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Haemos tasis

o

e,

emocTaz - oOCTaHOBKAa
KPpOBOTE4YEeHUSA npw
noBpexXaeHun

KPOBEHOCHbLIX COCYA OB



Haemostasis

PYHKLUUN CUCTEMbI reMocTa3a

L &
0 Obecne4yeHUe XMUOKOro COCTOAHUA KPOBU B
COCYAUCTOM pycne.

[0 O6ecneyeHne HOpMaribHOM PE3NUCTEHTHOCTMU
CTeHKM MUKPOCOCYOB.

[ ObecneyeHue reMocTasa, TO eCTb OCTaHOBKa
KPpOBOTEeYeHUs npw noBpeXxaeHuu
KPOBEHOCHbIX COCyZOB.

I YBaCTVIe B perynsiuMm TPaHCKanUINsipHoro
obmeHa.

[ Y4yactume B npoueccax BocnaneHus

[ Yyactne B npoueccax 3aXUBIEHUA pPaH U
APYrMx noBpexXaeHUn TKaHewn.

0 Y4yacTtue B perynsiimm MecCTHOro KpoBOTOKaA.



Haemostasis

N e

‘\Q MexaHu3mbl, obGecneuyuBaroume remocTas,
peanusyroTcsa npu nNOOOM noBpexaeHuun
MHTUMbI COCYANCTOWN CTEHKW, BbI3BaHHOM

0 ¢pusuvyeckumu,

[l 2eMoOUHaMu4YecKuUMuU,

[l xumMmu4yeckumu ¢ghakmopamu,
[] eocnaneHuem,

[l delicmeuem

[l UMMYHHbBLIX KOMIJ1IEKCO8,

[l HapyweHuem Memabonu3ma
(amepockrnepo3, KosislazeHoeble 60s1e3HU)
u m.o.



CTpyKTypa cUCTEeMbl ‘oo
- remMocTta3sa

Ceepmbigaroujasi cucmema

1. TpomboLuUTAapPHO-COCYAUCTDLIN, nnu
nepBUYHbLIU reMocTas

2. KoarynaumoHHbiu  (nNna3MeHHbINn) wUnu
BTOPUYHbLIN reMocTas3s

flpomueoceepmbiearowass cucmema
1. Cuctema aHTUKOArynsHToOB

2. Cnctema chubpuHoOnun3a



T
% MexaHnambl remocrasa

e i ""\QK_ remocras
Endothelial /1 |

Haemostasis

TpoMmbouuTtapHo
COCYyAMCTbIN

Cnasm
cocyaa

Collagen fibers Platelet plug 6



Haemostasis

Ctaguun TpomboLuUuTapHO-
3~ COCYyANCTOro remocTasa

[ Agre3sus n aKTuBauus
TPOMOOLINTOB.

[l Arperauus TPOMOOLIUTOB,
peakuuns BbICBOOOXAEHUS.

[ YnnoTtHeHue
TpoMboLuuTapHOro Tpomoa.



Platelets

VWF multimer

Collagen
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L@

»

dPakKTop
BunnebpaHaa




AKTUBaUMS TPOMOOLIMTOB pstasis

ADTE3NA (akcnpeccus

TPOMOOLMTOB  pepentopos)

N




AKkTBauus TpomMmbouuntToB
Bbi3blBaeT MopdonornyeckKkue

N3IMEHEeHUA.

-TpaHcdopmayuto MeMOpaHHbIX
NnUNnOoB;

-OocchaTnauncepuH, BXxogawmn B COCTaB
BHYTPeHHen MemMOpaHbl TPOMOOLMUTOB,
nepemMeLliaeTcsi B Hapy>XHyH U y4YacTBYeT 0 _
B CBSA3bIBaHWU NPOTPOMOMHA St Sl T

CH _O_C()/WWV\/W

HeakTnBupoBaHHbLIU AKTUBNPOBaHHbLIN
TpombouuT TpomGouut



Haemostasis

A

% AKTUBaTOpPblI TPOMOOLUTOB

N

g ~

[l KonnareH cyoaHaoTenunanbHOro
MaTpUKca

TpomMOUuH

TpombokcaH A2

dakTop akTnBauumu TpomoouuntoB (PAT)
CepoOTOHMH

ApeHo3nHgudocdar (AOD)
HopaapeHanuH

12



Arperauus TpomMooLumuToB Miemestasis

PundbpuHoreH

Fs

w
M .. r Y

:‘, =GPlIb/llla
@™ =GPIb

13



Haemostasis

Arperaumsa tpomébounToB

14



VWF FV FXIII Haemostasis

NP ®unbépunHoreH .
- PAI ADP Ca

CepoTOHUH

A

Peakuusa
BbICBO6OXXAEeHUSA

15



Haemostasis

YnnoTtHeHne TpoMboLuuTapHoOro
TpomMmba

16




g ~

,.

