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[lpobsiema He B TOM, 4ero Bbl He 3HaeTe...A B TOM,
B YEM Bbl yBepeHbl Ha 100%. Ha camom gene Bce
abconoTHO He Tak!
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Cucrema remocrtasa — uToO 37T0?

buonornyeckasa cucrtema, obecneymsatoLwas, ¢
OJHOM CTOPOHbI, COXPaHEHME XUAKOro
COCTOSIHUS LMPKY/IMPYIOLLEN KPOBU, a C
APYron, - NpeaynpexaeHne n KynmpoBaHme
KpOBOTEYEHUM, 0O603HAYaETCH KaKk CUCTEMA
reMocrasa

bapkaraH 3.C., 2001
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MexaHn3Mbl paboTbl CUCTEMbI FEMOCTa3a COXHbI,
HO CyTb HOpPMa’sibHOM €€ paboTbl NPOCTa - 3TO
noaaep)xaHue reMoctaTMyeckoro banaHca Mexay
(baKTOpaMn CBEPTbIBAHUS U aHTUKOArynssHTHbIMK
pakTopamun. [lpn cMeLleHnn reMoCcTaTnyecKoro
6anaHca 3a paMKu pU3N0NIOrM4ecKkux Hopm
BO3HUKAOT YC/I0BUS ANS Pa3BUTUS
NaToONOrMYECKNX KPOBOTEYEHMN NN TPOMOO30B

[onros B.B., 2005.
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DYHKLUMOHMPOBaHME CUCTEMbI MreMOCTa3a
onpenensieTcsl COCTOSIHMEM TPEX TECHO
B3aMMOJENCTBYIOLLMX Mexay cOOON KOMMOHEHTOB:

- CT@HKaMM KPOBEHOCHbIX COCYAOB (B nepsyio

oyepedb 3HAOTENUEM U CY63HAOTENMANBHLIMU CTPYKTYpaMu),

- KN1IETOYHbBIMU 3JIEMEHTAMMN KPOBMWM (8 nepsyio
oyepeab TpombounTamn);

- NJ1Ia3MEeHHbIMU NPOTEOSIMTUYECKUMHU
CUCTEMaMMU: CBepTbiBaloLLeM,
NnpoTuBOCBEpTbiBaroWen (B TOM yucse
¢punbpmnHONNTUUECKON).



[ eMOCTa3
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[lepBUYHbIN UK BTOpnYHbIN
COCyaUCTO- (KoarynsauuoHHbI)
TPOMbOLIMTapPHbIV nnu

N1a3MeHHbIN

X0Tsl 06a 3TUX MexaHn3mMa B3aMMHO MHAYLUMPYIOT ApYr Apyra.



[Toka 3HAOTENMN Lien, He NMOBPEXAEH, OH
obnafaeT BbICOKMM aHTUTPOMBOTUYECKNM

NOTEHUMANIOM, YTO ONpeAensieTcsa Cneayowmmm
ero CBOMCTBaMMm :

oTpUUaTeEsn bHOW 33 PAXEHHOCTbIO

B MeMbpaHe 9K — TpomMboMOoaynH, CBSA3bIBAOLLNIA U
UHAKTUBUPYIOLLMMA TPOMOMH, ( 3TOT KOMIMEKC) aKTUBUPYET MOLLHYHO
aHTUKOArynsaHTHYO cuctemy npotemHa C

NpoAyLMPYET MpOoCTarfaHAvH L, MOLHbIV Ba30AMIATATOP U
NHrMbUTOpa arperauum TpoMboLUNTOB

NpoAyLMPYET MHIMOUTOP BHELLHErO MyTWU CBEPTbIBAHUS KPOBU
(TEFI);

NpoAYLMPYET TKAHEBbLIM aKTUBATOP, KOTOPbIN CTUMYNIUPYET
pnbpuHONU3

Ha runokoarynaumto (aHTUTpoMboTHYECcKM noteHumnan) !



