JlabopaTopHana anarHocTuKa
HapyLweHnn remocTasa

Cocyaucro-
TpOMOOLIMTaPHbIN
remocTas



KOMIMNOHEHTbI CUCTEMbI TEMOCTA3A

CTteHKa

KPOBEHOCHbIX _ TpombGouunThl

cocynoB

MnasMeHHble

CUCTeMbl:
-CBepThiBaloLasn

NPOTUBOCBEPTbLIBa
rowasn

-combpuHONUTUYECKan

-KannuKpenH-KMHUHOBasA



POJlb COCYOAUCTOWU CTEHKW
B TEMOCTAS3E

- 6azabHAst MeMOpaHa

CYBAHAOTENWAIIbHBIE CTPYKTYPbI

- (hHOPOHEKTUH

- KOJUTareH
- 1acTUH
- -

- BMTpOHeKTMH
- HpOTeaBLI
Il_| - -

AHTUKOAryNAHTLI:
-Mri2

- ATlll-renapuH-cynbdar

- AKTBaTOpPbI NNa3aMmnHoreHa
- TpombomogynuH

- 90P

- Alldasza

-NO

- MuKo3amnHornmKaHsb!

[pokoarynaHTbI:

- TKaHeBbIN hakTop

- chakTop doH BunnebparHga
- thakTop V

- MIHTMBUTOPBI aKTUBATOPOB
nnasmvHoreHa

(MAM-1, NAN-2)

-OAT

-OHpoTennH-1

- n-1, ®HO

HopmanbHbIN 3HQOTENUN
ABMNAETCA aHTUKOAryrnsiHTHOMN
NOBEepPXHOCTbLIO

Mpu noBpexaeHun aHgoTenus
obpa3syeTcAa TpomboreHHas
NOBEpPXHOCTb

OcmaHoeke Kpoeome4eHusl
crnocobcmeyrom:

Cna3sm cocydoe u yMeHbueHue
Kpoeomoka e rnoepexo0eHHOM
y4yacmke

CuHme3s u ebidesieHue
npokoaz2ysiIsHmoe Kiemkamu
3HOomenus

O6HaxeHue cyb6aHOomenuanbHbIX

cmpykmyp, obnadarowux
npoKoaz2ynsiHMHbIMU ceolicmeamu



PONMb TPOMBOLIUTOB B FTEMOCTA3E
.

CTpyKkTypa TpomMbounTOB

MukpoTpybouku

MNMnotHoe Tenbue (6-rpaxyna)

Cesa3aHHan C NOBEPXHOCTLIO

KaHanbuesas cucrema \

MurtoxoHapusa
a-rpaxyna
Fnvikorex
MnotHas TyGynspHan cuctema
Mepokcncoma

Nusocoma (A-rparyna)
Mnasmaruyeckas MgMGpaua

PYHKUMM TPOMOOLUTOB

HemeaneHHbIV remocTas 3a cyeT
obpas3oBaHus mpomboyumapHoU npobku

BblaeneHve ea3oKoOHCMPUKMOPOe Ans
YMEHbLLEHUS KPOBOTOKA B NMOpaKeHHOM
yyacTke

YyacTtue B ceepmbieaHUU Kpoesgu

c obpasoBaHMeM B KOHEYHOM cHeTe
1OBpPMHOBOIO Cryctka

AHeuompodu4deckass PyHKUNSA
NHuumauus penapauyuu mkaHeu

Perynauusa mecmHol eocnanumersibHou
peakyuu u uMMyHUmMema



TpomMmOouUuTapHbIe FMUKONPOTEUHbI
N UX NnuraHabl

A J 1D
KonnareH bnGpUHOr
oL Imukonporenn JIuranas

v } NepBUYHbIC BTOPHYHBIEC
MNn-la-lla 'I'n-llb-lll a | 'O 1b - Illa ®uépuHOreH @B
DOuOpPOHEKTUH
BHTPOHEKTHH
I'lT Ib DB TpomOun
I'II Ia-I1a Kositaren
@ I'TI Ic-I1a POuOpoHEeKTHH JlamuHuH
a/lla JlaMmuHuH
’ Peuenrtop BurtponexkTnn TPOMOOCIIOH/IMH
'n-lb BUTPOHEKTHHA

