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KoMnoHeHTbl cucTeMBbI
CBEPTbIBAHUS KPOBMW NPUHATO
Ha3blBaTb hakTopamu (Tabn.3).
Mo cBoen npupoge OHU OTHO-
caTca Kk 6enkam - npoteasam
N HedepMeHTHbIM Genkam.
dakTopbl 6bIBAlOT TKaHEBbIE,
nnasmeHHble 1 TpombouuTtap-
Hble. TkaHeBble M NnNasmMeH-
Hble dakTopbl 0603Ha4vatT
puMckuMmun uundpamu, a
TpombGoLmTapHble — apabeckumm
(Tabn.1). AKTUBHbIN cakTop
NpUHATO 0603Ha4vaTb GykBOW
«a», KOTOpYto CTaBAT Bcrep 3a
Lmdpon.

Bce dakTopbl cBEepThIBaHMSA
kpoBu, kpome . Xlll, aBnstoTtca
CEepUHOBBLIMW NpoTeasamu,
KOTOopble KaTanu3aupytoT
peakuMn OrpaHMYeHHOro
npoTteonu3aa. MpokoarynsHTbl
B XOA€e peakumi CBepTbiBaHUSA
KPOBM CHa4yana BbICTynatoT
B ponu cybcTparta, a 3aTtem
nocrne wMx akTuBauuum - B
ponun ¢depmeHTta. .V,
¢.VIIl, BMK saBnswTcs
KodbepMeHTaMmn, TO eCTb OHU
He obnagatoT hepMeHTaATUBHOW
AaKTMBHOCTBL IO, H O
cneunduyeckn yckopsoT
npoTekaHue epMeHTaTUBHON
peakunn. HeoTbemnemMbiMu
dakTopamun cBepTbiBaHUSA
ABMAIOTCA MOHbI Kanbums, 3-n
TpoMGounTapHbll akTop,
KOMMNOHEHTbl COCYyAUCTOWN
CTEHKM.

dakTop | - pmnbpuHoreH -
rnukonpotenH, MM~340.000
O, onmep, B Kaxgon eounHu-
Le KOTOPOro cogepxaTcs Tpu
nonunenTuaHble Uenu, co-
eanHeHHble ANCYnbgUAHBIMMI
MocTukamu. ®.l cuHTesmpyetca

Tabnuua 3. HomeHknatypa akTopoB CBepTbIBaHUS KPOBU

Mepuog
CopepxaHue B
dakTopbI MecTo cuHTesa nonypacnaga
nnasme (r/n)
(yachbl)
| — mbpuHoreH [MeyeHb 2,0-4,0 72 -136
MeyeHb,
Il - npoTpoMGUH vit K-338ucumii 0,07 -0,1 48 - 96
lll - TkaHeBoW chakTop, TO MospexaeHHLIe
TKaHu
. . 1,12 -1,23
IV — NOHM3NPOBaHHBLIN KanbLu
MMOnb/n
V -npoakuenepuH MevyeHb 0,01 12 -18
MeyeHb,
VIl - npokoHBepTUH vit K-33@ucumbii 0,005 4-6
VIl — aHTuremodunbHeIn paktop A SHpoTenvMoLTe), 0,02 -0,05 14 -18
TpOMGOLUTHI
IX — nnasMeHHbIA KOMMNOHEHT MeveHn
TpombonnacTuHa, pakTop ) ’ . 0,03 15-30
vit K-3asucumsblii
Kpuctmaca
MeyeHb,
X — dpaktop Crioapt-lpayapa Vit K-3aB1CUMBIN 0,01 30-70
XI — nna3meHHbIN NpeaLecTBEHHNK
TpombGonnacTtuHa, daktop MeyeHb 0,005 60
PoseHTans
XII — chakTop XaremaHa, cakTop Mevehs 0,03 50 - 70
KOHTaKTa
Xl — donbpuHcTabunusnpyrowmi MeyeHs 0,01 - 0,02 72 -100
pakTop, daktop Jlaku-Jlopanaga
OHpoTenuoumnTbl
dakTop cdoH BunnebparHaa TPOMBOUMTH 18-30
BbICOKOMONEKYNspHbIA KNHUHOTEH
— BMK, daktop dutLpkepanbga Meders 0,06
MpekannukpenH — NNasmMeHHbIN MeueHs 0,06
npekan-nukpevH —.dnetyepa

B MEYEHU 1 NoCcTynaeT B KPOBb, UMEHHO €ro HasbiBalT du-
OpuHoreHom A. Benok, KOTopbIi ocaxgaeTcs 13 nrasmbl
BuTammHom K (nponssogHbIM b-HadhToxnHOHa), HasbIBaeTcs
¢ubpuHoreHom B. ®nbpuHoreH nog aencrenem TpomoumHa
npeBpaLLaeTca B HEPaCTBOPUMBIN B KPOBY (PUBPUIIAPHbIN
6enok - pMBpUH, KOTOPLIN ABMNSAETCS OCHOBHBLIM BELLIECTBOM
Tpomba.