[pn NoBpeXXaAeHUn 3HAOTENNS ero aHTUTPOMBOoTUYECKME
CBOWCTBA TPaHCHOPMUPYIOTCS B MOLLHbIV
NPOTPOMOOTUYECKMI NOTEHLKNAN, onpeaensaoLLmnncs

cnegyrowmMm MeXaHn3mMamu.,

CEKpeLMEN MOLLIHOMO aKTMBAaTOpa aAre3um TpoMbounToB K
cybaHaoTenuio (konnareHy) — aktopa Bunnebpanaa (FW)

NpoAyKUMEN CTMMYNSATOpa arperauun TpoMOboLMTOB LIMKINYECKOrO
npocTarfiaHanMHa — TpoMbokcaHa A,

NpoAyKUMEN N BbICBODOXXAEHMEM TKaHEBOrO TpoMbonnacTuHa nnm
TKaHeBoro gaktopa (TF) —rnaBHOro akTuBaTopa OCHOBHOIO
MexaHM3Ma CBepTbIBaHWUS KPOBMU;

- MPOAYKLMEN MHIMOUTOPOB aKTMBaTOpa nia3mMuHoreHa (PAI).



[lepBUYHbIM reMoCTas - POPMUPOBAHME
TpoMbouMTapHOU NPOOKU

PLATELET PLUG




HeobxoanMble KOMMOHEHTbI MEPBUYHOIO
reMmocTasa

—KOJsnareH
—TpOoMbOLNTHI
—pakTop Von Willebrand




2 3Tana COCyAUCTO-
TpoMOOLIMTApHOro reMocTasa

1 [pn noBpexaeHnn cocyaa (Kak U3BHe, Tak M aHAoreHHoe 6e3 paspbiBa)
B KpOBb nonagaeT 60nbLuoe Konnyectso bAB-3HAOTENMANbHBIN

penakcupyowmn daktop, ArN®, NpoCTOUNKINH (MHrM6. arperaumm n
BA30KOHCTPUKLINN), U3MEHSIIOLLINX COCYANCTBIN TOHYC. B 0bnactu noBpexaeHus

dopmupyeTtca CTas.

2. Aaresua(npunmMnaHue K noBpeXXaeHHOMY Y4acTKy cocyaa) u arperauus
(cknenBaHme mexay cobon) TpombounToB. Aareans TpombouuTa peann3yeTcs:

- yepes konnareH ( Ha Tp.- (Ia), 6a3anbHOM MemMbpaHbl K Npy CONPUKOCHOBEHUM C

KpOBbIO (MeA/IeHHast aaresavs B MeIKMX coccyaax)
- b0 Yepe3 aKTMBaLMIO TPOMOOLIMTOB BELL-MU M3 NOBpPeXAeHHbIX K- yepes

peuenTopbl (Ib) aaxke npu 6GbICTPOM KPOBOTOKE B KPYMHbIX BEHAX U apTepUX.
JlokanbHO!- 9K akKTUBUPYIOT U OrpaHMYeHne pocTa CryCcTka 1 ero paspyLleHue.
NHaye —ToTanbHOe TpoMbupoBaHUeE.



Arperauus (obpatuMas U HeobpaTumas)

O6pa3oBaHMe NceBAONoOANN N Yepe3 peLienTopbl
(IIb-I1Ia) obpa3oBaHMe KOMIMIEKCOB, CETU, CBA3bIBAHNE C
AAD n pnbpmnHoreHom

Hannuune peuentopoB K daktopaM VIIIa IXa Xa XIa, a
Va (aKTop CMHTE3UPYETCS CaMMMK TpoMboLuTamu;

Hannuue rpanyn: anbda-rp I(AAP, agpeHanuH,
CEPOTOHUH,KanbLWK, pakTop pocTa TPOMOOLMTOB,
aHTUrenap. gaktop), anbda-rp II (nM3ocomasnbHble
NH3MMbI, OrpaHn4YnBaloLLIME POCT TpoM6a)