Ctaguun KoarynsiiMoHHOro
remMocrta3sa

[0 Obpa3soBaHue
NPOTPOMOUMHA3LI

[0 Obpa3oBaHMe TPOMOUMHA

[0 Obpa3zoBaHue hbndpunHa

Haemostasis

17



Haemostasiy
MuHMManbHLIN

MNMepuopn
YPOBEHb,
oBO¢ anHﬂThIe noryiyxu2HU B -
..... 1 ]
AnAa 0oCTaHOBKMW
BlB BBegeHuna
KpOoBOTe4YeHunA
| PUbpUHoreH 4-5 pHel 0,8 in
| [MTooTpoMbIH 2-4 OHA 30%
] TKaHeB 0N TPOMDONNECTUH -4 - - -
AC-rnoty niH B 450
Vv MoOAKLIENEpHH 24-34 v 10-15%
Vil [ToOKOHB EPTIH 2-4 v 5-10%
VII:C ALl D TR 12-18 4 20-35%
moby niH
X PakTop KoucTtmeca 20-30 4 20-30%
X $akTop Cnoapra-lpayspa 48-56 v 10-20%
Xl PTA<hakTop 60 y ?
Xl Pakrop Xaremara 50-70 u )
KOHTaKTHLIA O aKTop
PUbPUH-
Xl CTabUNASUCY KL AIA Okono 4-5 oHel 3-5%
hakTop 18




Haemostasis

X

LN

[ daktop BunnebpaHpa — aHTUremopparmnyieckmm
cocygucTbin dpakTop. CMHTE3NPYETCA SHOOTENNEM
COCYyd0B N MerakapuouutTamm, COOEPKNTCA B Nfiasme 1 B
TpombouuTtax. Paktop BunnebpaHga cryxuT
\B/IiII)IITpI/ICOCMEI,VICTbIM benkomMm-HocuTenem ans dakropa

[ dakTop dnetyepa — nnasMeHHbIN NPEKaANJIMKPEUH.
CuHTesunpyetcs B nedeHn. CoaepxxaHue aktopa B
nnasme coctasngdet okono 0,05 r/n. YyacteyeT B
akTmBauun gakrtopos Xll n IX, nnasmmHoreHa, nepesognT
KWHUHOIEH B KUHWH.

0 dakTop Putuaxepanbga — Nia3MeHHbIN
KWHUHOreH (paktop Pnoxe, hakrop Bunbsamca).
CuHTesunpyetcs B nedeHn. CoaepxxaHue daktopa B
nnasme cocrtaensgeT okosio 0,06 r/n. YyacteyeT B
akTmBauun gakrtopa Xll n nnasammHoreHa.

19



Haemostasis

. KoarynsauMoHHbIU KacKapn,

20



. CucTtema kKoarynauum m
3 domnbpuHonusa

\!
A SN

kaHeBowu cpakTop (lll)
[

KoHTaKkTHaa NnoBepXHOQTb

Pochonmnuabl
NMPOTPOMBUHA3A

TpoMOuUH

PacTtBopnMbin

¢ounbpunH

¥ xu

MNasMUH| — HepacTtBOpUMbLIN >
dbonopuH

NMpoTpomOuH




PaHHAA cTapua Haemostasis
KoarynsiLMOHHOro Kackana

r /"
'\ _ :,.‘L )
€ . % pomMGoLUT
W\
HUTKH
donbpuHa

22




n03.D‘H$|;| CTa AMH Haemostasis
KoarynsLMOHHOrO Kackaaa




\ epMTpouMTbl, Haemostasis
. 3acTpsiBLUIME B HUTAX dmnbpuHa

s

apuTpouu
T

HUTHU
omnbpuHa

24



Haemostasis

\
% Cucrtema aHTUKOArynsHToB

0 NMepBU4HbIE ecTeCTBeHHbIe
AHTUKOArynsiHTbI (HopManbHbIE
KOMMOHEHTbI NMNna3mbl)

[l Bropu4Hble €CTeCTBEeHHbIe
aHTUKoarynsaHTbl 0bpasyoTcs B npouecce
CBepPTbIBaHUA KpOBU N PpmnbpmnHonnsa

25



See s
""""""""

Haemostasis

-_—
vV

—— I BKOMANDON N

A—

CyoaHaoTenuu

NeunctBue aHtutpomouHa lll

26



Haemostasis

NMpotenHblI C 1 S

- BB
are - _ Tiporom ¢

TpomMOuUH
P ——————

TpombomMmoaynuH

27



Haemostasis

ButamuH K-3aBucumbie (hakrtopbl
CcBepTbIBaHUA U UHTMOUTOPLI

dakTopbl UHrmbunTtopobl
Fli [MpoTtenH C
FVII [lpoTenH S
FIX :

FX

28



OCHOBHbIE ®PU3NOJIOTUYHECKUE Haemostasis

NP AHTUKOAT'YNAHTbI (BTOPUYHDIE,
‘\%\ OBPA3YIOLWWUECA B NPOLIECCE NPOTEOIJIN3A)