A
e




AKTnBauua cocygucTto-
TpomMOoOLMTApPHOro remocTasa

e KoHTaKT KpOoBM C NOBEPXHOCTLIO
cybaHpgotenus

e AKTMBauUuAa TPOMOOLUTOB —
n3meHeHue popMbl OT AUCKOLUTA K
cchepoaxuHouuTy noa AeMcTBUEM
konnareHa, BAB, TpomMbuHa

e Apresusa TpoMOOLUTOB NMpPU y4acTUU
peuentopHoro annaparta (I'T Ib)

e Arperauus TpoMb0UMTOB.
CenasbiBaHue I'M IIb —I11a ¢
¢népuHOoreHom




Hanbonee BaxHble hpakTopbl, 0OOecnevynBaroLyme
cocyancTo-TpomMobounTapHbIU reMocTas

o KonnyectBo TPOMOOLIMTOB B KPOBM

o @akTop BunnebpaHga, cnocobCcTBYHOLWUIA aare3nm
TpomboumnToB

e Hanunuue B membpaHe TpoMbOLMTOB cneumndnyeckoro
peuentopa [T1-Ib, obecnevnBatoLero BMecTe ¢ pakTopom
BunnebpaHga agresunto K KonsrareHoBbIM BOSNTOKHAM

e Hannune B MembpaHe akTMBMPOBAHHbLIX TPOMOOLMTOB
peuentopos ([T1-1lb-1lla),BcTynatowmx B cneymndmnyeckyto
peakumo ¢ pudpmHoreHom, YTo HeobxoamMmo ana arperaymm
KPOBSIHbIX MaCTUHOK

e HopwmanbHbIN cUHTE3 B TPpOMOOLUTax TpomMbokcaHa-A2 1
NpOCTaUUKIINHA



emocTas
1

Cocyaucto-TpomMmbouuTapHbIn (MEPBUYHLIN) rEMOCTa3 — PaHHSIS
HayYanbHas OCTaHOBKA KPOBOTEYEHMSA 3a CHET crasma COCyAdoB,
agresum n arperayum TpoMooLnTOB B 30HE NOBPEXOEHUS,
CeKkpeLumn n3 HUX BMonorndyeckn-akTUBHbIX BeLecTB. [pu aTom
nponcxoaut obpasoBaHue 6enoro TpomooumnTapHOro Tpomba u
ero nocreaytouwiasa peTpakums

[1na3smMeHHbIN (KoarynaumoHHbIN, BTOPUYHbBIN) reMocTas —
remoctaTtuyeckme peakumm, NTOrOM KOTOPbIX ABMNSAETCH
obpasoBaHue pubpurHa



KOMIMOHEHTbI CUCTEMDI
FTEMOCTA3A

CTteHKa

KPOBEHOCHbIX _ TpombGouunThl

cocynoB

MnasMeHHble

CUCTeMbl:
-CBepThiBaloLasn

NPOTUBOCBEPTbLIBa
rowasn
-combpuHONUTUYECKan
-KannuKpenH-KMHUHOBasA



POJIb MNA3BMEHHbIX CUCTEM
.

¢ CgepTbiBaloLlas cuctema 3aKkynopka noBpeXxaeHusi CocyanucTom
CTEeHKW, OCTaHOBKa KPOBOTEYEeHUA

< I'IpOTMBOCBeprIBalou.I,aﬂ NopnepxaHue XXNMAKoOro cocrtaBa KpoBU
cucrtema
JNInsuc Tpomba, BOCCTAaHOBNEHUE
L4 CDM6pMHOJ1MTI/I‘-IeCKa$| npoxoAaMMOCTU cocyaa
cucrtema