TpombouunTbl B NOKOE 1 nocne
aKTUBaLINM

Resting platelets are smooth and disc shaped (leff). Activated platelets have an irregular shape
with many protruding pseudopodia.
(hitp:ihvewew. perfusion.com/perfusionfarticles/general/5905-platelet-anatomyl)




Peanunsauma cocyaucTto-TPOMOOLIMTApHOrO remMocTtasa obecrneuynBaeTcs
CNasMOM COCYAOB W WX MEXaHMYEeCKOM 3aKymnopKoW arperatamu
TpoMbounTOoB C obpa3oBaHueM, TakK Ha3bIBaeMoro 6enoro

TpombounTapHoro (nepBnyHoro) Tpomba.

— “MocTukun®
(¢pakrop Bunnebpanaa
v ap.Genku)

PeuenTopei
Ib TpomBouMTOB

AKTUBMPOBEHHbBIA
TPOMBOUMT

BonokHa konnarexa
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JlabopaTopHas oueHKa
TpoMOOLIMTApPHOro reMocTasa

KonnyecTtBeHHOe onpeaeneHme
TPOMOOLIUTOB.

KayecTBeHHas:

L T2

s Arperauusa TpoMbounTOB ( «XPOHO-0r>.
PFA-200)



NMnazMeHHbIX reMocTas

PRIMARY HEMOSTATIC PLUG

FIBRIN DEPOSITION |

CucTeMa CBEpPTbIBaHUS Mia3Mbl - GepMeHTaTUBHAS
CUCTEMaQ, OCYLLECTBSIOLLAS KacKa
NPOTEONIUTUYECKMX PeaKLMN, B pe3ynbTaTe
KOTOPbIX NpoMcxXoamMT obpa3oBaHme pnbpnHOBOU
NpobKn B MECTe NoBpeXaeHns cocyaa



Pa3BuTUE B3rNa40B Ha peakuuto
CBepTbiBaHUA KPOBMW.

e«Knaccnyeckas KackagHasa» Teopud —
BHELLHUW U BHYTPEHHUW NYyTb —1969 .

e«CoBpeMeHHasa KackaagHO-MaTpU4yHaq
Teopusa» WNKU KnetovHaqa teopud —2002 r.



B knaccMyeckoM Kackaze Koarynsumm BblAENSOT 2

MyTW aKTMBaLMW NpoLiecca .

INTRINSIC PATHWAY

Damaged Surface

l

Kininocgen
Kallikrein EXTRINSIC PATHWAY

Cross-linked
fibrin clot

FINAL COMMON PATHWAY

'_-;
?Anaesthesiau K



BHYyTpeHHUM nyTb Heobxoamm Ans ¢opMMpoBaHMs Tpomba npwu
NOBPEXAEHNUN COCyAa, HE CBSA3aHHbIM C BHELU. BO3AENCTBUEM.
AKTMBaUMS 3TOro Myt MNPOUCXOAUT TMpPU KOHTAKTE KoJsjlareHa
6a3anbHoM MembpaHbl DK noBpexaeHHOro cocyaa ¢ KpoBbto + BMK U
KK, aacopbupytolerocs Ha OTp. 3aps»KEHHOM MOBEPX. KIETOK BMECTE
c XII cpakTopom.

BHeWHMM — npu nonagaHMnm B KPOBOTOK TKAHEBOro akTtopa npw
TpaBMe.

BHeW. n BHYTP. NYTW NPUBOAAT K MOSIBEHMIO Xa (aKkTopa K HeMy
npucoegmHaeTca Va daktop n3 TpoMboUMTOB B MeCTe MoBpeXaeHUs
n obpasyerca (Xa+Va) NpoTpOMOMHA3HbLIM KOMMMEKC, KOTOPbLIN B
npucytcteun Ca (U3 TpoMbouMTOB) TpaHCHOpPMUPYET NPOTPOMOUH B
TPOMOUH.