HavMmeHoBaHue BeaywiM MeXxaHusm AeMcTBug

* CBA3bIBAET PHBPHH, COPBHPVET H
HHAKTHBHPYETTPOMBHH H PAKTOP Xa

AHTHTPOMBHH |

LTV CUTTTT S « HHTHBHPYET ROHEYHbBIN 3TAN
OHBPHHA (NAD, POMK, GCBEPTbIBAHHA RPOBH, ®AKRTOP IXa,
A-aumen) ATPETALHIO TPOMBOLLHTOB

29



Cucrema punbpmHonunsa Haemostasis
Ao i
. A Mnasmmnoren |
" HeakTUBHbLIN
a2-aHTUNNasMuvH ;A—»

T — V>

30



[TaTONOMMA CUCTEMb] Hacmostasis

% remocTtasa

[ Toombodbmnua - cocTosiHMe,
XapakrepusymlLieecs
npeapacnonoXeHHOCTbLIO K
TPOMOO3y

[l Femopparnyeckue
reMocrasmonaTtumn

31



e Y 3 NIRRT,
-~ Tpombodus
N

) .




Haemostasis

b i

% [MpununHbl TPpOMOODUNNUN

N

[0 N3ameHeHne TPOMOOreHHOM aKTUBHOCTU M
TPOMOOPE3NCTEHTHOCTN COCYAUCTOU CTEHKMU

[ MoBblweHne QYHKUNOHANIbLHOU AKTUBHOCTU
TPOMOOLUTOB U TPOMOOLUTO3bI

[ Imnepkoarynauus

[l CHMXXeHue aHTUKOarynssHTHOM aKTUBHOCTMU
KpoBU

[l YrHeTteHue conbpmHONU3a

33



Kputepun gnarHoctmku Bpoxcp,eHHbﬂaemOStaSis
Tpombodunuun

Pa3Butne nepBnUYHOro TpoMObOTMYECKOro anm3oga
B Bo3pacTte oo 40 net

anonatndeckmn (CoHTaHHbIN) TPOMOO03 (C
ncknroyeHnem APC, Heonnasuu,
MuenonponudepaTuBHbIX 3adbonesaHnn n ap.)

PeungmBbl TpoMO030B

HeTtunnyHasa nokanusaums Tpomba
(Me3eHTepuanbHble, NovYeYHble, uepebpanbHble
BEHbI)

OTcyTCcTBME KNUHUYECKNX (DaKTOPOB pucKa
pa3BuTNS Tpombo3a (onepaunmn, onyxonu v ap.)

HeadpdekTUBHOCTL renapmHoTepanun (BO3MOXEH

oedpnunt AT )
34



Haemostasis

DHAOTeNInasibHble (paKTopbl

® @ -
[+

o

BasoaunaraTtopsbl Ba30KOHCTPUKTOPbI

. PGH,, TXA,, ........ NMpocTtaHounabl
2 - -+ [IPOCTAUMKANH 50 HETE- 20-rngporcmankosoreTpaeHoBas

|~;|KVI CJioTa

All............... AHrmoreHsuH ||
ET................ dHOoTenunH-1

PGl

EDHF .. JHAoTenuanbHbI
rmnepnonsapusyrowmnm akrtop

NO'. ... Okcupg asora

CBoGoaHopaauKanbHbIN 39



29

1POMOOreHHbie CBOUCTBa aHAOTeINnunAa MOoryrT .
NMPOABNATBLCA TOJILKO NMNOCJie CTUMYNALUUU

. Unu noBpexpeHus!

TpoOMOOreHHble CTUMYIbI AHOOTENUA:
TPOMOUH
TYPOYNEeHTHbIE MOTOKN KPOBU
MEXaHMYeCcKoe NnoBpexaeHune
npoBocnannTenbHble LMTOKUHBI
9HOOTOKCUHbI
MMMYHHbIE KOMMJIEKCHI
cBOOOAHbLIE paguKanbl

rmneproMmouucTenHeMus
ADC

36



Haemostasis

MeTabonnam romouucTemHa

BbuocuHTes
HYKI1eoTna0B

MTHFR

LMACTATUOHUH
(—\ LinctatmoHnH-cnHTasa
5,10 meTnnek- 5-meTunTeTparngpodonart

ButamuH B,
TeTparngpodonar

rOMOUUCTEWNH
MeTUOHWH-CUHTa3a \

S-ageHoO3NromMmouucTenH
TeTtparngpodonar ButamuH B 9 - 4

(SAH)
METUQHWH MeTun-
TpaHcdepasbl
POJIMEBAA

S-ageHo3un-
KMC”OTA MeTUOHWUH (SAM)

MeTunMpoBaHHbIE
OHK, 6enkn, nunuapi

OHK, 6enku, nunuabi 37



MexaHun3mbl Tpomoodunum npu
rmneproMmouucTeMnHeMuu

1 aKTUBHOCTH

| akTuBHOCTH
nporenHa C
MPOTEUHA S

TpoOHnHa

b

TPOI\HH 7be

Haemostasis

38



Haemostasis

\
#.  AnTudocchonmnuaHbIn cuHapom

\!
A SN

1 Cocyauctbie TpomMmb03bl (apTepuanbHbIe,
BEHO3HbIE)

[1 OcnoxHeHnsa bepemeHHoCTM (abopThl,
npexaeBpeMeHHble poabl, BbIKUAbILLN)