AKTUBaLMA CBEPTbIBAHUA KPOBMU,
¢ KannukpewH- KNHMHOBas cucteMbl pUBpPMHONN3aA, CUCTEMBI

cuctema KoMnnemMeHTa



MexayHapooHaa HOMeHKnaTypa
chakTOpOB CBEpPTbLIBAHUA KPOBU

DakTopsl CHHOHMMBI KosmmuecTso B 1 Mt H36bITOK
I** (I)nﬁpnﬂore].[ 300 ((170-450) mr 3-6 pa3
I Iporpomonn 200 mkr (70-130%) 2-3 pasa

11 TkaneBo¥ TPOMOOIIACTHH - -
p
av) Ca?t 0,8-1,32 MMoJIB/1 -
VE* ﬂpoaxueﬂepnﬂ 25 mxr (80-110%) 8-10 pa3
(VD AKueJiepyH (MCKJIIOYEH U3 yIOTpedJeHus )
VII** IIpoKoHBEPTHH 2 Mkr (70-130%) 10 pa3
VIII AHTHreMO(UIbHBIN IT100y1HH A 50 mkr (80-120%) 3-5 pas
IX** AnTuremoduiabnblii odyaun B, Kpucrmac-gaxrop, 3-4 mxr (70-130%) 4-5 pa3
IUIA3MEHHBIH KOMIIOHEHT TPOMOOILIACTHHA
X ®daxrop Crioapra-Ilpayspa 6-8 mxr (70-140%) 5 pas
XI AnturemoduniabHelii pakrop C, pakrop Pozenrans 7 mir (70-130%) 4-5 pas
XII** ®akTop Xaremana, pakTop KOHTaKTa 40 mxr Henss.
XIII DudopuHcTadMIM3UpyOIMii GpaxkTop, pudpuHaza He ycranosieno 10 pa3
Jonoanutenbubie pakTopbl: Paktop Buiiedpanaa,
(paxTop Dieryepa (M1a3MeHHBbII NPeKAJVIMKPEUH),
(axTop PuTiKepaabIa (BBICOKOMOJIEKYIAPHbI KHHHUHOTEH)




Ponb BUTamnHa K B npoueccax Koarynsuum

CuHTe3 Kapb6okcunupoBaHue
GenkoB (suTamumH K)
l PIVKA- l

dMUHOKUCH NpoTenHbI

(1, VI, IX, X,
PrC, PrS)

PIVKA-npoTeuHbl - 6ernku, obHapyxnsaemble B Nyiasame B OTCYTCTBUE
sutamuHa K (Protein Induced by Vitamin K Absence)



Pa3bl cBepTbiIBaHUA KPOBU
c-

1. ObpasoBaHue NPOTPOMOMHA3HOIO KOMMIeKca
(aKTMBHOM NMPOTPOMOUHA3bI)

2. ObpasoBaHue TpoMbUHa
3. ObpasoBaHne punbpuHa



BHelHUN NyTb aKkTUBaLuUu
CBepTbIiBaHUA

o [lpouecc cBepTbiBaHUS aKTUBUPYETCS BELLIECTBAMM, KOTOPbIE B HOPME
HaxoOaTCs 8éHe COCYyAMCTOro pycrna 1 nocTynatT B KPOBOTOK NPWU NOBPEXOeHUN
SaHOOTENMS.

NoBpexaeHHbIe TKaHU: TKaHeBbIN dakTop lli

Ca, VIl

i Ca% Vila
IX /

IXa X — Xa




BHYTpeHHMI NyTb aKTMBaLMUM
CBepTbIiBaHUA

o [pouecc cBepTbiBAHUSA aKTUBUPYETCS, KOrda KOMMOHEHTbI, MPUCYTCTBYOLLME
8Hympu cocyoda, BXOOAT B KOHTAKT C Yy>KEePOAHOM NOBEPXHOCTLIO, T.€.
BeLlecTBaMu, C KOTOPbIMU B HOPME KOHTaKTa He NPOUCXOAMNT.

