HHATO®H3HOJIOTHA
I'EMOCTA3A

-~ NO.men.H. ,D,eHécbvmb' Onbra
BnaguMmupoBHa




3HaAUYeHHe CUCTeMbI I'eMoCcTas3a

e 1. CoxpaHeHHe KPOBM B KM/IKOM COCTOSIHUM
(amexkBaTHOE COOTHOIEHME AKTHBHOCTH

CBEPTHIBAIOIIECH U NIPOTUBOCBEPTHIBAIOIIIECH
CHCTEM)

e 2. Ilpeaynpe:xaeHue ¥ OCTAHOBKA
KPOBOTEYEeHUS (MOoAAepKaHue MOCTOSTHHOIO
00bEéMa HUMPKYJIUPYIOLIEl KPOBM)
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KOMIIOHEHTDBI CUCTEMBbI
I'EMOCTA3A

* COCYINUCTASA CTEHKA

* TPOMBOIIUTBI (MOHOIMTHI,
IPUTPOLUTHI)

* IIVMIASMEHHDBIE
CUCTEMDbI:

- IPOKOAT' YJIAHTDI

- AHTUKOAT' YJIAHTDI

- DUBPUHOJ/INTHU- e Rt R
YECKASA CUCTEMA

- KAJIVIMKPEMWH- A ==
KUHUHOBASI CUCTEMA  [RGEE .

= -
- -
>
>
>
=
=
=
-
-
-
-
-
-
e
-
=
-
-
-
=
-
-
-
-
-




_0'

£1 TISSUE-FACTOR-BEARING CELL
v Novoseyen® binds with tissie
factor (TF) 1o Activate facioe X
The theambin generated from 5
this complox may confribute to
coagulation, although NovoSeven®
may act in the absente of TF

3
NOVOSEVEN"

2 RESTING PLATELET

“ THROMSMN Novoseven® has ho

" effect on unactivated
TISSUE FACIOR platelets, restricting
activity to the
injured site

NOVOSEVEN®
THROMBIN ey, oo’
FACIOR Xa o

3 ACTIVATED PLATELETY

Novoseven® binds
directly 1o activated
platelets, activating
factor Xa on the platelet
surface to produce &
burst of thrombin

4 STABLE FIBRIN CLOT

The burst of thrombin
generated on the platelet
surface promotes the
foemation of a stable
fibein chot




BU/1bl T'EMOCTA3A

. COCY&HCT(_)-TP(_)MBOQUI/ITAPHI)IFI
o (IIEPBUYHBIN)
e -OCTAHOBKA KPOBOTEYEHUSA B MUKPOCOCYJIAX

o KOAL'VISAIIMOHHBIN
e (BTOPUYHBIN)
« ®OPMHUPOBAHUE ®UBPUHOBBIX CTYCTKOB

A. Injury B. Initiation

C. Extension (recruitment) D. Perpetuation (stabilization)
\\{&wﬂ@/ lllllll e \V/Mﬂ@fﬂlml\\
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KJIACCUDPUKALIUS
HAPYHIEHUU T'EMOCTA3A

e * [0 ITUOJOI'NU
- HACJIEJICTBEHHBIE
- TIPUOBPETEHHBIE
e * 10 MEXAHUW3MY PABBUTHUSA

- HAPYHIEHHUA COCYAUCTO-
TPOMBOIIUTAPHOI'O TEMOCTA3A

- HAPYHIEHUSA KOATYJIAIIUOHHOI'O
I'EMOCTA3A

e * 10 HAIIPABJEHWIO NBMEHEHUU
- THITOKOATI'YJISALIUA e e il

- THIIEPKOAT' YJIAIIUA
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e CHMIKeHHEe CIIOCOOHOCTH
KPOBH K CBEPTHIBAHUIO U
MOSIBJICHUE CKJIOHHOCTH
K MOBTOPHbIM
KPOBOTCYCHUAM U
KPOBOM3JIUAHUAM
(CIOHTAHHBIM WIH MMOCJIE
HE3HAYUTEJIbHbIX TPABM)
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THUOJOI'UsA

1. TPOMBOLIUTOIIEHUA
2. TPOMBOLUTOIIATUASA
3. BASOIIATUSA

4. KOATI' YJIOITIATUA

A. Pathogen-induced haemostasis
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TPOMBOUMUTOIIEHUA

IlaTosioru4YecKoe COCTOsIHME, KOTOPOe
XapaAKTePU3UPYETCHA CHUKECHHBIM
coepsKaHUuEeM TPOMOOIIUTOB KPOBU

(Menbie 150-10° /)
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e Kak npaBuJjio

