JPyTrUX KOMIIOHEHTOB CUCTEMBI reMocTasa (M. puc. 1).
s npeBpauienust pudpuHorena B puOpUH 3TOro Ko-
JrYyecTBa TpOMOMHA MOKa el HEA0CTaTOYHO, HO OH He-
00X0/11M AJIs1 aKTUBALUH PEaKMid, IPOXO/SIIUX B CTa-
JIUIO aMIUTU(UKAIHN.

2. [pyras gyactb haktopa Xa COeAUHSIETCS C KOM-
wiekcoM «VIla—T® — Ca?"», u popMupyeTcst TpoiHOi
xommekc «VIla — T® — Xa — Ca?*», KoTopblii 10 Me-
XaHU3MY MOJ0KUTEIBLHOM 00paTHOI cBs3H (peTporpa-
HO) CTHUMYJIUPYET 00pa3oBaHWE HOBBIX Mopuuid (ak-
topa VIla. Dra peakius yBeaIuuuBaeT CKOPOCTh aKTH-
BalMK CIIEAYOIMX nopimii pakropa X B 2 x 107 pas.

®dakrop Xa MOXKET TUCCOLUUPOBATD OT KIETOK, IKC-
npeccupyroumx Td, Ha MeMOpaHbI OTaJICHHBIX HETIO-
BPEKACHHBIX Ki1eToK. OTHAKO Ha 3HIOTEIUH HOCTOSH-
HO MPHCYTCTBYIOT MHIMOUTOPHI aKTUBHBIX (PaKTOPOB
KOaryJsiliy, B TOM YHCJIe HHTUOUTOP MTyTH TKAHEBOTO
¢axropa (aKTHBUPYET HHTMOUTOP PUOPHHOIH3A), KOTO-
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Fig. 1. Scheme of development of the initiation stage
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pbie orpanuuuBaioT 3G dekTuBHOCTH AUDHYHIUPOBAB-
nrero Qaxropa Xa u Apyrux (GakTopoB CBEPTHIBAHUSL.
®axrop [Xa He sBISETCS MULICHBIO JUISI HHTUOUTOPA
nytu TKaneBoro ¢axrtopa TFPI (tissue factor pathway
inhibitor) u, ciegoBaTenbHO, MOXKeT Jierde AU QyH -
poBaTh K IpyrM MOBEPXHOCTSIM KJeTok [ 1—4].

2-51 craaus — aMIIMQUKANUS
(ycusieHue nmpouecca cBEPTHIBAHUS KPOBH)

[Iporneccel B 3Ty CTa U0 MPOTEKAIOT HA TOBEPXHO-
CTH aKTHBHPOBaHHBIX TPOMOOLMTOB, UMCIOLIUX CIIe-
UaJIbHbIE PELENTOPHI I NPUCOeIUHEHUS (DaKTOPOB
CBEPTHIBAHUSL.

TpoMOOLUTEI AaKTUBUPYIOTCS U aAre3UpyroT K IOo-
BEPXHOCTH MOBPEKAEHHOTO COCYJa MOJ BIUSHUEM
TpoMOMHa (HanboJyiee CUIBHOTO CTHUMYJIATOPA TPOM-
OOLMTOB) U OOHAKHUBILETOCS MIPU MOBPEKACHUH COCY-
Jla KoJulareHa B Cy0d3HI0TeTMH. AKTUBALKs TPOMOOLIHU-
TOB NMPHUBOAMT K MEPECTPOUKE CTPYKTYpPbI HX MeMOpa-
HBI C SKCTIO3UIHeN GochaTuaniaceprta, HECyIero oT-
pHULaTENIbHBIN 3apsill, U CEKpELMU MeAUaTOpoB. B maz-
MY KPOBH BBIACIAIOTCS CEPOTOHUH, aJIeHO3UHANn(OChAT,

(axrop Buinebpanaa, puOpuHOreH u Apyrue Gpakropsl,
CIIOCOOCTBYIOLIME MPOLECCY CBEPTHIBAHUSI.

OO0pa3oBaBUIMICS B IEPBYIO CTAAMIO TPOMOUH aK-
TUBUPYET PacIloJIOKEHHbIE HA MeMOpaHe TpPOMOOLH-
toB ko¢akTopsl V u VIII u pepment XI. AkruBupoBan-
uble Gpaxrops! VIlla u [Xa npu yuactuu Gpocdonunuaos
¥ KaJblus 06pasyroT komruieke «IXa — VIIIa— Ca®"y —
BHYTPEHHS T€Ha3a — U aKTUBUPYIOT pakTop X (puc. 2).
[on BiusiHMEM BHYTpPEHHEH TeHA3bI CKOPOCTH HAKOILIE-
Hus paktopa Xa yBenmuuaercs B 50—100 pa3z [1-4].

Taxum 00pazom, COOBITHS BTOPOU CTaauu odecrie-
YMBaIOT 00pa30BaHUE MPOTPOMOMHA3HOTO KOMILIEKCa
«Xa—Va— Ca’».

3-51 cTaaus — Mponaramus
(pacnpocTpaHeHue mpouecca
CBEPTHIBAaHNUSA KPOBH)

B Ty craguio Bo3pacTaeT CKOPOCTb aKTUBHPOBA-
HUs (PAaKTOPOB CBEPTHIBAHUS U IPOTPOMOUHA3ZHBII KOM-
TUIEKC TIPOU3BOAMT JOCTATOYHOE KOJINYECTBO TPOMOU-
Ha 17151 0OpazoBanus GuOprHa U HOpMUPOBAHUS FEMO-
CTaTHYECKOTO TPOMOa.
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Bankansckunin meguumHekmi xxypHan, 2025, Tom 4, Ne2

Baikal Medical Journal, 2025, Vol. 4, No2

Tpombun npeobpasyer ¢pubpuHoreH B GuOpUH-
MoHomep u aktuBupyet daxrop XIII (puc. 3). Dak-
top Xllla katanu3upyer 0OpazoBaHKe KOBAIECHTHBIX O~
MEPEUHBIX CBSA3EH MEKAY COCETHUMU LeTsiMU puOpuHa
Y TEM CaMbIM MOBBIIIACT MEXaHUYECKYIO CTAOMIIBHOCTD
¢ubpunHa. B pesynprare 00pasyercs a1acTUUHbIHN MOJTH-
MEpU30BaHHBINH (UOPUHOBBIH CI'YCTOK.

Taxoke npu JOCTaTOYHOM KOJIMYECTBE TPOMOUH aK-
tuBupyeT uaruoutop ¢pudpunonuza TAFI, uro naér
BpeMsl c(hOpMUPOBATHCS IIIOTHOMY T€MOCTaATHYECKO-

My TPOMOY.

Mexanu3m odpa3oBaHusi GpuOPHHOBOTO TPOMOA

B npouecce obpazoanus ¢puOpuHoBOoro rpomoda
pacTBOpHUMBI GUOPHHOTEH MpeBpalaeTcsi B HEPaCTBO-
puMblii pudpun. TpomOuH oTwensieT GudpuHONIEHTH-
IIbl B MOJIEKYJie pUOpHHOreHa ¢ 00pa30BaHUEM PaCTBO-
puMbIX GuOpuH-MoHOMepoB. Ilocne 3Toro HaunHaer-
cs coequHeHne (GUOPUH-MOHOMEPOB HEKOBAJIEHTHBIMH
CBSI3SMH C 00pa30BaHUEM OJMIOMEPOB U, B KOHEUHOM
uTore, ené He MPOYHOH (pacTBOpUMOI) (GPUOPHUHOBON
cetu (Gubpun-noaumep) [1-4, 7].

Janee daxrop Xllla B npucyrcreun nonos Ca>* 06-
pasyeT aMUIHbIC CBS3H MEXIy OCTaTKaMH JIM3HHA OJI-
HOU MOJIEKYJIbI PUOPUH-TIOTMMEPA U OCTATKaMU TTyTa-
MUHA APYTOi MOJIEKYJIbI, YeM CBSI3bIBACT HUTH (PUOPUH-
nojauMepa Ipyr ¢ apyrom (puc. 4). Kopanenrno cum-

3

Va Xa

|
|
Y
I ) |a

%

PubpnHOreH

ThIe MEXJ1y CO00H HUTH (PUOpPUHA 00Pa3yIOT MIPOYHYIO
TPEXMEPHYIO CETh, B KOTOPYIO BKJIIOYEHBI TPOMOOLIH-
TBI, 3PUTPOLIUTHI U JICHKOLUTHI.

Taxoke dakrop Xllla npukperuser ¢pudbpun x du-
OpoHekTHHY (cM. Tab:. 1), MPOYHO CBA3aHHOMY C JIpY-
TUMH MOJIEKYJaMH BHEKJIETOYHOrO MaTpukca. B pe-
3yJbTaTe TPOMO MPOYHO NPUKPEIUISIETCS] K CTEHKE CO-
cyJa B 00JIacTH NOBPEKACHUSL.