Xl [—{ Xlla
BI\V
MK
XI t | Xla Vil
IX | { IXa IXa | Vllla | Ca?* | 31p




Cxema cBepTbIBaHUA KPOBU
(koarynsauMoHHbIU remocTas)

BONOLUNOA

da3bl

cBepTbiBaHUA
KpoBu

A

OJOH
€

eHungwodiodu

anHesaocedgQ
b

BHyTpeHHUM NyTb
(X1, X1, IX, Vi, MK,
BMK)

2. O6pas3oBaHue

TpOMOUMHa

3. O6pazoBaHue
c¢unbpuHa

\(

BHewWwHUU NyTb
(1, ViIr)

Xa, Va, Ca%, 31p

AKTUBHas npoTpomMoOuMHa3sa

lla (TpoM6uH)

¢onbpuHoreH

/

doubpuH




MHoXxecTBeHHble 3dpheKTbl TPOMOMHA

- arperayms TpoméouumToB
- aktuBauumsa V,VII XI XIlI

- aerpagauusa V VI XI

- obpasoBaHue hnbpuHa

- ctumynauua mnbpmuHonusa
- BbICBOOOXAEHUe nenkoTpueHos, TxA2, ®B, aHgoTennHa

- MUrpaums KneTok
- KNeTO4YHbIN POCT

- perynsiuusa ToHyca cocyaoB

drA
ornB

Xl
>
TpomOuH *
Xllla
PUOpPUH-
DUGPUH-  OWOpWHA- | MONTAMEp
®dunbpunHOreH nonumep
MoHomMep —pZCIBO-pM-M-bI-IZ_ HepaCTBOPUMbI
n




OCHOBHbIEe nNepBUYHbIE
donsnonornyeckme aHTUKOarynsHTbl

HaumeHnoBaHnue AHTHKOAryJsHTa

MexaHu3MbI 1eiCTBUSA

AnturpomoOun I1I (AT IIT)

IIporpeccusHo AeiicTBy10mMii ”HrHOMTOP TPOMOMHA (pakTOpa Xa M B MeHbIIell cTeleHU
ApPYyIrux (epMeHTHBIX (pakTOpPOB cBepThIBaHus. [l1a3zMeHHbIli KoakTOp renapuna

I'emapun

CyabdaTupoBanHblii nojimcaxapui, oopasyommuii kommiekcol ¢ AT 111, nepeBoasimii
NocJIeiHNI B ObICTPOACHCTBYIOIMIT AHTUKOATYJISIHT

Kodaxrop renapuna II

Ci1a0blii aHTHUKOATYJISIHT, 1eficTBHE KOTOPOIr0 BbISIBJISIETCS B IPUCYTCTBHHU
renapuna nocie ynajenuii u3z miasmol AT 111

IIporenn C

Buramun K-3aBucumasi cepuH-amuaa3a, HHakTuBupywomast paxropsl VIlla u Va;
IHAOTeHHBIH aKTHBATOP IVIA3MUHOTeHA. AKTHBHPYETCH TPOMOMHOM M KOMILIEKCOM
"TpomMOOMOYTUH-TPOMOUH""

IIporeun S

Buramuun K-3aBucumbiii kogakrop nporenna C

TpomoGomonyaun

I'nuxonporenH, puKcHPOBaHHBI HA HUTOIIA3MATHYECKOH MeMOpaHe JHA0Te U,
Cpsi3pIBaeT M MHAKTHBHUPYET TPOMOUH, HO He 0c/1a0JisieT ero AKTHBUPYIOILero JeiicTBUS Ha
nporeuH C

HWurndurop tkanesoro nytu ceeprbiBanus (TFPI)

Huruéurtop Komiiekca "TkaHesoii gpakrop-paxrop VIla-paxrop Xa-Ca*™"

"KonrakTHble ”HruouTOpH1" (hochomnuanbiii,
IJIALCHTAPHBIH)

HapymaoT akTHBall10 BHYTPEHHEIr0 MeXaHH3Ma
cBepThiBaHud (Komiuiekcsl ¢pakTopos XII u XI)

AHTHTPOMOOIJIACTHHBI

0,-MaKpOIJI00yJIMH

HNurnduropsl kommiekca pakropos III - Vila. Cnadbiii nHruéuTop
TPOMOHMHA, IA3MHHA, KAJJIMKPEHHA

