CamapcKkun rocyaapCTBeHHbIN
MegULUMNHCKUN YHUBEPCUTET
Kadenpa HopmMmanbHOU donU3nosrorum

FT’EMOCTAS.
PYIIbl KPOBM.




emocTas

o Haemo - KpoBb

o Stasis — npebbiBaHMe B NOCTOAHCTBE

o F'eMocTra3 — COBOKYMHOCTb
MexXaHn3MoB, obecneynBatoLmnXx
nogaepxXxaHue KpoBu B XUAKOM
COCTOSIHUM B npegesiax cocyancroro
pycna




PYHKLUUN MeXaHU3MOB
reMocTtasa

o loanep>XmnBarT XNAKOEe COCTOAHMUE
KpOBU

o OrpaHM4YMBalOT MEeCTOHaxoXaeHune
KPOBWU B COCYAUCTOM pycne

o [MpenaTcTBYIOT KpoBonoTepe npu
noBpexaeHmnm cocyaa




HopmanbHoe (pyHKUMOHUpPOBaHUE
MeXaHU3MOB remMocTasa onpeaensaioT:

o DHAOTEeN NN

o TpoMboUUTDI

o CBepTbiBaloWaa cucremMa KpoBu
o Cucrema punbpunHonmnsa

o [lpoTnBoCBeEpTbIBaOLWME
MeXaHWU3Mbl




Cuctembl remocTa3sa

|

- /.‘\




HopmarnbHbIN remocTas:
COCTOsIHUEe paBHOBecCuUs

NMoapnep)xaHne KpoBU B XXUAKOM COCTOSSHUM B
npeaenax cocyaumcroro pycna

- MpoTBOCBEPTHIBaOLLAS - CBepTbiBatoLLas]
cucremMa (aHTUKOArynaHTbl) CMCTEMa KpoBM

- Cuctema pubpUHONM3a - TpoMbouunTb|




Oucb6anaHc (1)

KpoBoTeueHue

- CBepTbiBakOLLAS
cucremMa KpoBwm

- [lpoTnBOCBEpThLIBaAtOLLAdA
cucteMa (aHTUKOAryngaHTbl)

- Cuctema pubpUHONM3a - TpoMbouunTb|



OucbanaHc (2)

Tpom6o3

CeepTbiBawoLad
cucrteMa KpoBu

[fpoTMBOCBEPTHLIBAKOLLAA
cucteMa (aHTUKOAryngaHTbl)

Cucrtema bmnbprHonnsa TpombounTbl



[emocTa3 B y3KOM CMbICIe

B y3KOM CMbIC/e noj reMocta3som
MOHNMAIOT cBepTbiBaHNe KpoBH

(stasis - 0CTaHOBKaA)



[[emocTa3s: ucropus Bonpoca

Johannes Peter Miiller
1801 -1858

Hemeuknn dpunsmnonor

Onucan pnbpnH — OCHOBHOE
BelecTso Tpomba

N3BecTeH cBOMMU paboTamu B
o61acTu CeHCOpHOW Pn3MoIormn
(3akoH Miwonnepa: owyuieHume
3aBUCUT He OT NpuUpoAabl
pasgpaxutens, a oT
BO36yXXAaeMblX peLenTtopoB
[CEHCOPHOW CUCTEMDI])



[[emocTa3s: ucropus Bonpoca

Rudolph Ludwig Karl
Virchow
1821 -1902

Hemeuknn Bpay, aHTpOMosior,
naTtoJsior

ABTOpP K/1€TOYHOWN TEOPUN:
omnis cellula e cellula

[lan Ha3BaHue ¢pmbpmuHOreHy -
PACcTBOPUMOMY MNpeallecTBEHHUKY
bnbpunHa, KoTopbIN 6blIN
XUMUYECKU BblaeneH [lpocnepom
[NeHn (Prosper Sylvain Denis,
1799-1863).



[[emocTa3s: ucropus Bonpoca

Alexander Schmidt
1831 -1894

Poaounnca Ha Tepputopuu
COBpPEMEHHON DCTOHUKU, paboTan
B [epMaHumn

[TpeanonoXun, 4To NpeBpalleHne
dunbpuHoreHa B pmnbpnH — 3T0
depMeHTaTUBHbLIN Npouecc

Ha3Ban rmnorteTnyeckunm
depMeHT TPOMO6MHOM



[[emocTa3s: ucropus Bonpoca

5 .-‘k": | “g{# e
Giulio Bizzozero
1846 -1901

NTanbaHCKUIN Bpay n
nccnepoBartesb

Onucan pyHKUMUM TpoMbOLUMNTOB B
npouecce obpaszoBaHus
KPOBSAHOI0O Crycrtka

N3BeCcTeH KaK MCTUHHbIN
NepBOOTKpPbIBATE b
Helicobacter pylori -
BO3byauTensa s3BeHHOU 6o0n1e3Hu



[emocTa3: uctopusa Bonpoca

o Nicolas Maurice Arthus B 1890 r. yctaHoBwun,
4TO AJ19 npouecca cBepTbiBaHUS KPOBU
HeobxoanmMbl MoHblI Ca?*t

o Paul Morawitz B 1905 r. o6beamHun
nMerLwmecs gaHHble:

TpoMbuH obpasyeTcs Npu y4yacTum TKAHEBOIO
dakTopa: TpoMbonnacTnH BbiICBObOXAAETCSA U3
NOBpEXAEHHbIX TKAHEN M NpKU yyacTum noHos Ca?t
obpa3yeT TpOMOUH