JTOT TpoMbuH aktueupyet VIII 1 V , 4TO NpuMBOAUT K pEe3KOMY
yBEIMYEHMIO Xa, a 3aTeM TPOMbMHa U NTOBMHOOOPA3HOMY YBETMUYEHWNIO
CBEpPTbIBAHUS.

duHanbHas ctagust —nonuMepusaunss GubpuHa , ClUMBAHWE HUTEW
mMexay cobon noa Bo3genctesmem XIII  caktopa. O6pasyercs
HepacTBOpUMbIN HPUOBPUH-NonmMMep n Tpomb!!!



[loyemy Oblna HeyaoBNETBOPUTESbHA
Knaccuyeckas Teopusa’?

Nednunt FXII (akTmBaTOpa BHYTPEHHEro
NyTWN) HE NPOSIBASASICS KPOBOTEYEHUEM.

-BO-NepBbIX, YTO KoMmiekc Td-dakTop VIIa - TeHa3a BHELIHero
NyTN aKTUBUPYET HE TONbLKO (pakTop X, HO 1 dakTop IX.

-BO-BTOPbIX, 6bI/10 MOKa3aHO, YTO TeHa3a BHYTPEHHEro nyTu -
koMnnekc gaktopos VIIIa n IXa B npucytcremmn docdonmnmnaos
akTMBUpyeT dakTop X co ckopocTbto B 50-100 pa3 6onbluen, Yyem
TeHa3a BHELWIHEero nyTu;

- B TpeTbkX, 6b1/10 NoKa3aHo, UTo pakTop XI aKkTMBUpYeTCs He noa
nencrenem aktopa XIla, kak npeanonaranochb B K1aCCMYECKOU
CXEME peakuun, a TPOMOUHOM Mpu y4acTum rnvkonpoTtenHa Iba
TpoMbouuTOB

3TW AaHHbIE MOCTYXXWIM OCHOBaHUEM [I/11 BHECEHMS CYLLIECTBEHHbIX
MoANMUKALIMIA B CXEMY peaKLM aKTUBALMN CBEPTbIBAHUS KPOBU



B HacTosiLee BpeMs 6osee akTyasibHa
«KJIETOYHAs Teopust reMocTa3a»

Hoffman M, 2001

Inn nHTerpasnbHasa cxema remocrasa in vivo



CoBpeMeHHaa KackagHo-MaTpu4iHasa Teopus
CBEpPTbIBAHUSA KpOBW, CHPOPMMPOBAHHASA B
nocneaHne AecATUneTus, Y4uTbiBaeT peakuum
B3aMMOAENCTBUS 6enKkos Nna3mbl 7
TPpOMOOLIMTOB, = KOMIMOHEHTOB  COCYAUCTOU
CTEHKN U APYrmnX KNETOK KPOBMW.



CornacHo AaHHOW Teopun NMpoLecc Koarynaumm AenUTcs Ha
3 nepeKkpbiBaoWKUXCca @a3bl: Ga3y uHuumaumm, dasy
YCUIIEHNSA U PacnpPOCTPaHEHUA COrslacHO AUHAMMUKe
obpa3oBaHus TpoOMbUHa.

[laHHble NocneaHnX NccneaoBaHM NoKasanu, Yto B
Ha4anbHOM Mepuoae aKkTUBALIMN CBEPTbIBAHUS KPOBU
TPOMOWH 0bpa3yeTcss C OTHOCUTENbHO HU3KOW CKOPOCTbIO,
3aTEM B MpoLecce HACTYMNaeT NepesioM, N ero CKOpoCTb
pe3Ko Bo3pacTaeT (TpoMOMHOBAs BCMbILLKA)



thrombin generation
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Prothrombin

Amplification

Hoffman M & Munroe DM. A cell-based model of hemostasis.
Thromb Haemost 2001; 85: 958-965




3a4eM HYXXEH «TPOMBMHOBbLIV
B3PbIB»?

eO6pa3oBaHne Cryctka npoucxoauT B
Hayane @a3bl pacrnpoCTpaHeHus, HO:

-bbicTpoe o0bpa3oBaHue TpOM6MHa NpuBOANT
K reHepadiiil GEHER S8 AbEdTo,
NJOTHOrO Crycrka, YCTOMYMBOIO K

pnbpurHOIN3Yy.