1 OBbHapyxeHne aHTuTen K docdonunugam
(aHTUKapanonunuHosble IgG n IgM,
BOSTYAHO4YHbIW aHTUKOArynsHT 1 apyrue)

39



AP In vitro

Haemostasis

AHTVIKap,EWIOHVInVIHOBbIe

N aHTUTena e
BHewHun u
BHYTPEHHUU
NnyTn CBEPTbIBAHNA
MpoTpombuHa3sa: MemOpaHbI TpombouunTbl ‘
Xa 3HAOTeNIMOLUTOB
X—>V l
S (= (F
docchonmnuabl NMpocTaunknuH TpombokKcaH
NMpoTpomOuUH TpoMOUH — Tpomb6O3

AHTnTena K ¢pocchonnnngam: mexaHmM3am AenUCTBUSA

40



Haemostasis

#. OCHOBHOe 3BeHO naToreHesa

[0 HeBocnanutenbHasa TpomboTnyeckas
OKKI1H03MA cocynoB fnoboro kanmbpa u
riokanmaaumnm

S |

KpynHblie cocyabl Menkne cocyapbl

Niwiemunsa, tHpapKT MunkpoaHrnonaTus

41




[TogHorTeBble NHMPAPKTHI



- . Haemostasis
AbakTepuanbHbIn 6opoaaByaTbIN IHAOKAPAUT

JIlnomana-Cakca npu CKB

43




Haemostasis

& [emaToreHHble TpoMbounmn
\

|. Toombodomnum BcneacTeme HapyLEHUS
COCYAMCTO-TPOMOOLMTAPHOro remocTasa

[ TpomboLUTO3bI

[l noBbILLEHHAA arperaLnoHHas
CNoCcoBbHOCTbL TPOMOOLIUTOB
(CMHOPOM «BA3KUX»
TpomMboLNTOB)

44



NepBUYHbIE
(nponundgepaTnBHbLI

e)

AGCONIOTHBbI
@

Haemostasis

BTOpUYHbIE

(peakTuBHbIE)

OTHOCMTENDb
Hble

45



UCTUHHa“A

noanuunTemMmums

Chromosome 9

Qo ==

[+]

Chromosome 9
o
-4 w® ’
<
g |
L 4
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Haemostasis

\ .. /lcTuHHaa nonuumtemna (bonesHb Bakesa)

a &

(o)
T . Petukyrnouuntbl % n
6,2x10'“/n
opuTpOLMTOR
I 186 rin
LI — (uBeToBOM

Toombo MeranobnacTbl HEeT
COHD MeranouuTthbl HeT
1 MM/

Kommweorso || |~ HMEATPOoMnnl | |
neiowrros | B | 9 | mJiof o § ¢ | n | M
LB

[ematokput — 50%
YpoBeHb 3pnTPONoaTuHa B Kposu 7 Ea/n (Hopma — 5-25 Ea/n)



UcTHHaa nonuuutemusa (oonesHb ;
Bake3sa)

? -
A

Pletora vera
48



Il. TpomBopunun, cesasaHHbIe C OTCYTCTBUEM, 'S
& aHoManueun unu rmnepnpoaykunen ceepTtbiBaoLLmnX
o doakTopoB (NpoKoarynaHToB)

Ny

[ TpomboreHHasa anchnbpmnHOreHeMus:;

29

[1 aTMnu4yHbIn DUdpUHOreH (renatoma);

[l noBbllWeHNEe YPOBHA N aKTUBHOCTU (pakTopa VI
(NMpoKoHBEpPTUHA);

[ rmnepnpoaykuuna gaktopa VIl

[l noBbllWeHNE pe3nNCTEHTHOCTU pakTopa V K
aKkTusmpoBaHHOMY npoTtenHy C (myTtauus JlengeH);

[ MyTtauwns reHa npotpombuHa G20210A;

[l pedonumnt paktopa Xll (yrHeteHne . XII-
KaninkpenH-3aBMcnmoro ondpumnHonmaa)

49



Pe3ncTteHTHOCTb pakTopa V  Haemostasis
NP K aKTUBMPOBaHHOMY npoteuHy C
‘%‘ ( bakTop V Leiden)

N

[1 Onuncana Bnepsble B 1993 r. bbepHom [densbekom
(LUBeuwnsi) — otcytcTBMe oTBETA Nfadmbl OONLHOIO
Ha gobaBrieHne K Hen akTUBUPOBAHHOIO NPOTENHA
C — APC-peauncrteHTHoCTh (chakTop V Leiden)

[ ®akTOop pucka BEHO3HOMO W apTepuanbHOro
Tpom0o03a, npeBanVpyeT B MNOMNynsauuM Hag
OPYrMMN BPOXAOEHHbIMM hakTopamu pucka

[1 Y reTeposunrot puck Tpomb03a BO3pacTaeT B 7/ pas,
y romo3urot — B 80-100 pas3

1 MoxeT covetaTtbesa ¢ geduvuuntom ATIIl, npotenHa
C n npotenHa S 50



'Mnepkoarynauma ( yBenmuyeHue coaepXXaHus akTUBHERIX < asis
KoarynsiHToB B KpOBU).