TpoMbuH npeBpawaer pnbpunHoreH B pnbpmH



CucTtemMmbl remocrTa3sa

CBepTbiBamwoLjass CUCTEMa KPOBM!:
MexaHW3Mbl, NpensaTcTByoLyme
KpoBornorepe



MexaHusmbl
CBepTbiBaHUA KPOBW

AKTMBayUnsa MexaHmn3MoB
CBepTbiBaHNs nNpomucxognT rnpum
noBpe>xxgeHnun LeJIOCTHOCTH
COCyANCTON CTEHKH



MexaHu3mMbl
CBepTbiBaHUA KPOBW

AKkTnBaumna 6enkos
CcBepTbiBaloLWlen
CUCTEeMbl KPpOBM

Cocyancro-tpombébouuTapHbIN KoarynsiuMOHHbIN
(nepBUYHbLIN) reMmocras (BTOpMYHbIN) remocras

O6a mexaHn3Ma MHNLIMUPYIOTCA O4HOBPEMEHHO,
npoTeKaroT rnapasiesibHO U TECHO B3aNMOgeHCTBYIOT



COCYAUCTO-
TPOMBOLIUTAPHbLIN TEMOCTA3
(MEPBUYHbLIN TEMOCTAS3)



CocyaucTo-
TPpOMOOLIMTAapPHbLIU reMmocTas

o Peakumna cocynoB Ha noBpexaeHue
COCYANCTON CTEHKMU

o Peakuynsa tpombouUnTOB Ha
noBpexaeHme cocyamncTton CTeHKMU



Peakuus cocynoB Ha noBpexaeHue
COCYyANCTOWN CTEHKMU:

Cna3M cocyaa Bblle MeCTa NoBpeXAaeHna u
LUYHTUPOBaHME KPOBW:

[lepBUYHbIN cna3M (TpaBMaTU4YeCKUM,
pedIeEKTOPHbIN CNa3M)

BTOpUYHbLIN Cna3M — 3a CYET BblaeneHuns
BAa30KOHCTPUKTOPOB U3 aKTUBUPOBAHHbIX
TpoMbouunutoB (TpoMbokcaH A2)



Peakunsa TpoMboLMTOB Ha
noBpexaneHne cocyamncTon CTEHKMU

o lNpukpenneHne K MecTty gedeKkTa
cocyna (agresuns)

o AKTuBayumsi TpoMbouUNTOB

o CknemBaHume TpoMbOUUTOB MeXAy
cobown (arperayms)

NTor — o6pa3oBaHmne TpomMbounTapHOU
npobkun (6esbin Tpom6)



CtpoeHue n ceoncrea TpoMobounTOB

o 150-300 x 10°/n

o KpoBdaHble NNacTUHKKU, HET a4pa, He
nenarca

o CokpaTtuTtesbHble PUsiaMeHThbl:
AKTUH
MWMO3UH
TpoMmboCTEeHUH

o MutoxoHApUnN U bepMeHTHbIE
CUCTEeMbI, cuHTe3sunpyrouwme ATO, AJO




CtpoeHue n ceoncrea TpoMobounTOB

o Anb®a-rpaHynol:
dakTopbl cBepTbiBaHUA (pmnbpuHoreH, V, VIII)

«Knesuwune Bewectsa» (pnO6pOHEKTUH,
TpoMbocnoHAUH, dakTop BunnebpaHaa)

daKkTopbl poCTa

O DNEKTPOHHOMJIOTHbIE rpaHybl:
ATO, AlD, cepOTOHUH
NoHbl Ca?t

o JIN30COMBlI:

[[enapaTnHasa
Kucnbele rmgpanasbl




ObpasoBaHue TpoMboLNTOB

Perynauuns tpoMbounTonossa
- TOPMOH TPOMOBOMOSTHUH —
® rreyeHb (renaToumnTbl U [emonoaTuyeckas
SHAO0TEN TN CVIHYCOVI,D,OB) CTBOJ10BasA KrieTka I'IpomeraKapMouMT

® oYKy (KIeTKun
NPOKCUMANbHOIro0 N3BUTOIO
KaHanbua)

® rnonepe4yHomnoJsiocaras
MyCKynarTypa

® KJIETKN CTPOMDbI

Tpombouut



[ToyeMy TPOMOOLUNTBLI HE NMPUKPENSAIOTCA
K KrleTKamMm HenoBpeXaeHHoro aHaorenua?

o B meMbpaHe sHpoTENNA NMPUCYTCTBYET
MUKOKaANNUKC, K KOTOPOMY Yy TPOMBOLIMTOB
HEeT peLenTopoB

o HenoBpexaeHHbIN 3HAOTENNN BblaensaeT
dakTopbl, NPenATCTBYOLWME aKTMBAL NN
TpoMbOoUUNTOB

[pocTaumknnH (npocTtarnaHavH 1)

MoHookcug a3ota (NO)

®epmeHT, yaanawowmnn AAO (dakTop arperauun)
[enapuH (KOCBEHHO TOPMO3UT arperaumto)




Peakuusa TpomMboLUNTOB Ha
noBpexaeHne cocyaucToun cteHku (1, 2)