®ubpun yepes peuentopsl GPIIb/Illa coequnsiercs
C aKTMBUPOBAaHHBIMHU TpoMOOIUTaMu. M3 HUX 0CBOOOXK-
Jaercs TPOMOOCTEHHH M OcaXkJaeTcsi Ha HUTsIX (Guopu-
Ha. B pe3ynbprare cokpaienuss TpOMOOCTECHHHA MIPOUC-
XOAUT PETPAKLHS CI'yCTKA: CIYCTOK KPOBH YILUIOTHSETCHS,
13 HETO BBAABIIMBACTCSI YaCTh CHIBOPOTKH. PopMHUpoOBa-
HHE OKOHYaTeJIbHOro TpoMOa HactymnaeT Ha 10—15-ii mu-
HYTE MocJie moJuMepHu3annu GuopuHa.

KpaTtkas cxema KoaryJIsiitHOHHOTO TeMOCTa3a

Jnst Jiydiero moHUMaHUs B3aUMOJICUCTBHS APYT
C IDyroM aKkTHBHBIX (DaKTOPOB CBEPTHIBAHMUS MBI TIPH-
BOJMM YIPOLIEHHYIO CXEMY KOAryJsIIMOHHOTO I'eMO-
crasza Oe3 myTeil B3aMMHOW aKTUBALUH, O€3 yKa3aHUs
MpeaIecTBEHHUKOB (epMeHTOB (puc. 5). Bece peak-
MM TeMocTa3a pa3BEPTHIBAIOTCS WIIM Ha CyOdHIOTE-
JMu, Wi (TJIaBHBIM 00pa30M) Ha IIOBEPXHOCTH aKTUBH-
POBaHHBIX TPOMOOIIMTOB, HECYLIMX OTPULIATEIBHO 3a-
psoxeHnble Gocdonunusl [2].

PunbpuHonenTna

mmmm) [pouecc akTUBaUuUM pakTopa

— — > [lenctBue chepmeHTa

> © S

Puc. 3. Cxema passutus ctaguu nponarauyvmn: TAFI — uHrnbu-
TOp pubpuHoOAn3a (thrombin activatable fibrinolysis inhibitor)

TAFI
—————————————— e
TAFla
PnbpUH
MpodepmeHT/chepmeHT
AkTnBatop

Fig. 3. Scheme of development of the propagation stage:
TAFI - thrombin activatable fibrinolysis inhibitor
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®dubpuHonenTuabl

NN

®PunbpuHoreH

PunU6pPUH-MOHOMEpP

Monumepusauus

\
-4 8

PunbpuHoBas ceTb

— — Xllla

MepekpécTHO cBA3aHHasA (oubprHOBasA ceTb

—) Mpouecc akTBauumu pakTopa
— — 7 [DeictBue dpepmenTa

dPepmeHT

Puc. 4. Cxema o6pa3oBaHusi HepacTBOPUMOL hrbpPUHOBOM
CeTU: MyHKTUPHbIE JINHUN — HEKOBAJIEHTHbIE CBSI3U; CI1J/IOLL-
HbIE JINHUW — KOBaJIEHTHbIE CBSI3U

Cospemennslii B3riasaa Ha pyHknuu ¢paxropa XII
®aktop XII — 310 cepunoBas mporeasa, KOTO-
past BeIpabaThIBaeTCsl MPEUMYILECTBEHHO B MEYCHHU
WU LUPKYJIUPYET B IUIa3Me€ B BUJE OJHOLENOYEHHO-
ro 3UMOreHa.

OpHo#t u3 HanboJsiee U3YYCHHBIX QYHKUMN (ax-
topa XII siBisileTcst ero yyacTue BO BHyTPEHHEM ITyTH
cBEPTHIBaHMSI KpoBU. OIHAKO JIIOJM C Ae()UIIUTOM 3TO-
ro (hakTopa peAKo CTPaAaIOT OT HApYLICHUH CBEPTHIBA-
eMocTu KpoBu. VccienoBanus nocineIHuX JIET oKaza-
JIM, 9TO €ro OMOJIOTHYECKask poJib ropasio LIHpe.

AxrtuBauus gaxropa XII ocymiecTisieTcst mpu KOH-
TaKTe C OTPULATENBHO 3apAKEHHBIMU TOBEPXHOCTSIMH,
(hopMHPYIOLIMMUCS TIPU IOBPEKACHUH cOCyAa U 0OHa-
JKEeHUH OTPUIATEIILHO 3apsHKEHHOT0 KoJutareHa 0a3aib-
HOI MeMOpa#nbl. D10 cBoiicTBO (hakropa XII ucnomnn3y-
eTcs B JIaDOPaTOPHOM MPaKTHKE MPH UCCIIEOBAHUH I'e-
MOCTa3a in Vitro Ha CTEKJISTHHOM MOBEPXHOCTH.
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Fig. 4. Scheme of formation of insoluble fibrin network:
dotted lines — non-covalent bonds; solid lines — covalent
bonds

Taxoke B mociieAHNE oAbl OOHAPYKEHBI U JPyTUe
MHOT'OYHCIICHHBIE aKTUBATOPBI (hakropa XII:

® JICKYCCTBEHHbIE OJMMEPHBIE TOBEPXHOCTH (Ka-
TETep, UCKYCCTBEHHBIC KIIallaHbl cepla);

® HCKOTOpbIE OMOJIOTHYECKH OOBEKTHI, TAKHE KaK
HenpaBUJIbHO CBEPHYTHIC OenkoBbie arperatsl, PHK,
JHK, HeiiTpodunbHble BHEKICTOYHBIC JIOBYIIKH;

e HeopraHmyeckue nosudocdarbl, OOHAPYKEH-
HblE€ B TOM YHKCJE B IJIOTHBIX paHyjax TpoMOoIu-
TOB, Y HEKOTOPBIX OaKTepuid, Takux Kak Escherichia
coli, Vibrio cholerae, Corynebacterium diphtheriae,
Haemophilus influenzae. Iloxa3zano, 4To moJu-
¢dochar-3aBucumas aktupauus Qakrtopa XII, mo-
BHJINMOMY, HE IPHUBOJHUT K Oosiee ObicTpoMy oOpa-
30BaHu0 (UOPUHOBOIrO CrycTKa, a, CKopee, K Mo-
BBIIICHUIO €r0 CTAOMIBHOCTH. DTOT (PaKT MO3BOJIS-
€T MOHATh, 0YeMy BbICOKHE ypoBHH (hakTopa XII
CBSI3aHBI C TPOMOO30M, B TO BpeMsl Kak ero aeGuuut
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Puc. 5. Kpatkasi cxema KoarynsyyMoHHOro remocrasa corsac-
HO KJ/IETOYHOU BMOIOrMYECKON MOZENN Koaryisymm

MOJXET cJieNaTh CTYCTOK HECTAaOMIBHBIM M IPUBECTH
K 9MOOIM3aLHH.

IIpu 3HauMTENBHON TpaBME Ha OTPULATEIBHO 3a-
PSDKEHHOM MOBEPXHOCTH CYOIHIOTENHS COPOUPYIOTCS
¢axrop XII, BeiIcokoMoseKysipHbIi knHuHOTeH (BMK),
npexanukpent (1K) u ¢paxrop XI. Coenunenue npexai-
nukpenna u ¢paxtopa XI ¢ moBpexIEHHON MOBEPXHO-
cThi0 ocyiecTsisgercs uepes BMK. ®axrop XII coenn-
HSIETCS C TKAHSMH CaMOCTOATENLHO, Oe3 yuactusi BMK.
Ha orpunarensHo 3apssKeHHON MOBEPXHOCTH (hak-
top XII 3a cuér KoH)OpMALIMOHHBIX U3MEHEHUI Mel-
JICHHO TpaHchopMupyercst ¢ GOpMUPOBAHUEM aKTHBHO-

mMarno

= = [leicTBUE PpepmMeHTa

Benok-aktuBaTtop

dPepmMeHT

Fig. 5. Brief diagram of coagulation hemostasis according
to the cellular biological model of coagulation

'O LIGHTPa U TIOCTENIEHHO MPUOOPETACT KaTATUTHYECKYTO
akTuBHOCTH. PakTop Xlla mepeBoauT HEOOIBIIOE KOJIU-
YeCTBO NPEKATIIMKPENHA B KAJUIMKPEHH, a KAJUTMKPEUH
MeMOPaHHOT 0 KOMIUIEKCa «KamuKkpend — BMK» aktu-
BUPYET OrpaHUUYCHHBIM ITpoTeonu3oM ¢paktop Xlla (pe-
LUNPOKHAs, WK B3auMHasi, akTuBauus). [Ipouece ak-
tuBaimu akropa XII oueHb MeIEHHBIN, TPOUCXOAUT
B TeueHue 90—120 MUH MIpU KOHTAKTE C OTPUIATEIILHO
3apsKEHHON TOBEPXHOCTBIO M Ha3bIBaeTCs TBEpAO(as-
HOH aktuBauuei. [Iponecc aktusanuu paxropa XII 3na-
YUTENbHO yckopsieTcsa B npucyrctBun BMK, mpexain-
JIMKPEUHA U HA3bIBACTCS aKTUBALMEH B XKHUIKOU (ase.
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Ob6pazoBaBmmiics kaumnkpeut U ¢paxrop Xlla pac-
mersior BMK ¢ o6pa3oBanuem OpaauKUHUHA, KOTO-
PpBIi, pacmmpss cOCybl U YBEIMYUBas UX MPOHULIAE-
MOCTb, SIBJISIETCA YYaCTHUKOM BOCHAJIUTEIBHOTO MPO-
necca. @akrop Xlla Tak:ke aKTUBUPYET CUCTEMY KOM-
TUIEMEHTA 10 KJIACCHYECKOMY IyTH (Uepe3 aKTUBALHIO
¢parmentoB Clr u Cls).