HACJ/IIEJACTBEHHASA
TPOMBOUMUTOIIEHUA

coYeTaercH C
BPOIKEHHBIMU
nepexkramu
TPOMOOIMTOB U
OTHOCHUTCS K
TPOMOOIMTONATHAM o
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INIPUOBPETEHHAS
TPOMBOLUTOIIEHUSA ®iaccnonkanys

IO MEXAHI3MY PA3BUTHUS)
e IloBpekaeHue TPOMOOIIUTOB

- HIMYHHBIMHA KOMILICKCAMH

- MeXaHUYeCKas TpaBMaTu3anus (CrjieHoMeraJaus,
reMaHruomMa)

Yruerenue 00pa3oBaHus TPOMOOIIUTOB

(aruracTu4yeckasi aHeMUsl, XUMHYECKOe 1
PaIUAIMOHHOE NOBPEXKIACHHE KPACHOIO0 KOCTHOIO
MO03ra, 3aMelleHe KPOBeTBOPUTEJIbHOM TKAHHU
OIYX0JIbI0)

e [loBLINIeHHOE MCIOJIL30BAHNE TPOMOO UTOB
(Tpom603, IBC-cunapom )
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2 3
HeakTuBOBaHUIA Afgresia 3mina hpopmm
TPOMEOUMUT

CyGenpoTenin | TpoM6iH AQD

CD39
EnpgoTeni-
ansHa A0l AMO®
KNiTUHA MNpocTa- ﬂ

(émjxﬂgxo ﬂﬁ@

Cexpeunia, resepauyia 5 Arperauis 6 Cra6iniaauifa, perpaxkuia
NPOKOoary NMAHTHOI AKTUBHOCTI 3rycTky

Komnnekc AL, TOP
NPOTPOMGIHAZM  chigpuHOreH

i!‘l'ﬂlb-lx Ihaz[s‘ Ausﬁ, ,‘[ir Mib-lila 3[' ®B !:’Konaren f®i6pouemnn’,®i6pnnoren

MpumiTka: TOP — TpoMmbouMTapHUA (hakTop POCTY.

PucyHok. Pones TpomeoumTiB y TPOMGOYTBOPEHHI
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NUMYHHAASA
TPOMBOLUTOIIEHUA

e [IETEPOUMYHHAA

* Bo3HMKaeT mMpeuMYyUIeCTBEHHO Y AeTen

** ]IpHYMHA - U3MEHEHUE AHTUTCHHOM

CTPYKTYPbI TPOMOOIUTOB IpH 0CeTAHHUH
BHPYCOB KPACHYXH, OCIIbI, AICHOBHUPYCOB,; I'alITCHOB
MCAUKAMCHTO3HOI'O ITIPOUCXOKACHHSA — XUHU/IHUH,

cyabdanuaaMuabl, pupaMIUIMH; BAKIIUHBI

***[IpoTikae 0JArONPUEMHO (MpH yCyHeHHi
NPUYHHHA HACTYNAC NIOBHE OXYKAHHS)




NUMYHHAASA
TPOMBOLUTOIIEHUA

e AYTOUMYHHAMA
Bo3HuKaeT NpeMMylIeCTBEHHO Y B3POCJIbIX

IIpy4YuHAa — OTCYTCBME UMYHHOM TOJIEPAHTHOCTH K
AHTUIE€HAM COOCTBEHHBIX TPOMOOLIUTOB

IlpoBoMpyOIIMe MOMEHTBI: MEeIUKAMEHTbI, BUPYChI,
O0akTepuu
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AYTOUMYHHASI TPOMOOLIUTONCHUS

BOJIE3HDb BEPJIBI ODA
(ayToMMyHHasi XpOHHYECKAS TPOMOOLUTONEHUYEeCKAs
nypnypa)
* Ha moBepXHOCTH TPOMOOIUTOB KoJIM4ecTBO Ig G
yBesauuuBaercs B 10 pas

* OcHoBHOe MecTO cuHTe3a Ig G - ceae3éHka
* IIpMHINII JIeYEeHU :
- CIVICHEKTOMMUSA
- KOPTHUKOCTEPOU/IbI
- AMYHOJENIPEeCAHThI

* I10JIHOI'0 BBI3I0POBJIECHUSA
He ObIBAeT







TPOMDBOLIUTOIIATHUA

e Hapymenue remocrasa BCJeACTBUH
KAYeCTBCHHOU HEMOJTHOCHHOCTH UJIN
AUCPYHKIUUA TPOMOOIIUTOB, YTO
XapaKTEPU3TPYeTCS HAPYLIEHUEM
cocyzlmTo-TpOMﬁounTapHoro
remMocTa3a, nosiBJileHueM $ A
KPOBOTOYUBOCTH TKAHEH : ’

g\
i

° 1 OPraHoOB
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HacaeancrseHuas

TPOMOOLIUTONATHSA

e BE3 HAPYHIEHHUA PEAKIINUN
OCBOBOXJIEHHUA I'PAHYJI

TpombacteHua MaHumaHa
*HacJe10BaHue - ayTOCOMHO-pPelleCUBHOE

*IIpuYMHA - OTCYTCTBHME INIMKONPOTEUI0B 2B U
3a B 000/104Ke TPOMOOIIUTOB
*IlaToreHes - TPOMOOUTHI HE

B3aMMOAEUCTBYIOT C (PUOPMHOIEHOM U He
arperupyror

*IIpM3HAKH: NIeTeXUH, HOCOBbIE
KPOBOTEUYEHHUS, MATOYHbIC KPOBOTEYCHUS

(MOLYT ObITh CMEpPTeJdbHO OnACHbIMU!!!)
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HacaeancrseHuas
TPOMOOLIUTONATHSA

e C HAPYHIEHUEM PEAKIIUHU
OCBOBOXK/JIEHHNUSA T'PAHVYJI

HacJie10BaHHE - ayToCOMHO-pEleCHBHOE

IIpUYMHA — HapylieHHe AKTHBHOCTH IHKJIOKCHTeHA-
3bl, /1202 AKTUBHOCTh KOHTPAKTHJIbHbIX 0€JIKOB

I11aToreHe3 — orcyrcrBue arperaium npu

B3aMMOJAECUCTBUHU C KOJLJIAT€HOM, OTCYTCTBHE
O0CBOOOK/IEHUS IPAHYJI

1IpHU3HAKHU: neTexuu, HOCOBbIE KPOBOTEUYEHHS,
MATOYHEIE KPOBOTEYEHHSI
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HacaeancrseHuas

TPOMOOLIUTONATHSA

e C HAPYIIEHUEM HAKOILIEHHUS 1
OCBOBOXIEHUSI COAEPXKAHUS TPAHY.J

 boae3Hb Xepakmanckoro-Ilyuiaka (AP)

1IpUYMHA — HapyllIeHHe HAKOMJIEHHUS MJIOTHBIX
rpanya (AJ1®, agpenannn, ceporonnn, Ca’)

TIIIIIIIXY

- %

= JIaToreHes — orcyrcTBHE arperanuy npu

B3aMMOECTBMH C KOJJIAT€HOM, OTCYTCTBHE
0CBO0OXK/ICHUS COAEePKAHUA IPAHYJI

% [IpU3HAKH: neTexuu, HOCOBbIE KPOBOTEYEHMS,
MATOYHbIE€ KPOBOTEUYEHUS

TIY

AXNAN




HacaeancrseHuas
TPOMOOLIUTONATHSA

HAPYHIEHUE AAI'E3NUN U AT PETAIIUU TPOMBOLIUTOB

e Cunapom Bujeopanna-IOprenca (AP)
Ilpuunna — nepuuur paxkropa BuiaedOpanga
IlaTorene3 — HapyIlIeHHAasA aJAre3uss TPOMOOIUTOB M3-
3a gepuuura paxkropa 8

 bouae3nb bepnapa Cyibe (AP)

IlpyyuHa — OTCYyTCTBME IVIUKONpoTenHa 1 Ha
TPOMOOLMTAX

IlaToreHnes — HApyIIeHO B3a€EMOAECTBHE
TpoMOOLUTOB ¢ pakTopamu Buaedpanaa, ¢. 5, ¢. 11
IIpM3HAKKM — KallWJIAPHbIE KPOBOTEYEHHUsI, 0COOEHHO
OIIACHBI NIPH M0JOBOM CO3PEBAHUH MJIM POIAAX
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HacaeancrseHuas
TPOMOOLIUTONATHSA

e lehuuuT M MOHUKEHHASA
HOCTYITHOCTH (.3

e TpomoOouurTonarus bove u OBena

e Ilpuyuna - nepuuurt (.3 TPOMOOUTOB
e IlaToreHes — OTCyrcTBUEe B3aNMOACUCTBUA
TPOMOOIMTOB € NMPOKOATYJISAHTAMH

o Ilpu3HaKu: neTexum, HOCOBbIE KPOBOTEYEHM,
MATO4YHbIE KPOBOTE€YECHMS
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HacaeancrseHuas
TPOMOOLIUTONATHSA

e TpoMmOoOUTONNATUU COYETAHHBIE C IPYTUMHU
HACJIEICTBEHHBIMH AHOMAJIUSAMH

e CunapomM Buckora-Ouaapuixka

- IIpuyuHa — B TPOMOOIIMTAX MAJIO IJIOTHBIX IPAHY.JI
(AJID, ceporonun, aapenaann, Ca’*"), anpda-rpany.
(0eTa-TpomMOOII00yJIHH, GUOPUHOreH, PUOPOHEKTHH,
pocTOBOM (hakTOp)