MnepcmbpuHOreHeMmsa xapakTepnayeTcs CyLLECTBEHHbIM
noBbllWeHnem BsA3KOCTU kpoBu n COD, HO npu 3TOM
remokoarynsaumsa He ycunusaetcd. mnopumbprnHoreHemus

ObIBaeT HacneaCcTBEHHOW M NPMOBPETEHHON. YMEHbLUEHNEM
KkonumyectBa ubpuHoreHa A Hwxe 1 r/n oBycroBneHsbl
KpOBOTEYEHMS TONMbKO U3-3a HegocTatka ubpuHoreHa.
MpunobpeTeHHble rnnodmnbprHoreHeMn pasBmBalTCA
y nauymeHToB ¢ ocTpbiM OBC-cuHgpomom, pexe 3To
COCTOsIHME HabnopaeTcs B CryyYasX TSXKemnbIX HapyLIeHUn
dyHKUMKN nedveHn. AunchunbprnHoreHeMuns - COCTOsSIHME,
xapakTtepuaytoLieecst PyHKLMOHaNbHOM HEMONMHOLEHHOCTbLIO
Morekynbl (oubpuHOreHa, 1 NO3TOMY OH NoA AEWCTBMEM
TpomburHa He npeBpaLliaetcs B hUbpuH.
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dakTop Il - npoTpoMOUH -
al1-rnobynuH, MM~72.000 1,
CUHTE3NPYETCA B NEYeHU npu

NPEAWECTBEHHWK
PAKTOPA CBEPTHBAHKMA

AKTHUBHLHA
AKX TOP CBEPTHEAHMWA

yyactum ButammnHa K. |
Butamun K Heobxogum

Ansi cuHTe3a Tak Haalglsaemux 'i—:HE KAPBOKCHIMAAIA 'i:Hz

hakTopoB NMPOTPOMOMHOBOTO 7

komnnekca - @.ll, d.Y11, CH» Buramnun K, COz CH

@®.1X, d.X - Ha KOHEYHOM

aTane mx obpasoBaHus, COOH HOOC COOH

KOTOpbIA 3aknwoyvaeTca FAYTAMHADBHA Famrma—KAPBOKCH AYTAMHNOBBIA
OCTATOK OCTATOK

BO BKJIIOYEHUWN B peakuuio
y-kapbokcunupoBaHus
rmyTammMHOBOMW KUCNOTHI
(puc.10). Takasa pekoHuUry-
paumns HeaKTUBHbIX (DaKTOPOB
obecrneyrBaeT UM packpbliTue COGCTBEHHOrO aKTMBHOIO
LeHTpa 1 npeBpalleHne Nx B akTUBHylo dopmy. Noatomy
@ 1, d.Y11, d.1X, d.X HasbiBaOT BUTaMUH-K-3aBUCUMBIMU
npokoarynsHtamu. ButammH K noctynaeTt B opraHuam c
NULWen, B TOHKOW KWLUKE MPOUCXOAMT €ro amynbruposa-
H1e n abcopbums. VICTOYHMKOM 3HAOreHHoro ButammuHa K
ABnsieTca canpodutHaa bakTepuanbHas driopa KuLKK.
HenoHupyetcs BuTamuH K B neyeHm, ero 3anacos JocTaToq-
HO ONS cuHTe3a BUTaMUH-K-3aBMCUMMbIX MPOKOArynsiHTOB B
TedeHne 20-30 gHen. Mpu peskom geduunte BuTammHa K
obpasytoTcst aHoMarnbHble Guonornyecky HeakTnBHbIE Benkw,
Ha3BaHHble PIVKA (protein induce vitamin K absent - 6enok,
WHAYLMPYEMbIV OTCyTCTBMEM BUutamuHa K).

3a OTKPbITME XMMUYECKOM CTPYKTYPbI BuTammHa K XeHpuk
Oam (Oanus) Oaoyapa Oonsum (CLWA) B 1943 rogy Gbinum
yaocToeHbl HobGeneBcKko npemMun no XMmMumn.