OpnnoBpemMeHHO ¢ reMocTa3oM ¢paktop Xlla naunu-
upyet GUOPUHOIN3, aKTUBUPYS yPOKMHA3HBINA aKTHUBA-
Top ia3muHorena (uPA). Taxke mokazaHo, 4To pac-
LICTUIATH TJIa3MUHOTEH MOTYT caMt (haKTOPBI CBEPTHI-
Banus (XIla u Xla) u kannukpenn, HO MeHee dPQek-
TUBHO, Y€M TKaHEBOW aKTUBATOp IU1a3MuHOreHa (tPA)

XII
o | @
BMK
Xlla — — —
BMK
4— [ —
Xlla
/ \
/ \\
wA N
/
’
/
4
uPAa

) [-MuH Il

[-reH

Yvyactue
B pnbpuHonuse

mmm) [pouecc akTUBaUUM akTopa

—  [lepemelyeHue pakTopa

— — -» [encTBue (hepmeHTa

Puc. 6. Cxema oCHOBHbIX pyHkuwii ¢haktopa Xll: 1-reH —
nnasmuHoreH; MN-mvH — nnasmuH; b — 6pagnknHvH; FNK- npe-
kanmkpenH; K — kannvkpenH; BMK — BbICOKOMOIEKYISPHBbIN
KUHWHOreH; UPA — ypOKMHa3HbIV akTUBaTop r1a3MUHOreHa

Hay4yHble 0630pbl NTEpaTypbI
Scientific literature reviews

u uPA. Takxe B puOpuHOIN3€E NPUHUMAET ydacTue Opa-
JUKUHMH, CTUMYJIMPYS BhIcBOOOKAeHue tPA u3 snzo-
TEIHATBLHBIX KIETOK (pHC. 6).

Takxke npeanonaratoT, 4To ¢akrtop XII oxazbl-
BaeT BJIMSHUE Ha METabOIM3M COCYAOB: OH MOXET
CBsI3bIBAaTHCS ¢ peuentopom uPA u nanee, uepes Pl-
MHTETPUHBI U PELENTOP AMUACPMATIBLHOTO (haKkTopa po-
cta (EGFR, epidermal growth factor receptor), ctumy-
JMPOBATH POCT, NPOIUQEPaAHI0 U AHTUOTEHE3 MOCTe
noBpexaenus [2, 8—11].

Taxum 00pazom, Orostoruueckast poib Gaxropa XII
MHOroo6paszHa. Kpome Toro, 4to oH sIBIIsieTCsl y4aCTHU-
KOM JIBYX IIPOTHBOIOJIOKHBIX IIPOLIECCOB, 00eCIIeUnBa-

MK
————————— BMK
BMK
_________ K b _>l
[5)
\ A YyacTtme
> N B BOCManeHun
n pnbprHonmae
IXa
|
L lla
YyacTtue
B remocrase
M aHTUremocTase
MpodcdepmeHT/chepmeHT

MpoakTuBaTop/akTnBaTop

Fig. 6. Schematic diagram of the main functions of fac-

tor XlI: [1-reH — plasminogen; M-muH — plasmin; b — brady-
kinin; T1K — prekallikrein; K — kallikrein; BMK — high-molecu-
lar-weight kininogen; uPA — urokinase plasminogen activator
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IOLIMX TEMOCTaTUYECKUI Oananc — BHyTPEHHETO IIyTH
cBEPTHIBaHMSI KpoBU U (pubpunonusa, — gaxrop XII 3a-
MYCKaeT KOHTaKTHYIO CUCTEMY aKTHUBAlUH, KaJUTUKpe-
MH-KUHUHOBYIO CUCTEMY, aKTUBUPYET CUCTEMY KOMILIE-
MeHTa. JlokazaHna ero pasHooOpasHasi poJib B KJICTOYHOM
B3aMMOJICHCTBUH U KIIETOYHOH PEryIsiluy, a MIMEHHO —
B MpolLieccax BocIaleHus, Tpoiudepannu, aHrnoreHe-
3a, KIETOYHOH Murpanuu. MOXXHO CKazaTh, YTO (ak-
Top XII siBsieTCs CBA3YIOMINM 3BEHOM KOAryJIsLuH Kpo-
BU, BOCTIJINTEJIbHBIX M AIJIEPTHUECKUX peakLuil. B cBs-
31 C 3TUM LIeJIECO00Pa3HO YUUTHIBATh Poiib hakropa XII
NIPY Pa3IMYHbIX TATOJOTMYECKHX COCTOSIHUSX.

MNATOJNIOI'NA TEMOCTAS3A

[TaTonorust remoctasza MOXKET MPOSBISATHCS TEMOP-
paru4ecKUMH 1 TPOMOO(DUIUTHYSCKUMH CHHIPOMAaMH.
Croiikoe npeo0iajaHie TeMocTa3a HaJl aHTUTeMOCTa-
30M MPUBOJIUT K TPOMOODMIUTUYECKOMY CHHIPOMY,
TO €CTh K YaCTOMY U OOMIILHOMY ()OPMHPOBAHUIO TPOM-
00B. CTOMKAas HETOCTATOYHOCTh T'€MOCTAa3a 10 OTHOIIIE-
HUIO K aHTUTEMOCTA3y IPOSIBISIETCS B TEMOPPAruuecKoM
CHUH/IpOME — HAaKJIOHHOCTH K KpoBOoTeueHusM [12, 13].

I'emopparuyeckue CHHAPOMBI
KpoBoTeuenust MoryT ObITh OO0YCIOBJICHBI HEJO-
CTaTOYHOCTHIO KaK COCYJAHMCTO-TPOMOOIIUTAPHOTO,
TaK U IUIa3MEHHOTI'0 3BeHa remocras3a. Hapymenus, cBs-
3aHHBIC C IATOJIOTUCH I1JIa3MEHHBIX (JaKTOPOB, IPUHSTO
Ha3bIBaTh KOAryJIOMATUsIMU, KOTOPbIE ObIBAIOT HACIIE/I-
CTBEHHBIMU ¥ IPHUOOPETEHHBIMHU.

Hacnedocmeennvie (nepeuunvie) Koazyionamuu

[lepBuyHbIe KOArynonaTuu 00yCIOBJICHBI HACIIEA-
CTBEHHBIM Ae(hUIUTOM (pakTOPOB CBEPTHIBAHUS KPOBH
WJIM UX HEJOCTaTOYHOW aKTUBHOCTHIO [13].

Cpeau HaclneACTBEHHBIX T€MOpPparnyeckux Koa-
ryjonatuii HauboJjee pacnpoCTpaHeHbl reMOMInI A
u B [2, 14].

Ha remodunuio A npuxoautcss npuOIU3UTENb-
HO 85 % Bcex Gopm remodminii, Ha remopunuio B —
okoio 10 %. B ocnoBe 00oux BUIOB reModuiIny Jie-
KUT MyTanus reHos ¢akropa VII (remodpunus A)
i ¢pakropa IX (remodunus B, 6onesus Kpucrmaca)
B X-xpomocome. bonesns npu o6enx popmax Hacieay-
€TCsl [0 PELIECCUBHOMY, CLETVICHHOMY C TOJIOM, THITY;
HOCHUTEISIMU OOJIC3HU SIBJISIOTCS KECHIIUHBI, 8 OOJIHHBI-
MU — JIMIa My*cKoro nona. st remodumii A u B xa-
pakTepHa KPOBOTOUYHMBOCTH I'€éMaTOMHOI0 THMa — 0o-
JIe3HEHHBIE KPOBOM3IIMSHUS B KPYIHbIE CycTaBbl (Te-
MapTpO3bl), MBILIIbI, 3a0PIOLIMHHYIO KJIETYaTKy, I'e-
MaTypusl, TSLKENbIE OTCPOUYCHHBIE TIOCTTPABMAaTHUECKUE
W TMOCJIeONEepaluOHHbIe KPOBOTEUCHHUS, B TOM YHUCIIE
IIPY MaNbIX TpaBMax v BMELIaTeIbCTBaxX (IpH NOpe3ax,
yAaneHuu 3y00B U T. 11.).