- I1aTorene3 — CHUKeHA aJre3usi 1 arperamusi TpoMo0o-
HUTOB, HAPYIIEHO 0CBOOOKIECHNE IPAHYJI

- llpu3Haku: reMoparn4ecKui CUHHAPOM MOABJIAETCH
PaHo, MOI'YT OBITh CMEPTEJIbHbIC KPOBOTCYCHUS
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IIpuoOperéHHass TPOMOOIIUTOIIATHS
(3THOJIOrHA)

1. JIeMKO3bI - TPOMOOIMTHI MMEKT MAJI0
IPaHyJ U3-32 YCKOPEHHOI'0 OTAeJIeHHUS,
CHMIKEHA aire3us M arperamus

2. Hakomienue Ig M — noBpexaeHue
penenTopoB MMYHHBIMH KOMILIEKCAMM,
HApYIIEeHHE B3aUMOACCTBUS TPOMOOIUTOB C
MPOKOAryJsasHTaMu (MMYHHBbIE 3200/1eBAHUSA)

3. I'unoBuTamMuuo3 B ) — HapyieHue
0CBO0OK/IEHUA I'PAHYJI

4. MegI/IKaMeHTO3HI)Ie BJANAHUA
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MeaukaMeHTO3HAA
TPOMOOLIUTONATHSA

* UHruOUTOPHLI 00PA30BAHUS TPOMOOKCAHA Ag
-CTepOMIHbIe MPOTUBOBOCNAJHNTEIbHBIE MPENapaThl

-HeCTEePOU/IHbIE IPOTUBOBOCIIAJMTEIbHBIE NPenaparsbl (ACUPHUH
0JIOKHMpYeT arperaimoHHbIe CBOMCTBA HA 4-6 T1HEH)

CTumMyvasTopbl 00pa30BaHus M aKTHBHOCTH HAM®D
-nanaBepuH
-3y(niaInH
-aHA00/IMYeCKHUe
CTEPONbI
* AHTAaroHucThl HOHOB Ca
-BepanaMmJI

-KopuH@ap
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BA3OIIATHUA

e 'emoparuyeckui quare3 00ycjaoBJIeH

(PYHKIMOHAJIBHOM U MOP(OJIOrnYeCKOU
HEIOJTHOIIEHHOCTHI0 COCYIUCTOU CTEHKH

- HACJEICTBEHHLIN

- MIPUOOPETEHHBIN
(e @ > o @ ' o>

¥ N Coagulation cascade >

Blood flow
—

Fibrin Degradation products

Fibrinolytic cascade

Platelet Activated
platelet

> Fibrin-stabilized platelet plug

Vascular endothelial damage
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BPOXX/JIEHHAS BA3OIIATUSA

 bose3snb Panaro-Ociiepa (remoparuveckas
TeJeAHTHOIKTA3HUS)

 boue3snb @adpu (auddysHas
AHIMOKepaToMa TYJIOBHUIIA)

e HacieacTBEHHbIM TPOMOOIUTONNCHUYECKUMA
MHUKPOAHTHOMATO3



BPOXX/JIEHHAS BA3OIIATUSA

e IlpuunHa — HACJIEACTBEHHOE HAPYILIEHUE PAa3BUTHS
COCIMHUTEJIbHON TKAHU, B T.4. CYyOIHI0TEJ NS COCYN0B

e XapaKTepucTUKa
- 04aroBoe YTOHYEHUE COCYy/I10B

- paclIMpeHne MPOCBeTa MEUKPOCOCYI0B
- MAJI0 K0JIAr€HOBUX BOJIOKOH B CY0IHI0TEJ UM
- COCYIBI JIETKOPAHUMBI

- cJ1adas aaAre3uda M arperaums TpOMﬁOHI/ITOB n3-3a
I[E(l)I/IIII/ITa KOJIAI'€HOBLIX BOJIOKOH

**[IpU3HAKH — KPOBOTEUYieHUS HOCOBbIE, JIETOYHO-
OpOHXHAJBbHBIE U KEeJTYT0YHO-KHIIIeYHbIE (0bIBAOT
CMepTeJIbHbIMH)
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IIPUOBPETEHHAS
BA3OIIATUS