XN\

[lpn cTpecce akTuBauusa cumnaTto-agpeHarioBonl CUCTEMBI
CTUMYINUPYET CUHTE3 oMOPUHOreHa, a rMnKOKOPTUKOUAbLI —
npoTpoMbuHa, dnbdpunHoreHa, npoakuenepuHa.

HenocpeacTtBeHHOE BO3OENCTBME KOMIMOHEHTOB Mia3Mmbl.
[MnepnunugemMma co3gaer  YCcnoBuA ONA  CNOHTAHHOW
aktuBaummn . Xl n yckopeHmna obpasoBaHus NpoTpoMOnHa3bI.

ATepockrnepos, runeptoHundyeckas 0Oone3Hb. B  Kposwu
yBENUUYMBAETCHA coaepxaHne dQubpuHoreHa, npoTpomMoOunHa,
doaktopos VI, XII.

ObwunpHoe nospexaeHne TkaHeW. [NlpomcxogmnT mMaccuBHoOE
NOCTYNSIEHME B KPOBb TKAHEBOIO TPOMOOMMacTuHa.

bepemeHHoCTb. [lpoucxoant  yBenuyeHne  OUMOCKHTE3A
nasMeHHbIX NPOoKoarynaHToB.

51



Haemostasis

%‘ lll. Tpombodunnuun, cBsA3aHHble CO CHNXEeHNeM
s AHTUKOArynAHTHOMU aKTUBHOCTUN KPOBU

0 Oedoumumnt ATI. VoxeT OblTb BPOXAEHHBLIM U
NPMOBPETEHHbLIM. BpoXXaeHHbIN TUN
Xapaktepusyertca ymeHblleHuem cuHtesa ATl
YMEHbLLUEHMEM €ro CcpoacTBa K TrenapuHy u
TPOMOUHY.

CHMXXeHue copgepXaHuUsa rernapuHa B KPOBMW.
OHOOreHHbIE pPecypcCbl rernapuvHa UWUCTOoLWaloTCS
npu  aTepocKriepo3e, caxapHoMm  auaberte,
NO3QHUX CTaduAX rMNepTOHNUYECKON DOMNMes3Hn, Tak
KakK NpoucxoduT ero Ucnosib30BaHME B Ka4yeCcTBe
KodoepMeHTa NMMNonpoTEMHOBOW NNaskbl.

0 Oedoununtil MpC mn MpS

52



Haemostasis

TpomboTnyeckmne ocCnoXXHeHUs Npu BPOXAEeHHbIX
rmnepKoarynsuMoHHbIX COCTOSIHUAX

'MnepkoarynsaunoHHoe YacToTa Puck BeHO3HOro Tpomobo3sa
COCTOSIHUE

dakTtop V Leiden 3-7/100 5- 0o 10-kpaTHOe yBenunyeHme
retepo3unrora?
dakTtop V Leiden romo3urora® 1/1000 80-100-kpaTHOEe yBenuyeHue
[MpoTpombuH G20210A 2-3/100 3-KpaTHOe yBernyeHune
retepo3urota?
Oedpuumnt npotenHa C 1/200-500 | 3- oo 6- KpaTHOE yBeENUYEeHMe
reteposuroTta
Oedununt npotenHa S Hen3BecTHa /-KpaTHOe yBenunyeHune
reteposuroTta

Hedonunt ATIII reteposunrora 1/350-500 S-KpaTHOoe yBenuyeHune




. IV. Toombochunuu, cBA3aHHbIE C
:;.;\ yrHeteHuem combpumnHonusa

\
N

[ CnegctBue ymeHblleHuns cekpeuumn TAIT
Nnn NOBbILLEHUS KOornnyecTtBa ero

MHrMouTopa.

[l Habntogaetcs npwu aTepocKnepose,
rTMNePTOHNYECKOW bonesHu,
peEBMaTOUAHOM apTpure. LHedunuunt
YPOKMHAa3bl Habniogaetca B HadallbHOU
ctagun XI'NH, noyeyHoKameHHOM DOorne3Hu.

54



N

Nurnoutop TAIT BTOpOro
TMna (YpOKMHa3bl) B
BoMbLIOM KONM4YecTBe
BblpabaTbIBaeTCH
KrneTkamu
3N1OKa4YE€CTBEHHbIX
(cuHapom Tpycco —
MUTPUPYIOLLINA
doneboTpomb03 BEH
HUXXHUX KOHEYHOCTEN)

Haemostasis

CuHapoM Tpycco Ha (poHe
MeTacTasnpoBaHUsS OMyXoaun
LIMTOBUAHOWN Xene3bl

55



| eMopparnyeckme
remocrta3nonaTtumn



Haemostasis

%  Tunbl KPOBOTOUYMBOCTH

Ny

[ INeTexnanbHO-NATHUCTbIU
(CMHAYKOBbIN)

| femaTOMHbIN
[1 CmeLllaHHbIN
| BackynntHo-nypnypHbIA

| TeneaHrmnoakrtaTnyeckmum

57



HacneancTtBeHHast remopparuyeckas
TeneaHruaktasugd, unv oonesHb PaHgro—

__ Be6epa—0cepa

v...'