HapyweHve ¢yHKUMM NedyeHn 4acTo nposABnAeTcs
CHWXXEHWEM KOHLEHTpaLmMmu NpoTpomburHa B kposu. CKOpOCTb
CBEpPTbIBAHNA KPOBU CHMXAaeETCH MPU KOHUEHTpauuu
npoTpoMbuHa Huxe 60% OT HOpManbLHOrO ypPOBHS.
MoBbiWweHHLI ypoBeHb &.ll cnocobcTByeT pa3BuUTULD
Tpom6030B. Kak npaBuro, runepnpoTpoMbuHemMusi octaeTcs
akTopom pucka Tpomboobpa3oBaHuUs, ecrv nosiBnseTcs
aKkTuBHasa npoTtpombuHasa, CHMXaeTCca aKTUBHOCTb
aHTuTpomGuHa lll (AT 1ll), renapuHa, dmnbprHonmsa.

dakTtop Il — TkaHeBbI dakTop (TP) — KOomMnnekc
TepMmocTabunbHeIn docconmnonpoTteng+anonpotenH i,
MM~220.000 . AktuBHasa dopma T® nmeetr MM~320.000
[. CuHTesmpyeTcs B 6OMbLLIOM KONMMYECTBE B 3HOOTENUMU,
nerkvx, Mo3re, cepaue, KULeYHnKe, maTtke, MoHouuTax. Mpu
NoBpeXAEHUN MPOUCXOANT akcnpeccusa TO Ha NOBEPXHOCTU
dochonmnuaHon memépaHb! knetkn (puc.11).

dakTop IV - noHbl kanbums (Ca?*). Porb kanbuysi B cucteme
remocTase orpomHa. OH Heobxoaum NS B3anMOOEeNCTBUSA
dakTopoB cBepTbiBaHuA. Kanbumin cnocobeH cBsA3bIBaTb
renapuH, bnarogapsa Yemy CBepTbiBaHWE KPOBU YCKOPSETCS.
Bes kanbuua HapywaeTtcsa arperayms TpoMOouMTOB U
peTpakums KPOBSHOIO Ccryctka. MIoHbl Kanbumns MHrmbupyoT
dubpmHONU3.

BonbwunHcTBO 6enkoB remocrtasa MMeWT cCaunThbl
CBA3bIBaHUS kanbuusa. MNpy yaaneHun kanbums M3 nnasmbl
(Hanpumep, NpU CMELLUNBAHWUN KPOBU C LUTPATOM HaTpusl)
aKTMBMPOBATb reMocTaTtuyeckme peakuuu npaxkTu4ecku
HEBO3MOXHO.

Haubonee BaxHble M3 M3BECTHbIX PYHKUUIA Kanbuus B
remocrase:*

- obpasoBaHue cBA3el BUTaMmmH-K-3aBrcumbix haktopos
-ILVIIL, IX, X, npoTtenH C, npoTtenH S- ¢ dhocconmnuaHom
NMOBEPXHOCTHLIO.*

- aktmeaumsa . XIlI

- obpasoBaHue ceaAsu d.llI+d.Vila

Puc.10. MpuHuMnuansHas cxema cHTe3a BUTaMUH-K-3aBUCUMBIX (haKTOPOB CBEPTLIBaHNS KPOBU

— Sau TG e

¢ Cmim et e

Puc. 11. Skcnpeccus TkaHeBoro haktopa
Ha dochonunuaHon membpaHe KneTku

- ycKOopeHue npouecca pocta pubpMHOBOro Crycrka,
y4yacTtue B CTabunmaauum pmbprHOBOrO CryCTKa, OrpaHndeHe
npoTeonu3a pmnbpuHa n pmbpuHoreHa nnasmMmHoOM, 3auTa
pubprHoreHa n bmubpuHa OT TemnepaTypHON U LLIENOYHOWN
AeHatypaum

- cTabunuaaumsi CTPYKTypbl MHOTMX GenkoB reocrasa u
onocpeaoBaHvne B3anMOLEeNCTBUS MEXAY HUMMU.

- aKTMBaLuMs TPOMOOLMTOB M APYTUX KNETOK

BaxHO mogYepkHyTb, YTO KanbUWM Heobxoaum Ans
dopMUpoBaHMA LUMTOCKENeTa KaxaoWm KMeTku u ee
B030OyxaeHusa. OH yyacTByeT B nonvmepusaumn akTuHa u
MWO3MHA U POPMUPOBAHMUN AKTUH-MUO3NHOBBLIX BOMOKOH.
be3 Hero HeBO3MOXHbI MpoLEcChl U3MEHeHUs opMbl
aKTUBMPOBaHHbIX KINETOK, MX ABUXEHME, cekpeLms. « Kanbuui
yyacTByeT B perynsauum G60onblUMHCTBA BHYTPUKIETOYHbIX
NMPOLIECCOB KaK BHYTPUKINETOYHBIV MecceHmkep (MocpeaHuK)
nepemeLleHnss Monekyr.

Ocob6o crneayet obpatnTb BHUMaHME Ha TO, YTO B
cpegHem Ha 70 Kr maccbl Tena B opraHu3Me COAEpXMTCS
~1000 r kanbums, ~.980 r HaxoQUTCHA B KOCTHOW U 3yGHOWM
TkaHu. Tonbko ~20 r HaxoanTcs B CBOOOAHOM COCTOSIHUM U
BbIMOMHSET T€ (PYHKLMK, KOTOPblE ObINY NepeYnCrieHbl BbiLLe.