(ll-aHTI/lTpl/IHCl/IH

HNurndurop TpomouHa, paxropos IXa, Xla, XIla, nnazMuna

HNurnéurop kommiementa I (Autu-CI)

To xe

HWurnéutops! nojuMepusanuu (puOpuH-MOHOMEPOB

TopmossT o6pa3oBanue pudpuna




PUBPUHOJIIMTUHECKAA CACTEMA

BHYTPEHHUI MEXaHN3M BHELLIHWIA MexaHn3m
PakTop Xl ®akTop Xl AKTUBaTOPL!
3aBUCUMBIN He3aBUCUMBbIA

OHpoTe- | |U3 knetok
Xil —sXlla X | nuanbHble KpoBH

R

MNpekannnkpenH Kannukpeux
+ 3 +
BM KuHUHOreH BM kuHuHOreH

TraHeBble

1 ﬂpoam’v!eamp

&

AkTusaTtop

R NNA3SMUHOTEH

— AHTUMNA3MUHBI

| papa
NHrubutop (0-aHTUNNa3MuH 1 ap.)

TpaHchopmayun —>

. ¢ WUHrubuTopsl

Il papa

NNA3IMWUH

Puc.8. OcHoBHble MexaHuambl YHKLMOHUPOBAHUA OUBPUHONUTUYECKOH
(nnasMunHOBOIA) cUCTeMBI.



OUBEPUHONMUTUYECKAA CUCTEMA
.

NMnasmuHore
H

AKTnBaTopbl " 5
- TKaHeBbIN HIMOUTOPLI
- cCOCyaAUCTbIN G > < @ - 02 — aHTUNNa3MuH
- NNIa3MeHHbIN - 02 - MaKpornoGynuH
- ypOKMHa3a
- CTpenToKMHa3a

I'e MnasmuH

VIHTHOUTOPEI
aKTuBaTopa

nnasmMuHoreHa
(I/IAn 1’ AN '), UAN 3)

MpoaykTbl Aerpagauuum:
PubpuH ®parmenTbl X u Y —panHue NAD,
®ubpuHoreH ——— ®parmeHTbl D, E- no3gnue MNMA®,
D-pumep




OduarHocTunka HapyweHUU CUCTeMbl
remocTa3sa

e MeTOabl, XapakTepusyoLie cocyaucTo-TpomMbouunTapHbIN remocTtas (MccrnegoBaHue
COCTOSIHMSA cocyaoB —npoba «wunkay, npoda KoHuyanosckoro-Pymnens-Jleeae;
nccrnenoBaHme TpPOMOOLIMTAPHOIO KOMMOHEHTA - ANUTENbHOCTL KPOBOTEYEHUS no [lyke 13
MUKPOCOCYA0B KOXW, NOACHYET KONMYecTBa TPOMOOLIMTOB B KPOBU, U3YyYEHME NX
Mopcponor;/m, nccrnegoBsaHme arperauum TpomMooLmMToB C MHAYKTOpamMu 1 6e3 NMHOYKTOPOB
arperaumm

e MeToabl OLIEHKM KOArynsilMoOHHOro remocTasa (BbisiBlieHne aHomanui, gedpuumra
hakTopOB CBEpPTLIBAHUSA, HANN4ne NHMIMOUTOPOB CBEPTLIBAHNS)

e MeToabl OUEHKM NPOTUBOCBEPTLIBaKOLWEN CUCTEMbI (OnpeaeneHme OCHOBHbIX
dunaunonornyecknx aHtukoarynsaHtos AT-III, npotenHos S n C u ap.)

e OueHka hMOPUHONUTUYECKON aKTUBHOCTU KPOBM (CKOPOCTb JiM3uca 3yrrobynMHOBbLIX
dpakumn, cteneHb PUOPUHONUTUYECKON aKTUBHOCTU B %)

e BbisiBNeHne MapkepoB akTUBaLUnN COCYAUCTOro CBepThbiBaHUA KPOBU U aKTUBaLUN
¢ubpuHonusa (BoisereHne POMK, npooykToB gerpagaumm pubpuHoreHa n pubpuHa -
npoTaMmnHCybdaTHbIN TECT, aTaHonoBbIn TecT, MNMAP, [-aumep)



MeToabl UccreaoBaHUA COCyaAUCTO-
TpomMOoOLMTApPHOro remocTasa

O
O

MeToabl uccriegoBaHus cocyamcToro
KOMIMNOHEeHTa remocCTta3a.