Haemostasis

LinHra (rmnoButammuos C)

59



Haemostasis

\
4 TpombouuToneHmnu

n
N

| BpoxgeHHble
(4acTo co4eTarTCcAa € TpomboumMToNnaTUAMM)

[1 NpnobpeTeHHbIe

® [lopaBneHne MerakapmoumTonod3a B KOCTHOM
mMo3re  (Nenkosbl,  MUENoANCNNACTUYECKUN

CUHOpPOM, annasumsi, MeTacTtasbl Onyxonu B
KOCTH, aHemumn B, — n chonnesogepmunTHole)

® [loBblIlLEHHOE paspyLLUeHune (MMMYHHaH

TPOMOOLIMTONEHUS, TMNEPCNNEeHN3M)
60



Haemostasis

)

% Kputnuyeckoe yncno ®paHka

N

o ~

[emopparnyeckum cCMHOPOM
HabnoaaeTcs, ecnu
KONIn4yecTBO TPOMOOLINTOB
MeHee 50x10°/n
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MWononatuyeckas TpombouuToneHn4vyeckas
nypnypa (bone3Hb Bepnbroda)

Haemostasis
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Haemostasis

bone3Hb LLeHnsanH-N'eHOXa (reMopparnyeckuu
TPOMOOBACKYNUT)




Haemostasis

NeTexuun Ha CZIN3ZUCTOMU NOJIOCTU pTa




Haemostasis

C e *

1258 M

NeTexuun 65



Haemostasis

\% TpombouuTonaTum

\
d\BpOMeHHbIe
® [ledpununt GP |b — bonesHb bepHapa-Cyrbe
® [ledpnunt GP lIb/llla — TpombacTeHus
[ NnaHUMaHa
[1 MprnobpeTeHHblE

® [loBpexaeHne TPoMOOLINTOB JIeEKapPCTBEHHbLIMMU
cpegcTeamMmu

® [nko3nnmpoBaHne MeMbpaH 3pUTPOLUTOB

npu caxapHom gnabete

® Hannyne napanpoTenHOB B KPOBU MNpWU 66



HapyweHue agresmm tpoMmébounTosB

bone3Hb bepHapa-Cynbe bosieaHb BunnebpaHpga



Haemostasis

bone3sHb bepHapa-Cynbe (cuHaopOM
«TMraHTCKMX>» TpomMmbounToB)

Tun HacnepoBaHuUA — dyTOCOMHO-
peueCCUBHbIN

E‘o oC

OO
imé’

68




HapylweHue arperaumm TpoMbBOLIMTOB Haemostasis
\,. (TpoMmbacteHunsa NnaHyMaHa)

) v

PLECKSTRIN-?

S/

PKC pe
7\

Agonist —> [RCEEI 7

2

Thrombasthenia



Haemostasis

[emodhunua — BpoXxXaeHHas
Koarynonartus

"emodpunua A — gpecoununt VIl dpaktopa
"emodpunuma B — pecoununt IX goakTopa

"emopunua C - pedomunt Xl dpaktopa




CxeMa HacneanoBaHus Haemostasis
remocounum Amn B

Mamn -
HOCUme AL 2EHA

“ ‘lx' '||
i

o
3gopoﬁuu 390p08aa no'u: Boabuoul
-~HOCUmS Ab chin




Haemostasis

[ToTOoMKM KOposieBbl Buktopun ctpaganm
NMmnepaTtpuuya AnekcaHgpa ®enopoBHa U LiecapeBuy reMochunmeit. CunTaetcs, YTo 6onesHb
Anekcen. Y Anefceﬂ Oblna HacneacTBeHHas 6bina nepenaHa AMHacTN BukTopuel
remodounns, KOTOPOW CTpadann My>XYnHbl B poay ero (1819-1901), koTOpas Npon3sena Ha 0895
matepu. 1913 . [EeBSTEPbIX AETEN.



Haemostasis

PacnpegeneHune nauueHTOB NO TUNY
remocpunum

remodmnus B remogunms C

9% _\ 2% remodmrns A+B

1%

remodmnus A
88%

73



Haemostasis

OueHKa TsXKecTn 3aboneBaHus

Hopma Jlerkas CpenHsis Takenas
50-200% 5-50% 2-5% <1%

74



Haemostasis

[TOCTUHBEKLMOHHbIE rEMaTOMBbI Y OONbHbIX

remodununen s



[emMaToMBbl Y BOMbHbIX
reMmounmen




eMapTop3 U aHKMNO3bl Y 60JIbHOrO
remocounuven




Haemostasis

bone3Hb BunnebpaHpa —
remopparmyeckoe 3aboneBsaHue,
BO3HUKawLlee Bcneacrteme
HapyLweHus PyHKuuUmn dpakrTopa
BunnedbpaHaa.