®akTop V - npoakuenepuH - B-rnobynuH, MM~290.000 [,
CUHTe3upyeTca B neyveHu. [Npu gedwmumte .V B pasnuyHon
CTEeNeHn HapyLLaTCs BHELLHWUI 1 BHYTPEHHWIA NyTh o6paso-
BaHWsA NpOTPOMOMHa3bl, COOTBETCTBEHHO MPOTPOMOMHOBLIN
nHaekc cHmkaetca. ®.VI npeacrasnser cobon akTUBHYHO
dopmy ¢.V. B cBS3n ¢ Tem, YTO OTAENbHLIM hakTopoM
npu3HaeTCcsa TOMbKO HeaKkTMBHas dopma koarynsaHTa, .Vl
ObIN UCKMIOYEH M3 HOMEHKNaTypbl (HaKTOPOB CBEPThIBAHUS.

HacnepcteeHHas aHomanua d.V (nengeHckas mytaums,
ayTOCOMHO-PELECCUBHBIN TUM) OnpeaensaeTcs, No AaHHbIM
pa3Hbix aBTOpoB, y 20-50% naumeHTOoB C peLmManBupyoLLIMMK
BEHO3HbIMW TpomMbBo3amu 1 ambonuamu. 3T0 COCToAHME
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obycnoBneHo TeM, 4To .Va CTaHOBUTCH YCTOMYMBBIM K
pacwenneHuto npotenHom C. MyTtauusa reHa (3ameHa B
OOHOM U3 MONOXEHUA afeHUHa Ha ryaHuH), KOOMpYoLLero
.V, NpMBOONT K 3aMeLLEeHN0 B ero Moriekyne apruHuHa
rmyTammHOM B nonoxeHun 506. 310 oguH 13 Tpex y4acTkoB
mMonekynel @.V, roe npoucxoguT ero pacuwenneHune
€CTEeCTBEHHbIM aHTUKOArynsHTOM - akKTUBUPOBAHHbLIM
npotenHom C. B donsmonornyecknx ycnosumsx paciuenneHvie
d.Va npoucxoauTt He B cocTaBe NMpoTpomMOUHa3HOro
KOMMrekca, a B HeCBs3aHHOM ¢ ¢b.Xa Buae. Takum o6pasom,
aKTMBMPOBaHHbIA NpoTenH C He AeWCTBYyeT Ha roTtoBbIf
NPOTPOMOMHA3HbIN KOMMNEKC, HO MPEensTCTByeT ero
obpasoBaHuio 1 pereHepaumn. [103aTOMy akTUBUPOBaHHbIV
npotenH C urpaeT CyLWeCTBEHHYIO pofb B MPEnATCTBUU
Tpomboo6pa3oBaHMI0 B HEMOBPEXAEHHbLIX cOocyaax, B
MEHbLUEWN CTEeneHu Bnusas Ha TPOMO, hopMuUpyoLLmMIAcs B
MeCTe KpOBOTEYEHUS.

®daktop VIl - npokoHBepPTUH - a1-rnobynuH, MM~63.000
[, cuHTesnpyeTcs B nedeHn npy yyactum ButamuHa K. Jonro
ocTaeTcd B CTabunmanpoBaHHOW KpOBWU. Y NMauUEHTOB C
NOopaXeHNEM NMeYEHN 1 y NonyYvatoLmxX nevyeHne HenpsimbiMu
aHTuKoarynsaHTamm akTuBHocTb .VIlI cHuxaeTcs.
BonesHb Anekcanaepa (HacnencTBeHHbI aeduumt ¢. VI
ayTOCOMHO-PELIECCUBHBIN TUM HAacNeaoBaHUA) NPOSIBMAETCS
reMopparmyeckum anaTe3om.

®daktop VI - aHTUremocnnbHbIN rMobynuH A -
B-rmobynuH, MM~89.000 [1, cuHTeampyeTCcsl B NeYveHu,
ceneseHkKe, Moykax, aHgoTenuouuTax, nevkoumtax. ®
®.VIll aABnseTcsas CNOXHbIM MyNbTUMEPHbIM GEeNKoM,
COCTOSILLMM U3 HecKonbkux cy6beauHud. VIl 6bicTpo
nHakTusmupyetcsa npu +20° n +37 °C. OH cTtabuneH He-
CKONbKO YacoB npu +4 °C n Heckonbko Hegenb npu -20 °C.
BbICTpO nc4esaeT n3 KOHCEPBMPOBAHHOM KPOBW. B kadyecTBe
TpaHcnopTHol cyobeanHmubl d.VIII cnyxuT ¢.W, KoTophIn
obecneumBaeT cTabunbHOCTb B LMPKyNsTopHoM pycne d. VI
N HeoBXOAUMYIO KOHLEHTPaLUIo ero B 30He NOBPEXOEHUSI.
Moatomy npu BbipaxeHHoOM geduunte ¢p.W oTmevaeTtcs
aedunuunt aktneHoctn @.VIII.