-bonblune kon-ea TpoMbUHa HeobxoaNMBbI
ans nogasneHns pubpunHomn3a
(akTuBauusa TAFI).




OaHoBpeMeHHO TPOMOUH aKTUBUpPYET
NPOTBOCBEPTLIBAIOLLYIO CUCTEMY,
npoTenHC, KOTOpble YeTKO JIOKa/N3YIOT
TPOMb6 OT 30POBbIX COCY0B, MeELlasi EMY
PACMPOCTPAHATCH.



eTOYHasA TEOPUS NPU3HAE

HanMune «Hapy>XHOro» u

«BHELLHEro» nyTu, HO
CYLLECTBEHHO UX

MOoANMULIMPYET




[1pTMBOCBEpTbLIBAIOLLIAA CUCTEMA

NPOTUBOCBEPTbIBalOLLMNE 6e/IKu aHTUTPOMOUH, KODaKTOP
renapvHa II, a, —MakpornobynnMH, MHrMoMTOpLI a,-
npotea3bl U C1-KOMNNEMEHTa, a TaK e npotenH C
(Cn), npoTenH S, TpoMboMOAYIMH U MHIMBUTOP NyTH
TKaHeBoro gakrtopa (TFPI).

Mpun 3TOoM NpoTenH C, aKkTUBMPOBAHHbIN KOMIM/IEKCOM
TPOMBMH-TpOMOOMOAYIMH, BMECTe C S MHrMbupytoT
aKTuBMpoOBaHHbIe KodakTopsl (Va u VIIIa), a Bce
OCTaNbHbIE NOAABNSAT AEUCTBME CAMUX
aKTUBUPOBAHHLIX pakTopoB. TFPI orpaHnymnBaeT
aKTUBHOCTb paKTopa Xa 1 KoMmneKkca TKaHeBoro
akTopa ¢ pakTopom VIIa.



AHTUTRPOMDWH

npoTenH C

NPOTeNH S




dunbpTHONUTUYECKAS CUCTEMA

BennunHa TpoMba Takxke 3aBUCUT OT
HPUOPUHONNTUYECKOU CUCTEMbI KPOBMU,
COCTOSILLEN U3 NNA3MUHOIEHa, ero
aKTMBATOPOB N MHIMOUTOPOB,
onpeaensoLlmnx yposeHb o0bpa3ytoLerocs
nna3MuHa.







JlabopaTtopHas AMarHOCTUKa
HapyLLEHUN reMOCTa3a

« [peaHanuTnyeckum atan




TecTbl uccnegoBaHUa remoctasa (no
NPpUHUMNY MeToAda) AeNnATCs Ha:

1. KNoTTUHroBbie, N XpOHOMETPUYECKUE TEeCTbl, KOTOPbIE
NO3BONSAOT onpenennTb bUoNornyeckyto akTUBHOCTb UCCIIEYyEMbIX
(bakTOpOB reMokoarynaumn. EqnHuuen naMepenus, NnpUMeHIEMON B
[IaHHbIX MeToaax, SABNSeTcs BpeMs (opMmnpoBaHns MGbprUHOBOIo
Crycrka.

2. AMUAOIMTUYECKNE METO/bI C NCMOSIb30BAHNEM XPOMOrEHHbIX
cybCcTpaToB, B X0Ae KOTOPbIX aHaIN3UPYETCS BPEMS MMAPOM3a
nenTunaHoro cybcrpara.

3. MeToabl, KOTOPbIE NO3BOJISAIOT ONPEAENNTb KOHLIEHTPALIMIO
uccneayemoro aktopa C NoMOLLbIO NMPUMEHEHMS MOHOK/TOHA/bHbIX
aHTUTEN — MMMYHOJ/IOMYECKMNE METObI.