1. [loBpexaeHune cocyaa [ obHaxeHue
KoJsinareHa

1.  TpoMbouWuTbl HaNMNAtOT Ha OBHaXEHHbIN
KonnareH (agre3usi) nocpeaCTBOM
dakTopa BunnebpaHaga, KOTOPbIN:

O6pa3yeT MOCTUKKN MexAay TpoMbounTamMun u
KoJislareHom

Bblaenaercsa n3 aHaoTennsa u MEeraKapmoumnToB



Apre3nsa TpoMOOUNTOB: POrb
dakTopa BunnebpaHpa

Aaresuns

Q \z Tok KpoBu

/

GP Ib-IX-V
RO\

o VWF \\\\\\\
\\\\\\\\\\\\ \\\\\\\\\\\\\\\\ \\\

- hakTop ¢hoH BunnebpaHpa

D. Simon et al., Haemophylia (2008), 14, 1240-1249



Peakuunsa TpoMboLMNTOB Ha
noBpexaneHne cocyancTon CteHku (3)

3. B pe3ynbTaTe aare3vin NpoucxoauT
aKTuBaLunsa TPOMOOLUTOB:

TpoMbounTbl BblAenatoT bMonornyecku
AKTUBHbIE BellecTBa

nMes n3HadasabHO POpPMY MJIOCKUX ANUCKOB,
TPOMOOUMNTBI CTAHOBATCH OKPYI/1bIMU U
BbIMYCKAlOT NCeBAOMOANN

peopraHmnsaumda membpaHbl TPOM6OLNTOB



UameHeHune cpopmMbl TPpOMOOLUTOB

HeakTuBupoBaHHbIN AKTUBUPOBaHHbIN
TpoMbouunt TpoM6ouunT



UameHeHune cpopmMbl TPpOMOOLUTOB

JNlenkoumT

1“‘\ -
¢ A
“atr

dpUTpoumT

e

TpoMbouuT




AKTnBauuma TpomoouunToB

AKTuBauus

Havano cekpeuun
W peopraHusaumm
MembpaHbi;

- n3MmeHeHue opmbl

GP VI

D. Simon et al., Haemophylia (2008), 14, 1240-1249




Peakunsa TpoMboLMNTOB Ha
noBpexaeHne cocyaucTon cTteHku (4)

4. B xopme akTuBauuun B meMbpaHe
TpoMbounTOB MOSABASAETCSH 0CObbIn
6enKoBbIN KOMMIEKC, KOTOPbIN
CBA3bIBAET «KNesumne Bellecrsa»

dnbpunHoreH
N6 pOHEKTUH
TpoMbocnoHAWH

B pe3ynbTate TpoMO6OLUUTLI CKIIEeNBAOTCH
aApyr c Apyrom (arperayuvsi) B
NPUCYTCTBUUN PaAKTOPOB arperauunm




Arperauua TpoMoounToB
Arperauus

VWEF - chakTtop hoH BunnebpaHaa
oypP3 - peuentop, o6ecneunsatowwmii arperauuio; obpasyercs
B pe3ynbrare peopraHusauum membpaxbl TpombouUTOB

D. Simon et al., Haemophylia (2008), 14, 1240-1249



BelwecTBa, BbigensoLwimecs m3
aKTUBUPOBAHHbLIX TPOMOOLMUTOB:

0 Ba30OKOHCTPUKTOPBbI
TpombokcaH A2
CepOoTOHUH
o PaKToOpbI CBeprlBafOll.leﬁ CNCTEMbI KpoOoBH
dunbpunHoreH
®akTopsbl V, VII
o PaKTopbl, CMNOCO6CTBYOLUNE aKTUBaLUN m1
noaggep>xmBaroLgne agreamnrio n arperaymro
TpOMOOLMNTOB
dakTop BunnebpaHpa
AOD
“TPOMOOKCaH A2

dunbpunHoreH
OnbpoHEKTUH, TpPOMBOCNOHANH

o @aKTopbl pOCTa, CTUMyNUpyoLmne nponndepauuio
aHA0TENna n Gnbpobnacros




Arperaumsa TpomMoboLUNTOB B
npoobupke

[Mna3ma kposu, 6oratas
TpoMbouuntamun (cnesa),
MYTHas XWAKOCTb

MNpn nobasneHnn AAP
NponCcxXoaunT arperayus
TpoMboLUUTOB C
obpa3oBaHMEM XJIOMbEB




B ntore TpombountTapHon peakumm
obpa3yeTca TpoMbouUuTapHaa npoobkKa

(6benbin Tpomb):

B pe3ynbTaTe CoKpalweHUss akTOMMO3UHOBbIX KOMMOHEHTOB
TpoMbounToB TpoMbouuTapHasa npobka ynnoTHseTcsa (peTpakuus)



Perynsauna obpa3soBaHus
TPOMOOLMTAPHON NPOOKMU:

daKTopbl, YCUNIMBaOLWMe arperauuio:
ALD (TpomMbouunThl)

<_TpombokcaH A2 (TpoMbouunTbID>
TpoMOVH W @WOPWH — AefaloT arperaumnio HeobpaTumMoil

1. dakTopbl, ocnabnsawowme aare3mio m
arperaumio:
MpocTtaunknuH I, (3HAOTENNN)
MoHookcug a3zota (NO) (3RAO0TEeNnnn, aaBeHTULUSA)