K rpynme HacieacTBeHHBIX KOAryJIOMaTHi OTHOCSAT
TaKKe ayTOCOMHO-IOMUHAHTHO HacIeayeMylo 00JIe3Hb
Bunnebpanna, mpu KoTopoii TpoMOoLUTONaTHS COYeTa-

ercs ¢ aepunurom dakropa VIII. B ocHoBe matorene-
3a JIOKUAT YaCTUYHBIA MJIM MOJHBINA AepuuuT Qakropa
Buinebpana ninm HapyieHHe ero CTpyKTYpbI, B pe3yJib-
TaTe Yero OH HE MOJKET CBSA3ATHCS C PELENTOPOM TPOM-
6oumToB 1 (pakropom VIII. D10 MpUBOAXT K HAPYLLIEHHIO
aare3uy TpoMOOUUTOB U paspyuieHuto paxrtopa VIII.

Kpowme Toro, npu 60:1e301 BrusieOpana cHmKaeT-
Csl COZiep)KaHHe CEPOTOHMHA M PAa3BUBAIOTCS MATOJIO-
TUYeCKasl JUiaTalusl COCY/I0B U MOBBIIICHUE UX IPO-
HUIIAEMOCTH.

[ockonbKy cTpajaeT Kak cocyIucTo-TpoMOoLUTap-
HOE, TaK U IJIA3MEHHOE 3BEHO IeMocTa3a, KpoBoTede-
HUSL SIBJISIFOTCSL OYEHBb JUIMTENIbHBIMU. Takke Ui naH-
HOU MaTOJOrUU XapaKTepHbI SIU30JMYECKHE CIIOHTAH-
HBIE KPOBOTEUEHUsI (HOCOBBIC, IECHEBBIC, U3 BHYTPEH-
HUX OpraHoB) [2, 14].

3HAYUTENBHO PEKE BCTPEUAIOTCS KOAryJloHnaTHH
BeieACcTBUE AeUIMTA UHBIX (PAKTOPOB CBEPTHIBAHHS
[15-17].

Hacnexncreennsie aedunutst pakropos 11, VII u X
NPEACTaBISAIOT OO0 peAKHe MEepBUYHbIC KoaryJsormna-
THH.

K peaxum HapymeHussM cBEPTHIBAaHHUS KPOBHU
(PHCK) otHOCST HacneACTBEHHBIE ASDUIIUTHI UIIK aHO-
Mmanuu puOpuHoreHa, mporpomoduna (akropa II), pax-
TopoB cBépThiBanus kposu V, VII, X, XI, XII, XIII.
Bce 5TH maTonoruu B noaBisomeM OONbIIMHCTBE CITy-
YaeB NPUBOAAT K HEJOCTATOYHOMY (hopMHUpOBaHHUIO (HH-
OpuHOBOTO crycrka. Kak npasuito, 3tu 3a00eBaHus Ha-
CJIETyIOTCSI PELIECCUBHO.

Heduuut dakropa XI npuBoAUT K Pa3BUTHUIO Te-
moduinu C (oxoio 5 % Bcex remodunwmii). [Ipu remo-
¢unun C reMopparuuecKuil CHHIPOM SIBIISICTCS MEHEE
BBIPKEHHBIM, CIIOHTaHHBIC TEMOPpParud B OOJBIINH-
CTBE CIIy4aeB OTMEUAIOTCsl KpalfHe peiKo, HET Koppe-
JSIMU MEKAY ypoBHEM QakTopa XI 1 TSHKEeCTbIO KIU-
HUYECKUX MPOSBICHUH.

PacnipocTpan€HHOCTB HACIIEACTBEHHOTO Ae(UIIUTA
¢axropa ceépreiBanus kposu 1 (mporpomOuna) B 60116~
mMHCTBE cTpal cocrasisieT 1:2000000 nacenenus. Onu-
caHo okoJio 20 ciay4yaeB NOAOOHOT0 HApyLICHUSI.

PacnpocTpanéHHOCTh THIIONPOKOHBEPTUHEMHUHU
ot 1:300000 no 1:500000 nacenenus.

CpenHsis pacnpoCTpaHEHHOCTb CIOPAJUUYECKUX
¢dopm HacaencTBenHoro gedunuta pakropa X cocras-
aser 1:1000000 nacenenus.

Tunnuneivu st PHCK siBistrotrest KpoBoTeueHust/
KPOBOM3IHSIHIS, BOSHUKAIOIIME CIIOHTAHHO MJIH BCJIE -
CTBHE TpaBMbI. | eMopparudeckuii CHHIPOM IpeCTaB-
JIH KPOBOTCUYCHUSIMHU U3 CIM3UCTHIX (HOCOBBIE, JeC-
HEBBIC, TYHOYKOBBIE), IKXUMO3aMH, FeMaTOMaMH MST-
KX TKaHEH pa3InyHON JIOKaJIM3alli, KPOBOTCUCHUSI-
MH BO BpeMs U [I0CJIC XUPYPIUUECKUX BMELIATEIbCTB,
MEHOPParusiMi, reMaTypHsIMH, PEXKe — KPOBOU3IHUSIHU-
sIMH B cycTaBhbl [15-17].

Bmopuunvie (npuoopeménnuie) koazynronamuu
[IpuoOperénnbple KoaryionaTuu — 3TO HapyIICHHS
CBEPTHIBAEMOCTH KPOBH, BO3HUKAIOLIHUE BCIECIICTBUE
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Ppa3nUYHbIX 3200J1€BaHUM, TATOJIOTUIECKUX COCTOSHUI
Y TIPOLIECCOB B OpraHU3Me, a He 00YCIIOBICHHBIE T'eHe-
THaeckumu akropamu [13, 18].

W3zonupoBaHHbIi PpUOOPETEHHBIH JeQUIUT OTACTb-
HBIX (PaKTOPOB CBEPTHIBAHMS BCTPEYAETCs KpaHe pel-
KO, 38 HCKJIIOYCHHUEM CTIeHU(PUIECKON MHIMONLIUH (aK-
TOPOB CBEPTHIBAHUS Ay TOAHTHTEIIAMH.

OCHOBHBIMH TPUYMHAMH NPHOOPETEHHBIX KOAry-
JIONIaTUH SIBJISIIOTCSL CIICAYIOMINE MAaTOJIOTHYECKUE CO-
CTOSTHHSL.

1. Hdedunur Buramuna K. Buramun K — 00s-
3aTeNbHBIH KOPAKTOP MUKPOCOMAJIBHOI'O MEYEHOY-
Horo (epmeHTta y-kapOokcuiasbl. [logBepraembie
Y-KapOOKCHIINPOBaHUIO OEJKH — 3TO (PaKTOpPbI CBEPTHI-
Banwus 11, VI, IX, X, 6enku-antukoarynsatel Cu S. Ta-
KAM 00pa3oM, KoaryJonatus npu aeuuure BUTaMU-
Ha K sBisleTCs KOMIJIEKCHOM M OXBaThIBAaET Hapylle-
HHE 00pa3oBaHusl MPOTPOMOMHA3BI U TPOMOUHA U Xa-
pakTepu3yercsi pa3sHOOOpa3ueM KIMHUYECKUX MPOsIB-
JICHUH — OT TEMOPPArnv4ecKoro CHHIPOMa 10 TpoMO03a.

Baxwneiimieit Ho3o10rH4Yeckoil hopmMoli rUIIOBUTA-
muHo3a K sBisieTcs remopparnueckasi 00je3Hb HOBO-
POXKAEHHBIX. Y HOBOPOKAEHHBIX HAOIIOAACTCSI HU3KOE
cojep)kanue BUTaMUH-K-3aBUCUMBIX (DakTOpPOB Koary-
JsIIMK: 3anac ButamrHa K B meueHu K MOMEHTY poxie-
HUS HEBEJIUK, 2 CAMOMOHTHAS (PJIOpa B KMIIEYHUKE yCTa-
HaBJIMBAETCS TOJILKO 110 Mepe Hauana KOPMIICHUS, TI03-
TOMY OHa He [OCTaBJIsIeT BUTaMHUH K B opranusm B nep-
BYIO HEJIeJTIO TOCTHATANbHOW afganTanuu. Hu sxeHckoe,
HHU KOPOBBE MOJIOKO HE SBJISIIOTCS OOTaThIMH UCTOUHH-
Kamu BuTamuHa K.

l'unoBuTamuuo3 K BOo3MOXKeH B J1r000M BO3pacTe,
Y OCHOBHBIMH €TI0 IPUYMHAMU SIBJISIOTCSL:

® HeJI0CTaTouHOE noctymieHue ButamuHa K ¢ nu-
1iei;

e HapylUIeHHUs BcachiBaHHA (0OTypalnOHHAas Kel-
TyXa, SHTEPHUT) U CHHTe3a (KUILECUYHBIH AUCOAKTEPHO3)
BuTamuHa K B KHILICUHUKE;

e npuéM aHTaroHUcToB BuTamuHa K (Henmpsmoro
AHTHKOAryJsiHTa BapdapuHa u 1p.).