B 1920r. MuHot u Jlm onucanu B oA4HOU ceMbe 5 OONbHbLIX, UMEILUX

remopparndieckme nposlsyieHNA C pPaHHero BO3pPAacCTaA. Mpu obcnemoBaHum y 3TUX

GONbHbIX GbII0 BLIABNEHO YANIMHEHNE BPeMEHN KPOBOTEYEHUSA, NPU HOPManbHOM BPEMEHU CBEPTbIBaHUSA KPOBMU,
HOpPManbHOM KOnu4yecTBe TPOMOOLMTOB U HOPManbHOM peTpakuum KpOBAHOro cryctka. MHdy3na kpoBu gaBana
NONOXUTENbHbIN remocTaTu4yeckumn adpexr.

B 1926 roay 3puk ¢oH BunnedbpaHg onucan O60NfbHbLIX C aHarMOrM4Howu

KPOBOTOYMBOCTbLIO, MPOXMBAKLWKUX HA AnaHACKUX ocTpoBax (PuHnNAHauSA),
0003HauYuB nx COCTOSsIHMe, KaK «HaCﬂe,D,CTBeHHaFI ﬂCGBAOFGMOd)VIHVIFI», a 3aTeM

«KoHCTUTYLMOHHaA TpomGouuTONaTUA», AOKa3aB AOMUHAHTHbLIN NYTb Hacne4OBaHUSA.

B 1971 rogy LlummepmaH OTKpPbIN FMMKONPOTEMNH, N3BECTHbIN KakK hakTop
BunnebpaHaa.

YacTtoTa KnuHun4yeckm sHadyummbix cpopm (30% ot Bcex) — 1: 10.000 78



Haemostasis

- PyHKUunn dpakTtopa BunnebpaHpa

)
-

Ny

1 OnocpenoBaHne aaresMn TPOMOOLIMTOB K
KonnareHy cybaHgorenus

[1 CeasbiBaHne paktopa VIlI:

= 3aluunTa oT npexneBpeMeHHOM
NPOTEONUTUYECKON NHAKTUBALIUN

= [locTaBKka n co3gaHue BbICOKOU
KOHLIEHTPaLUuM B obrnactu noBpexaeHus

79



BuT. K-onocpeaoBaHHble OaKTOPbl  i1.cmostasis

— CBepTbIBAaEMOCTU KpoBM (thaKkTopbl
.: NPOTPOMONHOBOrO KOMIMJIEKCA)

CuHTe3
DYHKLMOHUPYHOLLUUNX
cakTOpOB
Koarynsayumm 80




Haemostasis

[MnepdonbpuHonus

[ [NepBUYHLIN rmnepdpmbpuHoOnms. MaccuBHoe

noctynneHne B KpoBb TAIl n ymeHblLUeHNEe 0bpa3oBaHUA
aHTMNNasMuHoB.  YBenuyeHne  obpasoBaHus  TATI
OTMEYaETCHA Mpu OryxorfieBOM Mnpouecce N fnevYyeHoYHom
HeOgoCTaTOYHOCTU. YcuneHue BbicBoboxaeHunsa TATl
HabnogaeTca Npu oxorax, B nepuog MeHCTpyanbHOW
KpoBonoTtepn. Ob6pasoBaHMe YPOKUHA3bl YCUMEHO Mpu
onyxonax MNOYKM U  HavanbHbiX cTtaguax  XINH.
YMeHbLUEHNE obpa3oBaHUS aHTUNNMa3MUHOB 7
noBbllLeEHNE PUOPUHONMNTUYECKON aKTUBHOCTU WMEIT
MECTO Y OOMNbHbIX C NOpPaXXeHNEM NEYEHMN.

BTopuiHbin runeppubprnHonmni passBmBaeTcss Ha dOHe
[OBC-cuHapoma.

81



Haemostasis

- InccemMunHunpoBaHHoe

)

#. BHyTpucocyaucrtoe cBepTbiBaHue

N

1 OABC — TunoBoM nNaToONMOrM4yeckun
npouecc, XapaKTepusyoLnmncs
pacnpocTpaHeHHbIM CBepPTbIBAHUEM
KPOBM B COCYyAUCTOM pycne, brokaaoun
MUKPOLMPKYNALMMN N HapyLUeHUeMm
doYHKUNW XXN3HEHHO BaXXHbIX OpraHoB

82



Haemostasis




CMellaHHbIU TUM KPOBOTOYMBOCTHU **
npu ABC-cuHapome

y- 5
W48
> 58
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AP CTa,D,I/IVl OCTpOrO HBC Haemostasis
%: CMHApOMa

Ny

[ F'vnepkoarynauuga
[ Koarynonatua notpebneHus
® Oe3 akTuBaumn dmndpumnHonmnsa

® c akTnBaunen dmnbpunHonunsa

[1 T'mnokoarynaunsa (BTOPUYHbIN
reHepann3oBaHHbIN rMNepPUOPUHONN3)

1 CTtagmnsa octaToOYHbIX NPOSABIEHUN

6rnokagbl cocygoB MUKPOTpOMbamm
85



MeTopn U3meHeHUE Bo3MoXxHasa npnynHa
uccnegoBa | nokKasartens

- HUA
Bpems YKopoueHue f'Mneparperauna TpomMooLUUTOB
KpoBoTeYe- (B T. 4. npu cuHapome
HUSA YanvnHeHue «BA3KUX» TPOMOOLIUTOB).
(Hopma, no TpombouuToneHus.