CBA3b C KINTMHUKOMN:
acnMpUH-Kapauo KakK aHTuarperaHt

o TXAZ2 CUHTe3unpyeTca u3
apaxmnaoHOBOW KUCNOThI

o OO4HUM U3 PepMeHTOB AJ19 CUMHTEe3a
ABISeTCa uMknookcureHasa (LOTIN)

o ACMUPUH B MasibiX KOHLEHTpaUunax
(kapauno) é6nokunpyet LOI

o lNpodunnaktnka TpomboopasoBaHuUs
Nnpun MHMapKTe MMokapaa




Cocyaucrto-tpomoounTapHbIN
remocTta3s: pe3iome

NMoBpeXxxaeHue cocyna
v nepBuYHas

O6Ha>xeHue KoJiJlareHa

AAFEBMHYPOMGOLIMTOB
(dbakTop BunnebpanHpa) Ba30KOHCTPpUKUMA

\/

AKTUBauua TpOM6GOLIMTOB:

- n3aMeHeHue (popMbl
BTOpPUYHas
cekpeuus

- peopraHm3saunsa meMmbpaHbl

\

Arperauuns TpoméboumnToB -
6enbin TpoM6



[MaTonorna TpomoOoOLUTOB —
KPOBOTEYEHUA U3 KOXU N CITU3UCTLIX:

HepoctaToyHoOe KOSIMYECTBO TPOMOBOUUTOB —
MeHee 50x10°/n (TpoMboneHuns)

NedekT membpaHbl TPOMOOUMTOB, B pe3ysbTaTe
KOTOpPOro TpoMbouUmnTbl HE MOTYT NPUAMNATb K
KonnareHy (HapyweHa aaresmgd) — CMHAPOM
bepHxapaa-Coynbe

NedekT MmeMbpaHbl TpOM6OLUUTOB, B pe3ynbTaTe
KOTOPOro TpoMboumnTbl HE MOryT CK/1IENBATbLCH
Mexay cobon (HapyweHune arperaumm) —
TpoMbacTteHusa [NaH3MaHa



TpombounTOoneHn4vyeckasa nypnypa




O0630p naTonorum TpomMoOOLUTOB

Most Common Inherited Platelet Defects
Glanzmann

Thrombasthenia \

lIbllla

Bernard-Soulier Syndrome

Altered response to Altered
agonists: ADP, TXA2, collagen
Epinepr_mrine, etc. ~~ binding
Temeesags .
Q @ ‘ ScottSyndrome
a-granule Defects — e Dense Granule Defects
-Gray Platelet Syndrome -Hermansky-Pudlak Syndrome
-Quebec Platelet Syndrome -Chediak-Higashi Syndrome
-a-SPD toskeletal Defects -Griscelli Syndrome
-a,5-SPD Oy 5 . -5-SPD
-Wiskott-Aldrich Syndrome
-MYH9 and associated

giantplatelet disorders

D. Simon et al., Haemophylia (2008), 14, 1240-1249



UccnepoBaHuUAa cocyancTo-
TpoOMOOLUMTApPHOro 3BeHa remocrasa

OrlpeueneHme PE3NCTEHTHOCTN MUKPOCOCYAOB

ICYET KonnyecTBa TpOM6OHMT6I?D
pUdeprnyecKkon KpoBu

ONEeKTPOHHO-MMNKPOCKOMMNYECKOE
nccrnegoBaHme TpomoboLnToB

ccnegoBaHne aare3amBHbIX CBOUCTB
TPOMOOLINTOB

ilccnenoBaHue arperauMOHHOU OYHKUUMK
TPOMOOLNTOB

Onpenenenne gpaktopa BunnebpaHaa B
nrnasme

Onpepnenenue Il dakTopa TpomboumTOB




N3meHeHUe copepxaHus
TPOMOOLMTOB B KPOBU

JcceHumanbHas TpomoounTeMms

IpUTpemMuns

MerakapunouuTapHbIn NENKO3

Mwuernonenkos n mmenodpnbpo3s

OcTpbin peBMaTmn3m

Tybepkynes

3aboneBaHUst NeYeHn

CocTosHMe nocre CrnneH3KTOMUN

[Tocne onepaTuBHbLIX BMeLLATENbLCTB (B TeYeHne 2 Hep)
XpoHundeckmnn [BC-cuHOpom

[Tocrie nepeHeceHHOro OCTPOro KPOBOTEYEHUS
OcTpbIv remonus

I e e



N3meHeHUe copepxaHus
TPOMOOLMTOB B KPOBU

O O O &8

lononnactuyeckasi runonfasusa remornoasa
BupycHble nHgekumn

NHTOKCMKauumM (XMMuno- 1 nydeBasi Tepanus,
3aborneBaHNs NeYvyeHn)

OcTtpbinn JBC-cuHapom

OcTpbIn NeEnKos, MmuenogmcniactTnieckne CUHAPOMbI,
MeTacTa3bl B KOCTHbIV MO3r

HapyweHune obpasoBaHua B OpraHm3me
TPOMOOLMTONOSTMHA

MeranobnacTHble aHeEMUK

Jknamncua un npeaknamncus, HELLP-cnHgpom
JQKCTpakopnoparibHoe KpoBoObpaLleHne
MMmmyHHBbIE dpopmbl natonorum (CKB, A®C)



[MpenapaTtbl TPOMOOLMTOB

TpombouutapHas
Macca




U3bunpatenbHbIN 3a00p
TPOMOOLMTOB U3 KPOBU




[locTaToO4yHO NN TPpOMOOLUTaAPHOMU
NpooKu ansa 3akpbiTua gedekra cocypa?