2. Xponuueckue 3a00eBaHus TEUCHH (TOKCHYE-
CKHE M BUPYCHBIE T'€lIaTUThI, TUPPO3 nevenu). st re-
NaTOreHHOH KOaryJIonaTHy XapakTepHbl KOMIIJICKCHBIE
HapyLIEeHUs, KOTOPBIE Pa3BUBAIOTCS BCICACTBHE:

e yMEHbBIICHUS CHHTE3a (PAKTOPOB CBEPTHIBAHUS;

® YMEHBUICHUSI KIIUPEHCa IPOTUBOCBEPTHIBAIOLINX
(akTOpOB U CHHTE3a 0L)-AaHTUILIA3MKMHA, YTO IIPUBOJUT
K Ype3MepHOH akTuBauu GUOPHHOIN3A;

e HapylIeHHs cuanupoBanus pudpuHoreHa u ¢pop-
MHUPOBaHUS TUCPUOPUHOTCHEMHH.

3. YMeHblICHHE TUPKYISLUN (aKTOPOB CBEPTHI-
BaHUSI [IPU:

® MUENIOUTHOH 00JIe3HH, TOCKOJIBKY (PaKTOpPBI CBEP-
TBIBAHUS COCMHSIOTCS C aHOMaIbHBIMH OeKaMu (Tapa-
NPOTEMHAMH) U HE MOTYT BBIIOJIHATH CBOIO (DYHKIIHIO;

e 00pa30BaHMU M HAKOIUICHUH B OpraHU3Me ayTo-
anTuten Kk gaxropam 11, V, VIII, IX, X, XIII (mpu ay-
TOMMMYHHBIX 3200JI€BaHUSIX, IMMYHHU3ALUN K30 €H-
HBIMHU (PaKTOpaMHu CBEPTHIBAHHS B MPOLIECCE 3aMECTH-
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TEJILHOU Tepanuu reMouiInii, Ha QpoHe JIeUeHUs aHTH-
OMOTHKaMU U 1p.).

4. Koarynonatus notpeOieHus Ipx CHHIPOME JTUC-
CEMUHUPOBAHHOIO BHYTPUCOCYUCTOrO CBEPTHIBAHMS
(ABC). [locne runepakTUBAaMK CHCTEMBI [€MOCTa3a
B KPOBH UCTOIIAIOTCA (aKTOPbI CBEPTHIBAHUS U BCIIC-
CTBHE 3TOr0 (HOPMHUPYETCSI TUIIOKOATYJISLIHSL.

TpomOopuInTHYECKHE CHHAPOMBI

TpomOopuIUTHYECKHE CUHAPOMBI XapaKTEePU3yIOT-
Cs1 IOBBIILICHHBIM TPOMO00Opa30BaHuEeM, KOTOPOE SIBIISI-
eTcsl 3BEeHOM NaToreHe3a MHOTHX 3a0oseBanuii (uHdap-
KTbI, HHCYJIBTBI, TPOMOOAMOOIHSI IETOUYHON apTepuH,
TpoMOodaedur, GiedboTpoMO03 U T. I1.).

TpoMOOPUAUTHYSCKUI CUHIPOM MOKET OBIThH
KaK HaclleICTBEHHBIM, TaK U puoOpeTéHubM [13].

Hacneocmeennvle napyuwienun

1. Myrauus paxropa V («ieineHckas My Tauus»)) —
BCTpedaeTca y 5 % naceneHus. Ota myTtauust Gopmu-
pYyeT HEUYBCTBUTEIBHOCT (akTopa V K MHAKTUBALUN
aHTuKoaryssHToM nporenHoM C. B pesynibraTe cHIKa-
eTCsl CIIOCOOHOCTH HHIOTEIMOLMTOB Pa3pylIaTh Mpo-
TpoMOMHA3y M OrpaHMYUBaTh (UOPHHOOOpa3OBaHUE.
3T0 0cOOEHHO MPOSBISCTCS B BEHAX HW)KHUX KOHEY-
HOCTEH, B KOTOPBIX CHI)KEHA BEIpa00TKa MPOCTAIIMKIIH-
Ha ¥ 3aMeJUICH KPOBOTOK, YTO CHOCOOCTBYET Pa3BUTHIO
(hnedoTpombo3a [19].

2. HacnencrBenHast runepromonucrenaeMus. 1o-
MOILIMCTEHH CHIKAaeT TPOMOOPE3UCTEHTHOCTh COCY-
JIOB U aHTHKOAryJISTHTHBIE CBOWCTBA dHJOTEINUs, aKTH-
BUpYyeT BbIcBOOOXKAeHUEe T®, arperaunio TpoMOOIH-
TOB. IloBBIIEHME roMoncTenHa 10 15—17 MKMOJIB/II
(mpu BepxHe# rpanuue pedepeHCHOro uHTepBana 12—
15 MKMOJIB/JT) CBSI3aHO, KaK IIPABUIIO, C ATMMEHTAPHBIMU
NPUYMHAMH U JIETKO KYIHUPYEeTCs 100aBICHUEM B ITHUILLY
(onaros u Butamuna B,,. Ilnoxo nopmaércs Koppekx-
UM U SIBJIIETCS O0Jiee 3HAYMMOM BBICOKAsl TUIIEPTOMO-
mucrenHeMusi — 6onee 30—50 MKMOIIB/TI.

M30bITOK TOMOLUCTENHA MOJABIISET BBIPAOOTKY
9H/IOTEIMOLUTAMHU Ba30AMIATaTOPOB — OKCUAA a30Ta
Y MIPOCTALMKINHA, TIPH 3TOM YBEIMYHBACTCSI KOHLICH-
Tpauus TPOMOOKCaHa A,, 4TO IIPUBOJUT K MOBBIIEH-
HOU ajre3uu u arperauuu Tpomoonutos. Kpome sto-
ro, B MPOLIECCEe OKUCICHUS CYIb(PruIpUabHBIX TPYIIT
TOMOLIMCTENHA 00pa3yroTCsl aKTUBHBIE (DOPMBI KHCIIO-
pona (cynepokcua-aHHOH, TUAPOKCUIIBHBIA pajnKa),
AKTUBHPYIOLIME POLIECC NEPEKUCHOTO OKHCIICHUS JTU-
MHUJI0B, IOBpEeXIeHNE MeMOpaH. B urore Ha moBepxHo-
CTH MeMOpaHbl, KOHTAKTUPYIOLIEH ¢ KPOBBIO, MOSBIIS-
eTcs TKaHeBbli daktop [20-22].

3. AHOManuu OTAEIbHBIX (PaKTOPOB CBEPTHIBAHUSI.
JocTraTouHo 4acTbIMH TPOMOODUIUSAMHI ITOH Ipyn-
bl SBJISIFOTCS aHOMAJIMK IPOTpOMOMHa U puOpHuHOTE-
Ha, TUIIEPIIPOAYKLHUS U MOBBIILICHUE aKTUBHOCTH (paK-
topoB VII (npu recrose, npesxiiamncun) u VIII. Ha-
MHOT'O peKe TPOMOO3bI OBIBAIOT CBsI3aHbI C AehHUIH-
ToM ui aHomanusmu ¢axrtopa XII (paxrop Xarema-
Ha), IPH KOTOPBIX, KaK U NpU TUCHUOPUHOreHEMHSIX,
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HaOJII01aeTCsl COUETaHNE THIOKOATYIISILUK C HapyIle-
HUSMH QUOPUHOIN3A, POPMUPYIOLIUMH TPOMOOPHITH-
yeckoe cocrosiaue [13].

Ilpuoopeménnvie mpomoogpunuu

1. ATtepockiiepo3 — 0jiHa U3 HanboJIee YacThIX MPHU-
YUH TPMOOPUIMTUUECKOTO CHHAPOMA: aTEPOCKIIEPOTH-
Yyeckre OJSIILIKK UMEIOT TPOMOOTEHHYIO TTOBEPXHOCTD
U SIBJISIFOTCS. ICTOYHUKOM JIMIUHBIX [TPOKOATYJISIHTOB
[13,23].