B kpoBu d.VIII umpkynupyeT B Buae Komnsiekca u3 Tpex
cyobeanHuL:

- VIII - koarynupytowas eguHmua

- VIII-AT" - OCHOBHOW aHTUIEHHbI MapKep

- VIlI-gb.W - cbakTop Bunnebpanaa, cesisanHbivi ¢ VIII-AT.
VIll-cp.W perynupyet cuntes VIII, .

Komnnekc ¢.VIl+d.W coctonT 13 2 oTaenbHbIX 6enkos,
KOTOpbI€ BbIMOMHSOT B reMocTa3e pasHble yHKLUW, UMEeT
pasHyt XMMUYECKYH M UMMYHOROrM4eckyto cTpyktypy. ®.VIII
HeoGxooum Ansa akTmBaumm .X B Kackage CBepTbiBaHWS
KpoBw, ero aecouumnt nposiensietcs remopunuent A. . W He-
o6xoavm anst aare3vn TpoOMBOLIMTOB K NOBPEXAEHHON CTEHKE
cocynoB. OH obecneyrBaeT B3aMmMoaencTBue KonnareHa c
rMUKONPOTENHOBLIM KOMMIiekcom Tpombountos GPIb-V-IX.
Kpome Toro, ¢o.W y4yactByeT B arperaumm TpombounToB,
B3anmopencTeys ¢ uHterpuHamm GPIIb-llla. Hegoctatok do.W
npueoauT k 6onesHn BunnebpaHaa.

®dakTop IX - Kpucrtmac-thakrop, aHTUreMopunbHbIN
rmo6ynuH B, nnasMeHHbIM TPOMGONNAaCTUHOBLIN
KOMMOHEHT - al1-rnobynmH, MM~55.000 [], cuHTe3upyetcs
B MeyeHun npu yyactum ButammHa K. Xopolluo coxpaHsietcs
B KOHCEPBUPOBAHHOW KPOBU U B 3aMOPOXXEHHOW Nrasme,
yepes 2 Mecsua xpaHeHus ero octaetca 8o 90 %. B npo-
Lecce cBepTbiBaHMA kpoBu d.IX He noTpebnsercs n octaetcs
B CbIBOPOTKE elle B Goree akTMBHOM COCTOSIHUW, YeEM B
nna3mve. CogepxxaHue @.IX B KpOBM NaLMEHTOB renatntamu,
LUMppo3amMn MeYeHn, a Takke y NMpUHMMAaIoLWNX Henpsmble
aHTUKOArynsiHTbl CHUXKEHO.

dakTop X — hakTop CTroapTa-lNpayapa - a1-rnobynuH,

MM~55.000 [, cnHTe3upyeTca B ne4eHn npu y4yactum BuTa-
mMuHa K. CoctouT 13 ABYX nonunentuaHbix uenen. Tsxenas
uenb (MM~38.000 [1) MeeT akTUBHbIN LEHTP, Nerkas Lenb
C OCTaTKOM KapOOoKCUrIHTaMUHOBOW KNCMOTbI obecnevmsa-
€T coeanHeHne ¢ ocdonunugamu. B koHcepBuMpoBaHHOMN
KpoBwu npu +4°C coxpaHsietca 2 mecsaua. P.X MoXeT TpaHc-
¢dopmMumpoBaTbCs B h.Xa TPUNCMHOM N hepMeHTOM U3 aaa
ragtokm Paccena. HacnepcteeHHbin gedomunt ¢.X (ayTo-
COMHO-PELIECCUBHBIN TUM) NPOSIBNAETCS reMmopparnyeckim
anatesoM. CogepxaHue d.X CHUKEHO B KPOBU NaLMEHTOB
C CMCTEMHbBIM aMUNongo3oM, MUENOMHON BonesHb!Ho,
Tybepkynesom, C NnopaxeHUAMU NevYeHu, HeJoCTaTKOM
BUTaMuHa K, nony4aroLwmx Henpsimble aHTUKOArynsHThl.

®dakTtop X| - nnasMmeHHbIN NpeAlWecTBeHHUK
Tpom6GonnactuHa - B/y-rnobynuH, MM~160.000 [1, cuHte-
3upyeTcs B MeYeHun, TKaHsx. TepmonabuneH, paspyLuaeTcs
npu +56 °C. B npouecce cBepTbIBaHWS KPOBU He NOTpebns-
eTcsi, NoaToMy obHapyuBaeTcs B HGOMbLIOM KONMMYeCcTBe
B CbIBOpOTKe. HacneactBeHHas HepocTtaTtoyHocTb . X
(ayTOCOMHO-peLeCCUBHBIN TWM) NPOSBNAETCH KPOBOTOUNBO-
CTb0 B OCHOBHOM MOCne TpaBM 1 onepauui.