o TpoMbouuTapHbIN arperaTt He SABJISIeTCcs
CcTabunbHbIM 06pa3oBaHneEM

o Onga HeobpaTuMoun arperaumm
TPOMBOLUTOB M NPOYHOr0 3aKpbITUS
AedekTta paHbl HeobxoanMbl TPOMOBUH K
dnbpuH

o TpOMOUH N ONGPUH — NPOAYKTHI
aKTUBaUUWN KoaryasiUuMoOHHOro
reMocrasa




KOAIYNALUMOHHbLIA TEMOCTAS3
(BTOPUYHbIN FTEMOCTAS3,
COBCTBEHHO N'EMOCTA3)



KoarynaumMoHHbIN reMmocTas:

o KackaaHasa peakunsa aktmBaunm
(aKToOpOB CBEPTbIBAOLWEN CUCTEMDI
KPOBW B OTBET Ha NoBpexaeHue
COCYANCTON CTEHKMU

o KoHeYHbln ntor — obpasoBaHmne HUTEN
PpunbpuHa n pbpmnHoBoro Tpomba
(KpacHbl TpoMb6)

o Uenb — ykpenntb TpoMb6OLUTAPHYIO
npobky




[TpHUMN KacKaaa

NMoBpeXxxaeHue cocyaa

Y

KOHTaKT KpoBM C cybaHaoTEenuem

HeakTUBHbIN i’ AKTUBHbIN (pepMeHT
6enok nnasmbl
HeakTuBHbIN i’ AKTUBHbIN c(bepMeHT
6esnok nnasMmbl
HeakTuBHbIN i’ AKTUBHbIN (pepMeHT

6enok nnaasMmbli

- N T.4.



[lyTn akTuBauun
KoarynsauMoHHOro reMmocTta3sa:

© BHeWwHMM NyTb:

KOHTaKT KpOBM C TKaHEBbIM (PaKTOPOM —
TPOM6BOMN/1aCTUHOM

JlnnonpoTena, KOMMNOHEHT MeMbpaH

B ocobeHHO 60/1bWLION KONMUYECTBE NPUCYTCTBYET B
Nerknx, roNoOBHOM Mo3re

TpombonnactuH akTueupyet pakTop VII

o BHYTpPEHHMM NyTb:
KOHTaKT KpOBM C KonnareHoM (B NpuCyTCTBUM
KUHMHOIeHa U KanjinkpenHa)

AkTmneumnpyetca dgakrtop XII



BHYTPEHHUMX NYTb BHEWHUN NYTb

MoepexaeHue cocyaa MoepexpaeHue cocyaa

ObHaxeHue konnareHa

KOHTaKT ¢ KneTtkamm

cybaHgoTenus
KoHTakTHan
aKTuBauusa TkaneBo# chakTop
?"J'fi‘-]
Xl =t Xlla J
l VI
Xl =——— Xla
Bce sTanbl ! |
OCYLLEeCTBJIAIOTCA % a— =i XX TpoM6ouuUTDI
npu o6sizaresibHOM VIl s Vil (T MPOREHHLIE y4acTtByHoT B
ydyactum moHoB Ca?t oM Koarynsauumm
—
O6pasoBaBLIMNCA
TPOMOUH akTUBUpYyeT
Kackaa Koarynauuvm
(«+>» obpaTHana cBf3b)
MpoTrpom6uH TpombuH
J




Kakou nyTb aktuBauum obicTpee?

o BHYTpeHHWN U BHELWHWUN NYTU:
paboTatoT napannenbHo

HauMHasa Cc akTuBaumm X paktTopa, «CcnmBatoTCca»

o TpoMbonnacTuH 3HAYUTENBHO YCKOpSEeT
CBEpPTbIBAHMNE KPOBU, MOCKOSIbKY B €ro

NPUCYTCTBUM KacKagHasa peakumd MUHYeT
psaa cTaanu



[loyeMy KpOBbL CBepTbLIBaeTCA B
npooupke?

o BHyTpeHHWUM nyTb (B OTCYTCTBUE
TpoMbonnacTtuHa)

o CTeKJI0 urpaet posib KonsiareHa
(KOHTaKTHad akTuBauus)

o CMNNKOHOBOE NOKpbITUE

NMPpeEnATCTBYET CBEPTbIBAHUIO KPOBU
B TEH4EHNE AO0JITOIro BpEMEHU




JTanbl obpa3zoBaHusA
domdbpmnHoBOro Tpomoba:

O6pa3oBaHMe akKTUBHOW NMPOTPOMbOKMHA3bI
(BHELWHWUN N BHYTPEHHUN NMYTU aKTUBaLUWN)

O6pa3oBaHue akKTMBHOIro TpoMbuHa
O6pa3oBaHune pnbpmnHa-MmoHoMepa
[Monnmepunsaumnsa dunbpumnHa

PeTpakuunsa dunbpmnHoBoro tpomba (3a cuer
aKTOMUO3UNHOBbIX KOMMIEKCOB TPOMOOLNTOB)



JTanbl 0OpasoBaHuUNA
domdbpmnHoBOro Tpomoba:

BHYyTpeHHUMN +Ca2*t

nyTb

BHeWHNN NyTb

AKTMBHasa npotpomMbuHaza | I.

MpoTpoMbUH

+Ca?t
TpoMbuH II.
+Ca?t
OunbpuHoreH OnbpnH-MOHOMEpP
XIII XIIIa —4

CtabunbHbI PNOPUH-NOANMEDP

I1I.

IV.