2. Caxapubiii nuader. [Ipu qanHON MaToI0rUu Ha-
PYLIAIOTCS pa3IMYHbIC 3BEHbs FeMOcTa3a, 00yCIOBICH-
HBIE BO MHOTOM IJIMKO3WJIMPOBaHKUEM OEJIKOB MeMOpaH
KJIETOK KPOBH, SHAOTEIHOLUTOB U (PaKTOPOB CBEPTHIBA-
Husl. B pesynbrare noBeiaeTcs aare3uBHOCTh TPOMOO-
LIUTOB, CBOMCTBA (PaKTOPOB CBEPTHIBAHUSL, (PUOPHHOIH-
3a U aHTUKOATYJISIHTOB [24].

3. [ocneonepaunoHHbIi BEHO3HBIH TPOMO03. B0o3-
HUKaeT BCJICACTBUE aKTUBALIMU [EMOCTa3a KaK pe3yJib-
TaT TPaBMaTHU3aLUK TKaHEH MOCIIe XUPYPrUIecKOoi ore-
pauuu u nocieayrouei runoguHamuu [13].

4. HoBooOpazoBanusi. YacTo cOonpoBOXKIar0TCS Ta-
PaHEOIIACTUYECKUM TPOMOO30M: OITyXOJIEBbIE KIIET-
KU BBIIEISAIOT TKAHEBOM TPOMOOIUIACTHH U MIPOBOCIIA-
JUTENbHbIe UUTOKUHBL. K 3TOM rpymnme TpomOopminit
OTHOCHUTCSI CHHIPOM Tpycco — OCTpBIi, CLIOHTaHHBIH,
HEPEAKO MUTPUPYIOLIUHA TpOMOO(IEOUT KPYIHBIX BEH
y OOJIBHBIX CO 37I0KaYECTBEHHBIMHU OITYXOJISIMUA BHYTPEH-
HUX OPraHoB (JIETKHX, KTy 1Ka, IEYSHHU, TIOKEITy 10Y-
HOM >kene3bl 1 Ap.). PenuanBupyiomiye 1 MUTpUPYIOIIUE
BEHO3HBIE TPOMOO3BI MOTYT SIBJISITHCS IEPBBIM CUMIITO-
MOM 3JI0Ka4eCTBEeHHOM omyxounu [13].

5. T'unepacrtporenusi. U30bITOK 3CTPOTESHOB
(KaK PK30TCHHBIH, TaK U HJOTCHHBIN) CIIOCOOCTBYET
MOBBIILICHUIO CHHTE3a MPOKOATYJISIHTOB M CHHKEHUIO
CHHTE3a HEKOTOPBIX aHTUKOAryJISIHTOB (Harpumep, aH-
tutpom6buna I1I) [13].

6. Hedpornueckuit cunapom. [Iporennypus cro-
cOOCTBYET OTEPE C MOYOH HU3KOMOJICKYJISIPHBIX aHTH-
KOaryJsiHTOB U YBEJIIMUECHHUIO COJCPKAHUS B KDOBH BbI-
COKOMOJIEKYJIIPHBIX MTPOKOAryJISIHTOB ((huOprHOTEHA,
¢axTopoB V, VIII), uTo MOKET NPUBECTH K U30BITOY-
HOI akTUBauuu Koaryjsiuuu [13, 25].

7. IpuobperéHnas runepromonucTrenHeMus. [o-
MOLIMCTEMH 00pa3yercsi B OpraHU3Me 4esloBEeKa B pe-
3yJIbTaTe IEMETUIIMPOBAaHUS MeTHOHMHA. [l mocneny-
IOLIET0 PECHHTE3a METHOHUHA U3 TOMOLIMCTEHHA HEO0-
XOAUMBI (hosreBas KUCIoTa u ButamMu B ,. Jledpuuut
9THX BUTAMUHOB HapyIIaeT NPOLECC PECUHTE3a U IIPH-
BOJIUT K HAKOIUICHHIO rOMOLMCTenHa. MexaHu3M Ha-
PYLICHUs reMOCTa3a MpU THIIEProMOLUCTEHHEMHH pac-
cMOTpeH panee [20-22].

8. Antudocdonmununusii cuaapom. B ero ocnose
JISKUT 00pa30BaHue ayTOAHTHTEIN K OeJKaM, KOTOpbIe
cBsi3aHbl ¢ GochOIUNUAAMHI KICTOUHBIX MeMOpaH (aH-
TUPOCHOIUITUIHBIC AHTUTENA) SHAOTEIUOLUTOB U APY-
rux kietok. [locie oOpa3oBaHuss ”UMMYHHBIH KOMILIEKC
MHIyLHUPYET 3KCIPECCHIO ATUMH KJIETKaMH aAre3M0oH-
HBIX MOJIEKYJI U TKaHEBOTO (pakTopa, a TakyKe MOAaBIIs-

et aktuBHOcTh TFPI u antukoarynssra nporensa C.
XapakTepusyeTcsl peLUAUBUPYIOIINMHU apTepUaIbHbI-
MU ¥ BEHO3HBIMH TpOMOO3amu [26].

TECTbI, UCMNOJIb3YEMBbIE A1 OLIEHKWU
KOAIYNALUMOHHOIO FrEMOCTASA

HccnenoBanus cucTeMbl reMOCTa3a MOXKHO pasjie-
JIUTh Ha CKPUHUHTOBBIE, JAK0IIUE 0030pHYI0 HHpOpMa-
LU0, U yTiTyOiIEHHBIE, TIO3BOJISIFOIINE OLCHUTD COCTOS-
HHE reMocTasa geTanbHo [27].

K ckpyHHHrOBBIM TecTaM KOAryJIsIIUOHHOT'O T'eéMO-
CTa3a TPaJAULIMOHHO OTHOCSITCS ONpPECIICHUE BPEMEHHU
CBEPTHIBAHUS KPOBHU, IPOTPOMOMHOBOTO BPEMEHH, aK-
TUBUPOBAHHOI'0 YaCTHYHOT'O TPOMOOILIACTUHOBOTO BpE-
MEHHU, TPOMOMHOBOTO BPEMEHHU W KOHIICHTpanuu (hu-
OpuHorena (puc. 7).

B ciryuae oOHapy»XeHUs TATOJOTMYECKUX U3MEHE-
HUU B CKPUHHUHTOBBIX MOKA3aTENsIX MOKa3aHO MpOBeE-
JICHUE YTOUHSAIOIIUX TECTOB, MO3BOJISIOLINX TPOBECTU
nuddepeHInaNbHY0 JTHATHOCTUKY MTPUYUH BBISBIICH-
HBIX HapyIIEHUH.

Bpemsi cBépThIBaHMS KPOBH

Bpewmst cépreiBanus kposu (BCK) — Bpemst oOpa-
30BaHMS CTYCTKa CBEKEB3ATON HECTAOMIIN3UPOBAHHOM
BEHO3HOM KPOBHU B CTEKJISIHHON POOHPKE.

Bpewmst cBEpTHIBaHMS KPOBH SIBISETCSI OPUEHTHPO-
BOYHBIM [10Ka3aTeJIeM COCTOSHUS KOAryJIIMOHHOTO Ka-
CKaJ1a, B pe3yJbTaTe KOTOPOIro PaCTBOPUMBIi prOpHHO-
TeH NEPEXOAUT B HEPACTBOPUMBIH (prOpuH. JaHHbI 1TO-
Ka3aTelb XapaKTepru3yeT MPOLecc CBEPTHIBAHMS B LIETIOM
1 He aéT BO3MOXXHOCTHU BBISIBUTH MEXaHHU3MBbI €TI0 Ha-
pyuenust. Hopmanbusie nokasarenu BCK npu komuar-
Holi Temneparype — 6—11 munyt. U3menenust BCK mpu-
BeneHbl B Tabauie 2 [27-31].

TABNNLUA 2

OCHOBHBbIE NMPUY1UHbI UBMEHEHWA BPEMEHA
CBEPTbIBAHUSA KPOBU
TABLE 2

MAIN CAUSES FOR CHANGES IN BLOOD CLOTTING
TIME

- MonagaHue B KpoBb
TpomGonnacTuHa

(NP1 MexaHN4YecKmnx
NOBPEXAEHUAX TKaHeN,
0oXXOorax, 06LMPHbIX
onepauusix, nepenvBaHum
HECOBMECTVIMOI KPOBU,
cencuce, BackynmTe 1 gp.).

— BpoXKaéHHbIN

U NPUOBPETEHHBIN
AednumT akToposB
CBEpPTbIBaHNS,

— lNoBblILEeHVe B KPOBU
KOHLIEHTpaLMM pasnnyHbIX
aHTVKOAarynsiHToB.