MNMpo6Ga wunka
MaHxeTo4yHasa npobda M.
. KoHyanoBckoro — Pymnens - Jleege

OueHka pe3ynbmamos:

“ompuuyamensbHasi npoba” - He 6onee 10 nemexuti
“cnabo nonoxumensHasa” - 10-20 nemexul
“nonoxumenbHas’” - 20-30 nemexut

“pe3ko nonoxumenbHaa” - 30 u 6onee nemexul

Bo3MOXHbIe Npu4uHbl NO0XXUmesbHoU npobbi:
mpom6oyumoneHusi, mpomboyumonamusi, 6051e3Hb
BunnebpaHda, czunoeumamuHo3 C, npueM aHmMukoaz2ysissHmos,
20pPMOHasbHbIe cdsu2U Y XeHUWUH

PesynbTatsi

OTpruaTensHbi

100 mm pT. CT;
5 MUH.




MeToabl UccreaoBaHUA COCyaAUCTO-
TpomMOoOLMTApPHOro remocTasa

MeToabl uccnenoBaHUsi TPOMOGOLMTAPHOIO

KOMIMNOHEeHTa remocCTta3a.

/
~
/
0 JAnuTenbHOCTb KpoBOTeYeHUA no [lyke (M3 MuKpococynos \]
KOXW)

B Hopme 2- 5 muH (He Gonee).

0 MopcueT KoNu4yecTBa TPOMOOLMTOB B KPOBM.
HopmanbHble BENUYUHBI:

180 — 320 x 109/n (BopobbeB A.U., 1985),
150 - 400 x 109/n (H. Tuw, 1997)
0 TpombouuTtapHasa cpopmyna (M3y4yeHue pasmepoB, popMmbl,
CTPYKTYpbl TPOMOOLUTOB).

0 WccnepoBaHue arperauum TpomooumnTtoB (6e3 gobaBneHus Q
WHAYKTOPOB Unu ¢ gob6aBneHMemM MHAYKTOPOB arperauum —
AL®, agpeHanuH, konnareH, TPOMOUH, pUCTOMULIMH U Ap.)

0 OnpegeneHue peTpakuuu KPOBSAIHOTO CrycTKa.

7

OnpepeneHne BpeMeHn

KpoBOTe4YeHnda no ,ElyKe



MeToabl UccreaoBaHUA COCyaAUCTO-
TpomMOoOLMTApPHOro remocTasa

TpombGouutapHasa dopmyna

KonunyectBo M'manomep paHynomep BenuyuHa
KOHbIe 0- 0,8% HexHo- A3ypodunbHbIN 2-5 MKM
6a3odunbHbIN
3penble 90,3- 95,1% CupeHeBaTbIN KpacHo- 2-4 MKM
c¢monetoBbIN
Crtapble 2,2-5,6% BrnegHo- HacbiweHHo- 0,5-2,5 MKm
pO30BbLIN c¢monetoBbIN (cmopLLeHHbIe)

(aereHepatuBHble 0- 0,2; pasgpaxeHus 0,8-2,3; BakyonusmpoBaHHble 0%)

B HOPMeE TpombouuTbl pacnonaralTcsl CKonneHAMu no 5-6 nnacTuHoK,

anameTp 2-2,5 MKm

eMukpotpombéouunTbl (1-1,5 MKM)

eMakpoTpomMbouuTbl (3,5-5 MKM)
eMeratpomMbouunTbl

(6-10 MKMm)

} He 6onee 10%
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