UTor KoarynaumMoHHOro remocrasa —
obpa3oBaHue HUTen hndpuHa

A\
“ \//
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O6pa3oBaHue HUTen pmnbpuHa in vitro

E.A. Ryan et al., Biophysical Journal (1999), 77, 2813-2826



B HuTAX cbndpunHa 3aaepxxnBaroTcs
cbopmMeHHbIe 3fIeMeHTbI: KPpaCHbIN TPOMO

Hutn pmnbpuHa
yKpennswT
TPpOMBOLUUTAPHYIO
Nnpobky




[TaTonoruna ceepTbiBalOLLEN
CUCTeMbl - reMmohmnnum:

o HepoctaTtok VIII cdbakTopa — remopunua A
(peueccuBHada Mytaumsa B X-XpoMocoMme)

o Hepocrtatok IX ¢pakTtopa — remocpununa B
(peueccuBHada Mytaumsa B X-XpoMocoMme)

o lMposiBneHnsa reMopunum:
O6unbHble KpOBOM3NMUAHNA (reMaTOMbl)

[MpoAoIXUTENBbHbIE KPOBOTEYEHUSA NPU TPaBMax U
onepauunsx

KpoBoTeueHUss B CycTaBbl (reMapTpoO3bl)

o JleueHue remochunnmn — BBegeHMne NnoJsiyuyeHHoOro m3
naasmbl WIN pekoMbmHaHTHoOro pakropa
CBepTbiBaHUSA KPOBM



UccnepoBaHue kKoarynsayunoHHOro
remocTta3sa

NMpoTpombuHOBOE Bpems
MTU — nporpombuHoBbLIN MHAEKC

MHO - mexayHapoaHoe Hopmanu3oBaHHOE
OTHOLLEeHue

AKTUBHOCTb NpPOTpOMOMHA No KBUKY

e AYTB - akTuBupoBaHHOe YacTU4HOEe
TpombonsniacTMHOBOE BpeMs

e B - TpomBGUHOBOE Bpems
e ®OpUHOreH




UccnepoBaHue KoarynsauyuoHHOro
remocTasa

[lna3ma KpoBuM nocne
nobaBneHns TKaHEBOrro
dakTopa (TpoMbonnacTtuHa)
obpasyeT reneobpasHyto

CTPYKTYPY
(npoTrpoMmbuHOBOE BpemMn)




UccnepoBaHue kKoarynsayunoHHOro
remocTta3sa

[1B

AN IO
T - R 100%

[1B nauuneHTa



Ponb ButamuHa K B npouecce
CBepTbiBaHUA KPOBU

o He aBnaeTcsa npaAMbIM YYaCTHUKOM
npoLecca Koarynsaumm

o HeobxoanMm ana cnmHTesa 4yeTblipex
(paKTOpPOB CBEPTbIBAHUS KPOBW:
I1
VII
IX
X




Ponb ne4yeHu B cBepTbIBaHUU KpOoBW/

MeyeHb
O6pasosaHue CuHTe3 hakTopoB
COoneu Xen4yHbix CBEpTbIBAOLEN
Kucnot cucTembl
| ifs
Y naumeHToB C
J\/L MAaTONOMMEN NneyeHu
G
Ku‘éﬂ‘;:‘:')‘:e';‘j’; 4aCTO pa3BUBAETCHAH
l KPOBOTOYMBOCTb
P
KKT NMouemy?
BcacbiBaHue
BuTamuHa K
M
dakTopsbl
Butamun K ) |cBepTbiBaHNA
B KpOBU B KPOBYU




CucTtemMmbl remocrTa3sa

lIpornBocBepTbiBarOoLjasi CUCTEMA
KpoOBM: nogaep)<kaHne KpoBu B
XKNQKOM COCTOSIHUMN



PaKkTopbl, NpenAaTcTBYyHOLWMNE
CBepTbiBaHUIO KPOBM

o ®aKTopbl, NPeENATCTBYOLLME
aKTUBaUUM N arperauunm
TpoMbounuToB (aHTHMarperaHThbl):

NO (aHpoTenmn)
MpocTtaunknuH I, (aHA0TENUN)

o ®aKTopbl, NPenaATCTBYOLLME
Koarynaumn (aHTnkoarysisiHTbl)



BewecTBa, TOpMO3dLime Koarynsauuio
(QaHTUKOarynsiHTbl):

o TMnasMeHHble MHrMbuTopbl NnpoTeas -
MHAKTUBUPYIOT aKTUBUPOBaHHbIEe (pepMEeHTbI
CBepTbiBalOLWlen CUCTEeMbl KPOBM:

Cl-nHrnbutop (MHaAKTUBUPYET HayaslbHbIN Kackag)
AHTUTPOMOUH III (MHakTMBUpPYeT TPOMOUH, IXa, Xa)
Anb®a2-rnobynuH (MHaKTMBMpyeT TPOMOUH)
[enapuH (KodakTop ans aHTuTpombuHa III)

o MexaHu3M, MHAYUMpPYEMbIN TPOMOBUHOM:
akTuBauuna 6enkos C n S (aHpoTtenun) -
MHakKTUBUpPYT Va n VIIla dpakTopbl CBepTbiBalOLLLEN
CUCTEMBbI

0 AKTUBHOCTb TPOMOGMHA CHM)KaeETCH npu
aacop6bummn ero Ha HUTAX pmbpmHa



Ponb TpOMOMHA B TOPMOXXEHUM
Koarynsiuum

PeuenTtop -
TpoMboMmoaynuH

benok C

AKTMBMpOBaHHbIN 6enok C
benok S

\

NHrnbunposaHmne daktopos VIlIa, Va

O6pa3oBaBwMinca TPOoM6MH MHriMbMupyerT Kackapn
kKoarynauum («-» obpaTtHana CBA3b)