VYKopoueHue BpeMEeHM CBEPTHIBAaHUS CBHUJIETEIb-
CTBYET 0 HEOOXO0AUMOCTH NPO(UIAKTUKY THIIEPKOATy-
JSALUK. Y BeJIMYeHNEe BpEMEHU CBEPThIBAHUS KPOBHU yKa-
3bIBAET Ha CKJIOHHOCTh K KPOBOTOYMBOCTH.
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Puc. 7. Cxema CKPUHNHI OBOW AUarHOCTVIK/ COCTOSIHUS KOa-
rynsaynoHHOro remocrasa

IIpoTrpomMOMHOBBIN TecT

[Iporpom6unoBsiit TecT (IIT) umurupyer in vitro
MIPOLECC aKTUBALMK KOAryJIILIHOHHOI O FeMOCTa3a TKa-
HEeBBIM (hakTopoM. OmpeaessitoT BpeMsi 00pa3oBaHUs
¢ubpuHOBOrO CrycTka B O€JHOH TPOMOOLUTAMHU IH-
TPaTHOH IIa3Me NMpH 100aBICHUH TKAHEBOI'O TPOMOO-
iacTuHa B IpUcyTcTBMU MOoHOB Ca’’. McTounukoM
TPOMOOILTACTHHA MOTYT OBITH SPUTPOLUTHI, TKAHK MO3-
ra Wiy JIpyrue TKaHu.
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Fig. 7. Scheme of screening diagnostics of the state of co-
agulation hemostasis

B Hacros1ee Bpems CyLIECTBYIOT CJIETYIOLINE CHO-
co0bl BeIpaxkeHus1 pe3yibratos [1T.

e Bpems cBEPTHIBaHUA B CEKYHAAX (IPOTPOMOHHO-
Boe Bpems (I1B); nopma 10-20 c).

e [IporpomOunoBsiii unaexc (IITHU), kotopsiit

olpeeseTcs Kak
/TIB x 100 %.

KOHTpOJ’IBHOﬁ HOpMaJ'H:HOfI TJ1a3Mbl manueHTa
e [IporpomOuHOBOE oTHOMIeHUE ([10; HOpMa 0,85—

1,2), paccunThbiBaeTCs KaKk
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I1B

ManueHTa’ KOHTPOJIbHOM HOPMAaJIbHOM I1a3Mbl”
e [Iporpom6Oun no Keuky (Quick) npenycmarpuna-

eT onpe/ieieHue KOHIIEHTpauy (pakTOpoB IPOTPOMOu-
HOBOT'0 BpEMEHH 110 KaJIMOPOBOYHOMY IpaduKy (HopMa
60—-130 %; 3aBHCUT OT IpenapaTa TPOMOOILIACTHHA).

e MexayHapoJHOEe HOPMAIN30BaHHOE OTHOLICHHE
(MHO) unmu International Normalised Index (INR). ITpex-
crasisier coooit 10, Bo3BenéHHoe B crerieHh MexryHa-
pomHoro uxyekca yyBctButenbHocTH (MUY): MHO =T10-
MUY pedepencubie 3nauenus s MHO ykasbisaTh He-
KOPPEKTHO, T. K. 3TOT [I0Ka3aTeNb JOJDKEH UCCIICI0BATHCS
y OOJIBHBIX, PUHUMAIOLINX AHTHKOATYJITHTBI HEPSIMOTO
JeicTBus; TepaneBTrueckuii uuTepsa MHO BbiOuparoT
B 3aBUCHMOCTH OT TIOKa3aHUI K HA3HAYCHHUIO IIPEapaToB.

OcCHOBHBIE TPUYUHBI U3MEHEHUS! TPOTPOMOMHOBO-
T'0 BpEMEHH U MPOTPOMOMHOBOIO TecTa 1o KBuky npu-
BelleHbl B Tabauie 3 [27-31].

YBenuueHue npoTpoOMOMHOBOTO BPEMEHH TOBOPHUT
0 HAKJIOHHOCTHU K TMIIOKOATyJISIHUU. Y KOPOUEHHE MPo-
TPOMOWHOBOT'O BpEMEHU FOBOPHUT O HAKJIOHHOCTH K THU-
NepKOAaryJsIyy.

TpomOunoBoe Bpemst
Tpombunosoe Bpemsi (TB) — Bpemsi, HeoOxoau-
Moe [uisi 00pa3oBaHus crycTka (UOpHHA B LUTPATHOM

TABNINLUA 3

OCHOBHBbIE NMPU4NHbI UBMEHEHUA
NMPOTPOMBMHOBOIO BPEMEHW,
MPOTPOMBMHOBOI'O TECTA MO KBUKY

r1a3me npu J1o0aBiIeHUH K Hed TpomOuHa. OHO 3aBH-
CUT B OCHOBHOM OT KOHIICHTPAIIMK ¥ CBOUCTB (pudpu-
HOIe€HAa ¥ aKTHBHOCTH MHTHOUTOpPOB TpoMmOuHa. Hop-
MalbHbIe moka3zarenn 1B = 14-17 c.

ITokazaHus K UCCIIEIOBaHUIO: KOHTPOJIb 32 T'elapy-
HOTEparnuen; KOHTPOJIb 32 TPOMOOJUTHYECKOM Teparu-
ei; NuarHocTuka runepGuOPUHOIUTHUECKUX COCTOS-
HUI; AuarHocTuka apuOpruHOreHeMUH U AUCHUOPUHO-
reHemMuu. OCHOBHBIC MPUYUHBI U3MeHeHus1 TB npuBe-
JieHbl B Tabnuie 4 [27-31].

AKTHBHUPOBAHHOE YaCTUYHOE (MIAPUUAIBLHOE)
TPOMOOIJIACTHHOBOE BpeMsl

AKTUBHPOBAaHHOE YaCTUUHOE (TMapLUATILHOE) TPOM-
oorutacturOBOE BpeMsi (AUTB, AIITB) niu kaonuH-ke-
(anmHOBOE BpEMsI XapaKTepU3yeT aKTUBALHUIO i1l Vitro
KOaryJsiMOHHOTO TeMOCTa3a uepe3 aKTUBALHIO (ak-
topa XII.

Onpenenstor BpeMsi CBEPThIBaHUsL OCIHOW TPOM-
OoLMTaMM LUTPATHOW Mia3Mbl MpH 100aBICHUU HO-
nos Ca’",

3amenureneM TpomOouuTapHoH (GochomunuIHoR
MaTpULBl A COOPKH KOAryJsIHUOHHBIX (DEepMEHT-
HBIX KOMIUIEKCOB CITY>KUT KedanuH (PhochomumnuaHbIi
9KCTPAKT I'OJIOBHOI'O MO3ra, MEMOpPaH 3pUTPOLUTOB

TABLE 3

MAIN CAUSES FOR CHANGES IN PROTHROMBIN
TIME, PROTHROMBIN TEST ACCORDING TO QUICK

— MaccuBHOe NocTynfieHne TKaHEBOro TPOMOOoMacTuHa
B KPOBOTOK (Mpuv TPaBMe, HEKPO3E);

— HavanbHble cTagum TpoM603a rnyboKNX BEH HYDKHINX
KOHEYHOCTEW;

— Monuuntemus;

— BbepemeHHOCTb;

— CocTosiHMe nocrne poaos.

— Tepanusa HeNpAMbIMU aHTUKOAarynsHTamm (@HTaroH1ucTamm
BuTammHa K);

- Oedvunt ButammHa K;

— HapylueHune cnHTETNYECKOM OYHKLUN NeYeHn;

— lMpucyTcTBMNE NHIMBUTOPOB CBEPTHLIBaHMSA (renapuHa,
NPOLAYKTOB Aerpafaummn hnbpurHa);

— OBC-cuHppom B chaze runokoarynsiyumm.

TABNNLA 4

OCHOBHBbIE NPUYNHbI UYBMEHEHUA TPOMBWUHOIO
BPEMEHU

TABLE 4
MAIN CAUSES FOR CHANGES IN THROMBIN TIME

— MMnepdunbprHoreHemms (bnGPUHOreEH 6 I 1 BbILLE);
— HavanbHas, runepkoarynsumoHHas tasa [1BC-
cvHgpoma.

MpucyTCcTBYE B KPOBW aHTUKOArysHTOB — renapuHa

NN NPSAMbIX MHIMOUTOPOB TPOMOMHA (HO HE aHTaroHUCTOB
ButamuHa K);

— MnodnbprHoreHemus (pubpuHoreH Huxe 1 r/n)

nnm guchnbprHOreHemMmst;

— O6pasoBaHne 1 HaKomneHne BTOPUYHbIX
AHTUKOAryNnsHTOB, TakUX Kak NPOAYKTbl Aerpagauum
hnbpuHa/prbpuHoreHa;

— MapanpoTtenHemus (NapanpoTenHbl UHIMBUPYIOT
nonmmepusaunio hubprHa);

— nokoarynsaunoHHasa dasa ABC-cuHgpoma;

— Tpombonutuyeckas Tepanusi CTPENTOKUHA30M 1 Ap.;

— [edekTbl B NpoLecce NoslyYeHns Kposu

0N uccnepoBaHns (remMonna, nepefo3npoBKa utpara
HaTpus, 3a60p KPOBW 13 renaprHN3MpPOBaHHOIO KaTeTepa).