AnBn, — CHuXeHne aare3nBHO-
4-8 MUH) arperaumMoHHbIX CBONCTB

TPOMOOLMTOB BPOXAEHHOro
U NnpuoopeTeHHOoro reHesa.




Kounuecr-
BO
TPOMOO-
LIATOB B
KPOBH
(Hopma —
170-350x1
0°)

CHanxe-
HUE
qHuCcJaa

IToBBI-
IeHHue
qyucjaa

Octpbin ABC-cuHgpom. —

OcCTpbIn Nenkos u
MuenogucniacTuyeckme CUHOPOMbI.
'Mno- n annacTtu4yecKkne aHeMumn.
HapyweHune obpasoBaHMsa B opraHn3me
TPOMOOLIMTOMNOI3TUHA.

MerakapuouutapHbie U MUeriorienKo3bl,
UCTUHHAaA NONIMUNTEMMUS.

BTOpUYHbLIN, peakTUBHbLIN TPOMOOLMTO3
B Crly4yae cnsfieHakToMmuum (depes 1-3
Hepenu).




ArperaTorpaMMa B HoxpMe Haemostasis

|

TpomGouunTbl 168 000 (4sel| \ | | | | 90

Amnnutyaa 27% e\

ALD 5 MKMonb/Mn
3akntoyeHue:
ArperauvoHHbIN g0
OoTBeT B npeAaernax g

HOPMbI. | R %W“"" 40

OTmevaeTcs Ea
BTOpasi BONnHa S
arperauum.
Ne3arperauus
TpoMOOLUNTOB
OTCYTCTBYeET.

100 't
: f | | | ‘
; 3 : 1 !

2208507 SAsa0 6:00 8:00
‘ G .Tlmﬁ (mln secj



AlMNTB (HopMa yKopoqe AKTMBaUuAa BHYTpPEeHHero mexaHusma

- i HUue cBepTbiBaHUA Npu Tpombo3ax,
okono 30 49 Tpomboambonusx, IBC-cuHapome
C, KOHKpPEeTHbIU (rmnepkoarynsaunoHHas dasa).
anana3oH
MapKupyeTcs
npounsBoau-
Tenem) YanuHe- | Jecdovumt dhakTopoB BHYTPEHHEro NyTH
HUue ceepTbiBaHusA (VI — remochunusa A, IX —

remocounusa B, Xl, XIl npu HopmanbHbIX
pesynbraTtax NT). ABC-cuHapom
(noTpebrneHue cpakTopoB CBEpPTLIBAHUA




B (Hopma
— 12-16 c,
oonee
Y3KUU
anana3oH
MapKupyeT-
cS
Nnpoun3BoO-
auTernem)

YKopoyeHue

YaonvuHeHue

AKTnBaLUA BHeLWWHero MexaHusma
CBepTbiBaHMA NPU pasnnyHbIX BUaax
BHYTPMUCOCYAUCTOro CBepThbiBaHUA
KpOBMW.

OdedununTt nnm aHomanua cpaktopoB
npotpomouHoBoro komnnekca (VII, X,
Vi, ll) B cnyyasax npuema AH

(BapdapuHm gp.).

BornesHu neyeHn n XXen4yHoOro Ny3bIps
(renaTuT, UMpPpPO3), HapyLueHne
aBaKyauum xenuu. AIBC-cuHgpom
(noTpebneHue cpakTopoB cCBEpPTLIBAHUA
B nepexoaHytro ¢asy u dasy
rmnokoarynsumum).




Haemostasis

Mapkepbl BHYTPUCOCYANCTOU aKTUBaLUU
, cBepTbiBaHMA U hnbpuHonNumsa

XN\

A

g ~

,‘

[0 - MNpoaykTbl Aerpagaunu
domnbpuHoreHa/cpnopuna (NMNOP)

[ -PacTtBopumbie (pOpMH-MOHOMEPHbLbIE
komnnekcbl (POPMK) B nnasme no
napakoarynsiyuoHHbIM TecTam

0 - D-aumep B nna3me U CbLIBOPOTKE
KpoBU

91



Haemostasis

N\

MHO : MeXagyHapoaHoe
HOpMarm3oBaHHOE OTHOLLUEHUE

MHO=(INB 6onbHoro/lNB KOHTPONMbLHOU
HopMarnbHou nnasmbi)M

roe MY — mexxgyHapoaHbI MHOEKC

YYyBCTBUTEJIbHOCTH TpOM6OI'IJ'IaCTI/I Ha

92



Haemostasis

Cnacnbo 3a BHUMaHue!
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