TPOMOUH — aKTUBATOP U UHIMOUTOP
Koarynsauumm

o AKTMBATOp Koaryndauumn.:
O6pa3oBaHune pubpunHa
AkTnBaunsa dakrtopos XI, VII, V, XII
AKTMBauUmMsa TpoMboLNTOB

o NHrmbutop koarynauun:

Yepe3 TpoMbOMOAYINH aKTUBUPYET
6enok C L nHaktuBauua VIIIla m Va




HopmManbHbIN 3HOOTENNN
npenAaATCTBYeT CBepPThbIBaHNIO KPOBM

bapbep Mexay KpoBbio U
cybaHpoTennem

NO, npoctaunknuH I, L1 HeT aaresvn u
aKTMnBaLMn TpOM60LI,l/ITOB

o CUHTE3 aHTUKOoarynsaHToB (MHIIMOUTOP
TKAQHEBOro NyTU aKTUBALWUU, FENAPUH)

o CBsa3blBaHWe TpoMbuHa yepes
TpoMbonnacTtnH n akTuBauus
aHTUKOArynsiHTHbIX 6enkoB C n S

o TKaHEeBOW aKTUBATOpP MN/1a3MUHOIeHa




UccneaoBaHue
aHTUKoarynsaumoHHON CUCTEMbI

o AHTUTPpOMOWUH III
o poTtenH C
o [1poTenH S




CucTtemMmbl remocrTa3sa

O6pa3oBaHHbIN (pM6PHUH CHOBa
MoO>KeT O6bITb pacTBOPEH:
cucrema ¢pmbpmnHon3sa



Cuctema cbnbpmHonusa

o OCHOBHOMN KOMMOHEHT PpUnbpMHOIN3a -
nJja3MuH, KOTOPbIN pa3pyLlaerT:

OunbpunH
dunbpunHoreH

dakTopsbl V, VII, IX, XI, XII
(aHTUKOArynssHTHOE AeNCTBUE)

o B KpoBM NpUCYTCTBYET B HEAKTUBHOWM

C

hOopMe —B BUAE NJIa3MUHOreHa



Cuctema cbnbpmHonusa

AKTBaTOpbI
nJia3sMmMHoOreHa

MnasMuHoOreH i’ MnasMuH

_ PacTBOpuMble
cdparMeHTbI

¢unbpuHa




AKTnBaTopbl cuctembl pnbpUHONUn3a:

NMnasMuMHoOreH
BHyTpeHHue BHewWwHue
(KpoBb):
e TKAQHEBbIE
o pakTop XlIla NMnasMuH dakTopbl
(XaremaHa)

C CoaepxxaTtcsa NnpakTUYeCcKn BO BCEX TKAHAX
(3HpOTEeNnnn), 3a UCKIOYEeHMEM Nna

e BbibpacbIiBalOTCSA B KPpOBb Npu TpaBMe,
cTpecce, TSXenon MGU3anyeckKkom Harpyske
K(KaTEXOJ'IaMVIHbI)




UHrimbuTtopbl cuctembl hubpuHONU3a:

NMNnasMuHoOreH
AKT Pbl
n a
Nn UH AHTMaKTMUBaATOPbI -
61OoKNpYIOT Aencremne
AHTUMAE3MUHOFEHb] - aKTMBATOpPOB NJa3MUHA:
6NOKUPYIOT AEeNCTBUE
NHasMUHA: ® 3NCUNOH-aMUHO-

KarnpoHoBasa KMCJ10Ta

e TpOMbBOLMUTHI
e afiba2-aHTUNNA3MUNH
Nnaa3Mbl KpOBU



MccnepoBaHue cuctemMbl
domnbpmHonunsa

o D-anmep
(NpoAyKT Aerpagaunn pmnbpunHa)
o NnasMmnHoreH




[ pynnbl KpOBW

Cucrema ABO
Cuncrema pesyc



HoGeneBckas npemus B o6nacTu
cbusuonomu n vegmumHbl 1930 r.

&y

Kapn J'IaH,qUJTeMHep
(Karl Landsteiner )

«3a OTKpbITUE rpynn KpoBu»



‘pynnbl KpoBUu cuctemol AB0

[pynnoBas NpUHaANEXHOCTb onpeaensieTcs
HaNU4YMNeM/OTCYTCTBMEM HA MOBEPXHOCTU
SPUTPOLNTOB onpeaesieHHbIX aHTUIEeHOB
(arrnroTnHoreHoB): A, B, AB

AHTUIreHbl reHeTn4Yecku AETEPMNHNPOBAHDI

B nna3Me KpoBM NPUCYTCTBYIOT aHTUTENA
(arrnmrOTUHMHBI) K TEM FPYNMOBbIM
aHTUIeHaM, KOTOPbIX HET HA MOBEPXHOCTHU
SpPUTPOLNTOB

BcTpeya COOTBETCTBYHOLWMX arrTIlOTUHONEHOB U
arrtOTUHUHOB NPUBOAUT K arr/IlOTUHaL UM U
reMosIn3y 3pUTPOLIMTOB



'eH rpynnbl KpOBU onpeaendeT npucoeanHeHue
yrrneBoAopPOAHOM rpynnbl K 6a30BOMY aHTUMEHY
aputpouutoB (H-aHTUreH)
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N aueTun-ranakTo3ammH dyko3a
‘ QpUTPOLNT