I
o
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WIH COM), 3aMEHUTEJIEM aKTUBAI[MOHHOW KOHTaKTHON
MOBEPXHOCTH — KAOJIHUH WJIU 3JIJIAroBas KUCIOTA.

B mpaktuueckoii mequnune AYTB ucnonb3yet-
€51 KaK CKPUHUHTOBBIN TECT AJI OLICHKU BHYTPEHHETO
Kackaga CBEPTHIBAHUS IJIa3Mbl, OIIPEICICHUS IPUCYT-
CTBUS BOJYAHOYHOTO AHTUKOATYJISIHTAa U MOHUTOPUH-
ra aHTUKOATyJISIHTHOTO JieiicTBUs renapuna. Hopmanb-
Hele 3HaueHust AUTB — 2045 c. OcHoBHBIE TPUYUHBI
u3MeHeHus pesynbratoB AUTB npusenensl B Ta0nu-
ue 5 [27-31].

Onpenesienne KOHIEHTPanu (puOpMHOreHa

®dudpunoren (akrop I) — ato cydcTpar, U3 KOTO-
poro nox aercTBreM TpoMOuHa 00paszyeTcs GuOpruHo-
BBII CTYCTOK, 00€CIeYMBAIOLINHI TTOJIHOLEHHOE CBEPTHI-
BaHHE KpoBU. HopManbHbIe 3HAUEHHsI €0 KOHLIEHTpa-
1M B KpoBH — 1,84 r/m.

XPOHOMETPHUYECKHUH METO/] IPEATIOaracT Onpeae-
JIeHHe BpeMeHU oOpa3oBaHusl (PUOPUHOBOTO CrycTKa
npu 100aBIEHUH N30BITKA BHICOKOAKTHUBHOTO TPOMOU-
Ha K pa3BenéHHoM B 10 pa3 ruta3zme (1J1s1 CHIDKEHUS BIIH-
SIHWSL aHTUTPOMOHMHOBBIX KOMIIOHEHTOB). B 3THX yCio-
BUSIX BPEMs PEaKL[H 3aBUCUT B OCHOBHOM OT KOHLICH-
Tpauuu (GUOPUHOTeHa, KOTOPast ONpeIessieTCs O Kalu-
OpoBOYHOMY I'paduKy.

TABNWNLUA 5

OCHOBHBbIE NMPUY1UHbI UIBMEHEHUA
AKTUBUPOBAHHOIO YACTU4HOIO
TPOMBOIMJIACTUHOBOIO BPEMEHU

Bricokuii ypoBeHb ¢uOpuHOreHa siBiusieTcs J0Ka-
3aHHBIM (PAKTOPOM pHUCKa MOBBIILIEHHOTO TPOMO0OOpa-
30BaHUs M CEPACYHO-COCYIUCTHIX 3a0oieBanui. Ilo-
BBILICHNE KOHLEHTPpaUuu GUOpHHOreHa BbILIe 4 T/ sIB-
JSIETCSl MPOrHOCTUYECKUM MOKAa3aTesIeM Pa3BUTHUS HH-
(hapkTa MHOKapa, UHCYJIbTA, 3a00eBaHNN IepUQepH-
YECKUX apTepHil.

Huskuit yposens ubpunorena (menee 1 r/i) mo-
JKET TIPUBECTH K PA3BUTUIO TEMOPPAruuecKuX OCIIOXK-
HEHUH, sABJIsIeTCs] (PAKTOPOM PHCKa Pa3BUTHS aKyLIep-
CKUX KpoBoTeueHHH. OCHOBHBIC MPUYMHBI H3MEHEHHUS
ypoBHs1 (puOpHUHOreHa IpUBEACHBI B TadmLe 6 [27-31].

JenaTp 3aKiioueHre O HapyLICHUU CBEPTHIBAHUS
KPOBH TOJBKO 10 OAHOMY CKPHHUHI'OBOMY TECTY HEJIb-
3s1. CiellyeT KOMIUIEKCHO OLICHUBATh BCE TIOTy4CHHbIE
MOKAa3aTeJIn KOaryJIorpaMMBbl.

3AKJTHOYEHUE

Hapymenne 6ananca Mexy pa3iTuuHbIMHU 3BEHbS-
MU FéMOCTa3a COMPOBOXKIAET MHOTUE MATOJIOIMUECKUE
nporeccsl 1 3a0o0aeBanusl. 3HaHUEe U IOHUMaHUE POJIH
OCHOBHBIX YYaCTHUKOB MPOLIECcca KOaryJisiiui He00X0-
JUMO /17151 OKa3aHUsl a[JleKBaTHOM IMOMOILU MalMeHTaM,

TABLE 5

MAIN CAUSES FOR CHANGES IN ACTIVATED PARTIAL
THROMBOPLASTIN TIME

— Yaue Bcero ykopoyeHune A4TB obbsicHseTcs
HapyLleHNsMN PaboTbl C KPOBbIO Ha NpeaHanuTUuYeCKoM
aTane;

— PesncTteHTHOCTL hakTopa V K aHTUKOarynsHTy
npoteunHy GC;

— lNMo.biweHre yposBHsa dakTopa VII;

— lNoBbILLEHNE YPOBHS aKTMBUPOBaHHbIX (DaKTOpOB
CBEpPTbIBaHNS;

- | baza [BC-cuHgpoma.

BpoxxaéHHbI nnv nprobpeTénHbin aednumt daktopos Xll,
X1, X, IX, VIII, V, Il nnn Hanu4me B KPOBU X MHIMOUTOPOB;

— DednumnT npekannnkpenHa u/mnm BbiICOKOMONEKYNSPHOMO
KVHWHOreHa;

- Hanu4yne nHrmbrntopos nonnmepusaummn dubpuHa;

- Taxxénas gucubprHoreHemns nam aprubpuHoreHemus;

— Oedmumnt chakTopa Bunnebparaa;

— Il w1l pasbl OBC-cnHopoma;

— Hanu4yme Bon4yaHOYHOro aHTUKOArynsHTa;

— Tepanus renapnHOM 1 ApYrMy aHTUKOarynsHTamu.

TABNNLA 6

OCHOBHBbIE NMPUY1UHbI UIBMEHEHUA YPOBHSA
PUBEPUHOIEHA

TABLE 6
MAIN CAUSES FOR CHANGES IN FIBRINOGEN LEVELS

— Tspkénble 3a60neBaHns NeYeHN C HapyLLEHNEM
CUHTETUYECKON PYHKLUNN;

— BpoxxaéHHble 1 NpUoBPETEHHBIE rMMo-

1 guccnbprHoreHeMumuy;

— lmnepnoTpebnexune pubpuHoreHa npu OBC-cuHgpome,
TpaBMe, oXkorax, LLoKe 1 gp.

Jliobasi ocTpohazoBas peakuus (BocnaneHne, nHhekuum,
OXKO0ru, TPaBMbl, OCTPbLIV NH(APKT M1UOKap[a 1 ap.);

npu 3TOM runepgrubpuHOreHeMust KoppenmpyeT

C TSHXKECTbIO BOCMaNMTENbHOrO NPoLecca;

— HeonnacTtuyeckne npoveccsl;

— Jlérkne chopmbl renaTnTa;

— DOU3NONOrM4ecKoe yBeIMYEHNE KOHLEHTPaLMN
dubpuHoreHa HabnopaeTcs y 6epeMeHHbIX XKEHLLVH,
ocobeHHo B Il TpumecTpe.
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CTPA/IAlONIMM T'eMOPPArHYeCKUMU WIH TPOMOOTHYE-
CKUMU CHHIpOMaMH. [Ipu 3TOM /15l IOJTHOTO TIOHUMa-
HUSI (QYHKIMOHUPOBAHUS CUCTEMBI FeMOCTa3a BayKHO
YUYHUTBIBATh HE TOJIBKO MPOLIECCHI TPOMO00OPa30BaHUs,
HO TaK)Ke MEXaHU3MBI pacIleIieHus copMHupoBaBIIIe-
rocsi TpoM0a M MPeJOTBPALICHUS YPE3MEPHOTO TPOM-
060o00pazoBanus. [Iponeccel GpuOpHHOIM3a U CUCTEMBI
AQHTUKOATYJISIHTOB OyJIyT PacCMOTPEHBI B CIIEIYIOIICH
yactu 0030pa.
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