®dakTop Xl - hakTop KOHTakTa XaremaHa - 3-rnobynuH,
MM~90.000 [, cnHTesmpyeTcsa B nedeHn, TkaHax. O.XII
COXpaHsieTcs B KOHCEPBUPOBaHHOW kpoBu npu +4°C no 50%
bonee mecsua. B opraHnsme akTMBMpYETCHA NPU KOHTaKTe C
KOXXEW, BONIOKHaMM KonnareHa, XOHAPOUTUHCEPHON KUCIO-
TOW, GakTepuanbHbIMK NUnononucaxapnaamu, MuUennamm
HaCbILLEHHbIX XMPHbIX KUCIOT, 9HAOTOKCUHaMK, agpeHanu-
HOM 1 HOpaZApEeHanuHOM.

@.XIl BbINONMHAET HECKONbKO (DYHKLMA B CUCTEME
remMocTasa:

1) aKTMBaUUs CBEPTbIBAHMS MO BHYTPEHHEMY MYyTU

2) akTvBaumMsa nNpekannukpenHa nnasmbl, KOTOPbIA npe-
BpaLLaeTcs B PEPMEHT KannunKpeuH, KOTOpbIA akTUBUpyeT
¢.XIl B 10 pa3 cunbHee, Yem nnasmuH n gaktop Xla. B
xupakon cpege daktop dneryepa okasbiBaeTcst Hambonee
BaXXHbIM akTnBaTopoM ¢.XII. O6pazoBaBLUNIACS KANNIMKPENH
pacennseT KUHUHOTEH A0 KUHVHOB.

3) aktuBauusa oubpuHonusa

B kpoBu ecTb uHrubutop aktuBHoro o.XII.
HacneacteeHHbin geconumt . Xl (ayTOCOMHO-peLeCCUBHBIN
TUM) NPOTEKaET 6e3 KNMHNYECKUX NPU3HAKOB KDOBOTOUMBOCTH.
B koarynorpamme pesko yAnvHEHO BPEMS CBEpTbIBaHWS
KpOBW, BpeMs pekanbumndukaumm, KkaonmH-kedanmHoBoe
Bpems.

®daktop Xlll — hnbpuHcTabunmsupyrowmn cakrop,
¢nbpuHasa, daktop Jlakn-llopaHaa - B-rnoOynuH,
MM~320.000 [1, CuHTe3upyeTcs B NeYEHU, a TaKkke onpeae-
NSIeTCA B COCYOQNCTON CTEeHKe, TpombouuTax, apurpouunTax,
noykax, nerkvx, Mbiwbax, nnaueHte. Ctabunusmpyert du-
6puHoBYylo ceTb. B nna3ve Haxogutcs B BUuae npodepmeH-
Ta, COeAMHEHHoro ¢ pmnbpuHoreHom. @.XIlI nog BnusiHuem
TpombuHa npespauaerca B d.Xllla. 10% atoro dakTopa,
LMPKYNUpYIOLLEro B KpoBW, obecneynBatoT NMOMHOLEHHbIN
remoctas. AkTnBHocTb . XIII xopowo coxpaHseTcs npu -20
°C, B NnodnnmanpoBaHHbIX npenapatax 3a 3 Hegenu ero
aKTUBHOCTb cHxaeTcs Ha 30%. Tpombbl, obpasoBaBLLMECs B
npucytctammn g. X, nnanpytotcs odeHb MeanieHHo. CHKeHne
aktneHocTM . XIll nposiBnsieTcst oueHb ObICTPLIM pacnagom
KPOBSIHbIX CBEPTKOB. Mexay akTnsHocTbio . Xl v agresuven
1 arperauyme TpoMboOUMTOB CyLLECTBYEeT OQHOHaNpaBneHHas
3aBNCUMOCTb, @ UMEHHO CHUWXEHWEe WM NoBbILIEHWE
akTnBHocTn @.XIII conpoBoxgaeTca aHanorMyHomn
peakumMen co CTOpPOHbl TPOMBOLMTOB. Y nNaumeHToB C
TpomMB03IMBONNYECKNMU OCIIOXKHEHNAMU, aTEPOCKINEPO30M,
pPOAMNBHUL, MaUMEHTOB B MocrneonepaunoHHOM nepuoge,
nocrne BBeAEHWS agpeHanuHa, rmioKOKOPTUKONAOB,
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NUTyUTpUHa akTmBHocTb .XIlI noBbiweHa, a y GOnbHbIX
nyyeBow OonesHbl, Nnenkosamu, NMMGOMON, LMPPO3OM
neyeHun, ¢ ABC-cuHigpomom, ¢ aButammHosom C, y
nepeHecLUMX apeHanakToMuio, nocne npuemMa HenpsMbIxX
aHTuKoarynaHToB akTuBHoOCTb 4. XIII cHMXeHa.