OTaenbHO HeobXoAMMO OTMETUTb rEHETUYECKUE METOAbI, KOTOPbLIE
MNO3BONSIOT BbISIBUTb HAaNIMUYME MyTaLMn reHOB, ONpeaensoLwmx
(opMupoBaHmMe OTAEeNbHbIX (PaKTOPOB CBEPThLIBAHUS KPOBU N APYIrUX
YYaCTHUKOB (PMOPUHOMMN3a N reMOKOArynsLumMoHHOro npouecca



B 3aBMCMMOCTU OT BOMPOCOB, KOTOPbLIE
CTaBUT nepea cobon KIMMHULUCT, TECTbI
NENATCA Ha:

1. EcTb N1 natonorug ?

na6opaTopr|e METOAbl, KOTOPbIE MNMO3BOJIAKOT OTBETUTb HaA BOMNPOC O
COCTOdAHUNN CBEPTbIBAHNA KPOBU Y 340POBOIo YenoBeKqa, Y NauneHTa
Npun NoAroToBKE K oneEpatnuBHbIM BMELLATENIbCTBAM UJIN B TEX
CnydasX, Korga MMEKTCA KIIMHNYECKNE NMpPpmn3HakKn HapyweHnsd
reMoKoarynauumn. [na 3Toro 4OCTaTo4HO NnpoBEAEHNA TaK
Ha3bIBAEMbIX OLL€EHOYHbIX UJIU CKPUHUHIOBbIX TECTOB.

- KonunuyectBo u ckpyuHuHr (PFA-200) arperauum
TPOMOOLIMTOB ( CKPMHWHI NMEPBUYHOIO reMocTasa)

- «MpocTas>» koarynorpamma ( NB, AYTB, TB, ®, POMK) npu
HaJ 14N KpoBOTOYMUBOCTU U NMPU MUHN-0OMNEPaLnNA3

- «PasBepHyTas>» koarynorpamma (B, A4YTB, TB, ®, AHTIII,

Nn, ®nbpunonuns, A-pumep, POMK) npu puckax 1 Hannumm
TpoM6030B 1 MPEeACTOSALLMX OBLIMPHBIX ONepaLmax



2. B yeM NpuuMHa BbISIBAEHHBIX HapYLUEHWIA?

AN4 BbidB1EHUA NMPUYNH KPOBOTOHYNBOCTN.

Bpemsa KpoBoTeyeHus

Arperauus TpombounTos (B T.4. C puctommumHom, ALO,
KOJISlareHoM 1 agpeHasiMmHOM),

OnpeaeneHne aHTUreHa N akTMBHOCTU (haKTopa
BunnebpaHaa,

OnpeaeneHne akTUBHOCTM (PaKTOPOB CBEPThbIBAHMUS
KpPOBW

Onpeaenenne MHrMbUTOpPOB (PaKTOPOB CBEPThbIBAHUS
KpPOBMU



Angd BbldAB1EHUA NMPUYHNH TpOM6OTVI‘-I€CKl/IX COCTOSIHUM:

OnpeaeneHne akTMBHOCTM cucteMbl npotenHa C (Cu), (NpoTenHsl
C, S; PAINC —myTauus Jlenaer)

OnepeneHne NoBbILEHHOW aKTUBHOCTM (DaKTOPOB CBEPTbIBAHMS.

[eHeTnYecKoe TeCTUPOBaHWE Ha Hanu4yMe MytTauuu reHa gakropa V
(MyTaumsa JlenaeH) n Mytaumm reHa npotpomMbuHa G20210A;

OnpeneneHne MapKkepoB aKTUBaLMWN CBEPTbLIBAHUA U MOBpPEeXAeHUS
sHAoTenmsa — D-auMepa, aHTureHa gaktopa BunnebpaHaa;

OnpeaeneHne ypoBHS rOMOLIMCTENHA B AUHUMUKE

OnpeaeneHne BOMYaHOUYHOro aHTUKoarynsHTa He MeHee 2X pas C
WHTEPBA/IOM He MeHee 12 Heaenb

BbisiBNeHWe aHTUTEN K NEPBOMY AOMeHY B2 rMMKonpoTenH 1.