N auuTmn-rnoko3amMmmH O [[anakTo3a




['pynnbl KpoBu cuctembl ABO

ArrnioTNHoOreHb! | Arri1itoTMHUHDLI

HTU-A
aHTU-B

AHTN-B

AHTHN- A

HeT




‘pynnbl KpoBUu cuctemol AB0

\ [pynna A (lI) | F'pynna B (lIl) [F'pynna AB (IV)\ [pynna O ()
Tun
apUTpO-
LUMTOB
N/ N/ N N/
AHTUTENA )%”4’\ )%”4’\ )%”4’\ )%”4’\
nnasmbl A N AN Rasl b
AHTN-B AHTN-A Het AHTU-A n AHTU-B
AHTUrEHDI
3PUTPO- ¢ i *r
LUNTOB A aHTureH B aHTureH AnB e
aHTUreHb!




CoBMeCTUMOCTb rpynn KPpOBU

o He ponyctuTb BCTpeuy
OAHOUMEHHDbIX
AQHTUITEeHOB U aHTUTEenN / \I

(rpynna B rpynny)
o I rpynna (0) - G e
YHUBEpCasnbHbIN AOHOP

o IV rpynnbl (AB) - \ /
YHUBEpPCabHbIN
peunnmeHT




[MlepenunBaHne HeCcoBMeCTUMOUN KPOBU —
OCTpPbIN remMonus

OCHOBHbIE CUMNTOMbI

OCTPON reMoSIMTUYEeCKON peakunm

CucremMHblie
CUMNTOMBI
- 03HOO
- nMxopagka
Cepaue
Cocyaebl - Taxvkapams
- TUNOTEH3UsA
- KPOBOTEYEHME pyaHas
KneTtka
MecToO - CXXUmarouwlas
nHcy3nmn oonb
(BeHa)
- XOKeHue
ornobuHypus
MossicHMua

- bonb



AHTUTEena cucrembl ABO

OTCYTCTBYIOT NpU pOXAEHUN

Ob6pa3ytTcs B nepuos oT 2 A0 8 MecsiLeB
XXN3HU

[MpoayunpyroTcs NMM@oUnTamMm

[TpeanonoXXutesibHble NCTOYHUKN
ceHcnbunusaumm: bakrtepun XKT, nuwa

MakcumManbHbl TUTP aHTUTEeNn K 8-10 rogam

«Tsaxenble» MMMYHOr106ynuHebl: IgM He
NPOHUKAIOT Yepe3 niaueHTapHbin 6apbep




Opyrne cuctemMbl rpynn KpoBwU

o Bcero okono 30 cucrem, cpean HUX:
Cuctema pe3yc (Rh)
MNS cucrtema
Kell cncrtema
Lewis cuctema

o MHOrme cmcTtembl NOaYyYUIN CBOE
HauMeHOBaHWE OT MaLMUEHTOB, Y
KOTOpPbIX BNepBble bblin 06HapyXeHbl
COOTBETCTBYOLUME aHTUTENA




Cucrema pe3syc

o Rh 6enok — aHTuUreH Ha NOBEPXHOCTU
SpUTPOLIUTOB

o Okono 26 sapunaunmn Rh-aHturena,
ocHoBHble 5: C, ¢, D, E, e

o OcHoBHada ¢opma: D

o Rh-oTpunuaTtenbHble MHAMBUAYYMbI HE
cozep>kaT B nnasme aHtu-Rh-aHtutena, ecnu
He BbI10 ceHCnbunnnsaumm

o AHTU-Rh-aHTUTEena - «nerkume»
nMmyHornobynuusl, IgG L1 npoHMKaloT Yyepes
nnaueHTty L1 MmoryT Bbi3BaTb Rh-KOH@INKT




Rh-KOH(pNUKT

Rh- matb
bepemeHHa
Rh+ nnogom

QpUTPOLUTHI
nnoaa
nonagatoT B
KPOBOTOK
mMartepu

CeHcubu-

nusaums
MaTepu:
UMMYHHas
cuctema
obpasyet
aHTn-Rh
aHTuTena

Mpu cnegyrowen
bepemeHHOCTH
IgG npoxogar
yepes bapbep
NNaueHTbl,
CBS3bIBAIOTCSH

C apuTpoUUTaMu
nnoga



Rh-KOH(pNUKT

Rh-aHTuTena aBnsa0TCAS «HEMNO/HbIMN>»

aHTUTENaMU: He MOryT CKJienBaThb SPUTPOLUUTDI

Apyr C Apyrom

HO! SputpounTtbl ¢ npucoeanHeHHbiMU IgG 6bICTPO

yHUUTOXarTca P3C

Bo3HMKaeT remonntnyeckas 6osieaHb naoaa:
[emonn3 aputpoumntoB L1 6nnnpybuH

B neyeHu nnoaa HET rMIOKYPOHUII-

TpaHcdepasbl, bUNnMpybmnH He npeBpallaeTcs B

pacTBopumyto opmy [ «oTpaBneHmne» LIHC
Haunbonee tsxenasa ¢popmMa obycnosneHa Rh-
aHTUreHom tmuna D

[MpepoTBpalleHne: CHUXeHne TuTpa aHTn-Rh-
aHTUTEN1 B KPpOBOTOKE MaTepu




Cnacub6o 3a BHMMaHue!
Bonpochobi?