dakTop Pnetyepa - NrasMeHHbIV NPEKanNKpenH —
rnukonpotenH, MM~118.000 [], cMHTe3npyeTcs B NeYeHu.
Mo penctemem . Xlla oH TpaHCcHOPMUPYETCS B KanSIMKPEWH,
KoTOpbI cnocobeTyeT akTuaummn d. X n . XI. AkTuBnpyet
@d. VIl n .1X, Tem cambiM OH CBA3bIBAET BHYTPEHHUI U
BHELWHNN NyTb akTuBauun aktopa X. Mpun geduunte
hakTopa dretyepa 3amennseTcs BpeMs CBEPTbIBaHWS,
Jaxe npu HopmarnbHoM ypoBHe . [-XIII.

dakTop Putukepanbga (Putwxepanbaa-dPnoxe) -
BbICOKOMOSEKYNSPHIN knHMHoreH (BMK) — ogHouenoyeyHbIn
nonunentng MM~128.000 [ pacLuennseTcs 40 KUHUHOB nog,
BMMSAHUEM NPOTeasbl - KANNMKPenHa . Y4acTByeT B KayecTse
KohepmeHTa BMecTe C MOHaMu LMHKa npu aktneaumm . XI.
B npouecce cepTtbiBaHusa kpoBu BMK He noTtpebnsetcs.
Ero akTMBHOCTb HE CHWXaeTcs Nop BNUSHWEM HenpsaMbIX
aHTukoarynsHToB. Hegocrtatok daktopa dutuxepansaa
0oGHapyXunBaeTcsi Cry4anHo, NOTOMY YTO Y 3TUX NauLHETOB
He GbIBaeT NPOSsIBNEHMI remopparm4eckoro avaresa.

dakTop Bunnebpanga (p.W.) - KpynHOMONEKYNSIPHbIN
komnoHeHT cakTopa VIII — rnmkonpotrenH MM~1500.000-
2000.000 [, cuHTesupyeTca B aHOOTENMOUUTaX, YacTb Ae-
noHupyetcs B Tenbuax Weibel-Palade, yacTb BblgenseTcs
B KpoBoTOK. KoHueHTpaunsa B Hopme cocTtasnseT 10 mkr/
mn. Yactb p.W u3 aHgoTenua nepemellaercs B cyb6aHao-
TENWn U coeamHSETCA TaM C KonnareHOBbIMU BOINOKHaMMm
1 MUKpOMOpUNnamMm, B KOTOPbIX HaXOAATCA LEHTPbI Ans
cBasbiBaHMsa d.W.

B kpoBu .W o6begunHsaeTcs ¢ KoarynsiuMoHHON
yacTtbto .V, obpasysi NOMHOLEHHbIN 2-MONEKYNAPHbIN
HekoBaneHTHbIN komnnekc — @.VIl+d.W. Komnnekc HeceT
B cebe rmaBHbIi aHTUreHHbIn Mapkep . VI, o6o3Havyaemblin
kak VIIIR:Ag (VIII:AN). OH Takke Ha3blBAETCS pUCTOLETUH-
kocbaktop (RiCoF). Komnnekc ¢.VIlI+d.W Heobxogmum ans
agreavv TpomboumnToB K cybaHaoTeNnnanbHbIM CTPYKTYPaM,
a VIMEHHO K KomnrareHOBbIM BOMNOKHaM 1 MUKpPOnOpunnam.
Bnaropgaps VIIIR:Ag obnervyaetcsa pacnnacTbiBaHue
TpOMOGOUUTOB.

M3BecTHO, 4TOo @,VII+p.W cTtumynupyet cuHTes
koarynsiumoHHoro komnoHeHTa (VIII:K). Pasnnyatot gga Tuna
cekpeLumn chakTopa: NoaaepKunBatoLLyto 1 BbicTpyto. BeicTpas
cekpeuus d.VIIl ocywectensietcs npu BoiceoboxaeHnn . W
n3 Teney Weibel-Palade. Tpurrepamu 6bicTpoi cekpeummn
ABNAOTCSA TPOMOWH, pnbpuH, nnasmuH, AP n megmatopsbl
BOCNarneHus - rmcTaMuiH, NeNKOTPUEHbBI, CYynepoKCUa-NOH,
3HAOTOKCUHbI, UHTEPNenKknH-1, hakTop HeKpo3a OMyxXonu.
OnutenbHas BbicoKas akTUBHOCTbL b.W xapakTepHa
ONs OCTPOro KOPOHapHOro CUMHAPOMA, Luppo3a MneveHu,
caxapHoro avaberta, 6epeMeHHOCTH, MocneonepaLnoHHOro
nepvopaa, oryxoneBoro npowecca, reMonMTUYeCKo aHEMUN.

Mpouecc cBepTbiBaHUS KpoBK M 0b6pasoBaHMA Tpomba
CyLLECTBEHHbIM 0OpasoM 3aBMCUT OT CBOWCTB COCYAMCTOMN
CTEHKM — €€ TPOMOOreHHOCTU 1 TPOMOOPE3NCTEHTHOCTM
(Tabn.4,5). QHOoTenu cocyaoB ABMAETCA MOAYNSITOPOM
B3aUMOLEWNCTBMSA KOMMOHEHTOB CUCTEMbl reMocTasa C
COCYyOMUCTOW CTEHKOW, HeobxooMmMoro Ans nogaepKaHus
reMoCTaTM4YecKoro noTeHumarna, KoTopblii B 3HaYUTENbHON
Mepe onpeaensieTcs TpoMbope3nCTEHTHOCTbIO COCYAOB.

Tabnuua 4. dakTopbl TPOMGOrEHHOCTU COCYANCTON CTEHKM

dakTopbl ekt
OHOOTENVH, CEPOTOHWH,

° BasokoHcTpukums
HerponenTtug V

BasokoHCTpuKTOpHI,

agresuns TpomboumToB
Agaresust TpombounToB
Agresus n pacnnacrtbiBaHve
TpoMGouuToB, hopMUpPOBaHNE
TpomBoreHHoro nceBao-
3HOOTENUS NPY NOBPEXOEHUN
CTEHKU COCy0B

Agaresuns TpoMboLNTOB.
Agresus u arperaums
TpomGoLuToB

AktnBaumsa @. VII,
HelTpanu3auus renapuHa
YyacTtue B cbopke hakTopoB
Koarynsuum

3amepnneHue nusnca Tpomba
CTumynaums npespaLleHms
npoTpombuHa B TPOMOUH

TrA, n PgF,,

dakTop hoH BunnebpaHpa

PUOPOHEKTMH

KonnareH n anactuH

dakTop akTMBauum
TpoMGoLuToB

TkaHeBoW chakTop

PeuenTopbl ¢. IXa n . Xa —.

WHrmbuTop TAMN —

OV + . Xa+ .l -

Tabnuua 5. ®akTopbl TPOMOOPE3UCTEHTHOCTU COCYAUCTON CTEHKM

ObdekTbl

Basogunartauus, yrHeTeHue
arperaumu TpomGounToB
YrHeTeHve arperaunm
TpomboLmnToB

dakTopbI

NO - okcua asota

Pgl, - npocTauuknmH

TkaHeBOW akTUBATOp

Jlnanc Tpomba.
nnasmMmHoreHa

[MpenaTcTBUE KOHTaKTy

dubpurHOBasi NneHka aHgoTenus ¢ TpomboumTamm

aHgoTenus 1 aKkTMBaLmmM hakTopos
CBepTbIBaHUS
AHTUTPOMGUH-I
(bunbpuH aHgoTenuansHon | MHakTnBaums dd.lla, Xa
NNeHkn)
Cas3blBaHMe TpoMOUHa,
TpombomoaynuH CTUMYNALMUS BbICBOBOXAEHUS

TAMN

MpoTtenHbl C n

S+TpoMBOMOBYTMH WHaktueauma dpd.Va, Vllla

WHaktueauma dd.lla,.Xlla,Xla,

lenapuH, renapuH-+AT |1 Xa,IXa.

[enapuHoBbIN KOodhakTop
Il akTUBK-pyeTCA Ha
QHAOTENUN renapuHoOM —

YrHeTHeHne dd.lla,Xa

Tabnuua 6. Buonoruyecku akTUBHbIE BelllecTBa, obecnevnsaiolLme
(pYHKLMOHASIbHYIO aKTUBHOCTb 3HAOTENMS

DyHKUMN dakTopbl

NO, PGl , TAMN, skto-Alda3a,
TpoMOOMOAYMNVH, aHHEKCUH-II

Tpom60ope3nCTEHTHOCTD
COCYLMCTOMN CTEHKU

UTAM-1, nTAN-2, .
BunnebpaHga, ¢.llI

TpomboreHHOCTb
COCYAMCTOWN CTEHKM

P-cenektuH, E-cenektuH, ICAM-
1 VCAM-1 n gpyrve monekynbl
apresun

Perynauma agresum
NenkounToB

NO, EDHF, PGl , sHaoTenuH-I,

Perynsauusa ToHyca cocygos AT-l, A2  aip 2

Perynauus pocta cocygoB | VEGF, aHrmoctatuHbl
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