1. Unuonaruyeckas (capkoma Kamnoiuu
- ITHOJIOTHSI — HEU3BECTHA
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2. 3acToiiHAad - ’THOJIOTUA
— XpOHHYeCKAast
cepaeyHasi
HEJI0CTATOYHOCTb,
JOKAJLHAA BEHO3HAA
HET0CTATOYHOCTD

Ha pucyHke BeHO3HasA
HEA0CTATOYHOCThH

HUKHEH KOHEYHOCTH
BLI3BIBAET 3aCTOU
KPOBHU, Pa3BUTHE
TPOPUUYECKUX A3B U
TUINEePIUrMeHTAI U0
KOYKM)

LenTp ®nebonornn
www.phlebology.ru
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3. Aucrpodpuueckas

CrepouaHasi mypnypa - runepQyHKIAA
HAANMOYEYHUKOB, JIeUeHU e

KOPTUKOCTEPOUAAMHU (CHUKAKT CUHTE3
KOJ1J1areHa)

Ckop0yT — nepuuut BuramuHa C

bojesns llennsun-I'enoxa — nmoBpexaeHue
COCY10B UMYHHbIMH KOMILJIEKCAMM

4. HeBporennas

KINMHNYeCKNE IPU3HAKH — KOKHBIE
g!OQMI)I KQOBOTO‘II/IBOCTI/I
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Puc, 28. Koxuble suichiianus y GOALHOTO rCMOPPATHYCCKHM BACKY-
aurom Hleunneitna — Tenoxa.
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KOAI' YJIOIIATHUA

 'emMoparuyecKkum auares3, KOTOPbIX
BHU3HMKACT B pe3yjabTare MmaroJoruu
KOAr'YJIAIIHOHHOM CUCTEMbI reMocTa3a

ation Cascade
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HACJIIEACTBEHHAAS
KOATI' VJIOITATHUA

 I'eHeTHYeCKHM 00YCJIOBJIEHHOE HAPYLICHUE
CBEPTHIBAHUS KPOBH, KOTOPOE BbHI3BAHO
AeUIUTOM UM MOJICKYJIAPHOU AHOMAJIMEH
BeIeCTB, KOTOPbI€ 0TBEYAI0T 32 padoTy
KOATyJISII{HOHHOI'0 reMoCcTa3a
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HACJIIEACTBEHHAAS
KOATI' VJIOITATHUA

e KIACCUDUKALIMS

1. Koaryjnonarus BCjieACTBHE U30JIMPOBAHHOIO HAPYLICHU S
BHYTPEHHEro MexaHu3mMa (pOpMUpPOBAHUA POTPOMOMHA3ZHOM
akTUBHOCTH (remopuiuu A, B, C, 0os1e3Hbp BuiieoOpanaa,
nepuuur pakropa XaremaHa)

2. Koaryjonarusi BCjieACTBHE U30JIMPOBAHHOIO HAPYICHUS
BHEIIHEro MexaHu3Ma (popMHUPOBaAHUS POTPOMOUHAZHOU
AKTUBHOCTH (runonpoxkousBeprunemus - gepuuur VII ¢.)

3. KoMOMHMpPOBaHHOE HAPYLICHHE BHEIIHEI0 U BHYTPEHHEI 0
MeXaHu3MOB (opMUPOBAHUS IPOTPOMOMHAZHON AKTUBHOCTH
(maparemoduiaus - nepuuurt V ¢., ooae3ns Crroapra-Ilpayspa -
nedunurt X ¢.)

4. HapyuieHne KOHEYHOI 0 3Tana CBePThHIBAHUS
KpoBM (apudOpuHOreHeMust)
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CTATUCTUKA

e Cpenu Bcex hopM KoaryJionaTu MMeroT:

I'emopuiauo A 68 — 78%
boje3sns Buiieopanga 9 - 18 %
I'emoduauio B 6-13 %

I'emopuiurwo C, naparemopuivio u
rUnonpoxkoHBepTuHeMur0 1 —2 %

OcraabHble GOpPMbI — KIMHAYECKASA
Ka3yUCTHKA

Von Willebrand Disease
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hromosome

(c) 2007. Michael A. Kahn. DDS
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I'emopuiins A'

T'eMopparnyeckuii quares, 00yCcJI0BJIEHHBIH HACIEACTBEHHBIM
AepuIUTOM NMPOKOATYJIAHTHON YacTH (pakTopa VIII

daxkTop VIII (BBICOKOMOJIEKYJIAPHBIN 0€JI0K)
1. I'nuxonporenn npoxkoaryasaut (VIII: k)

2. [VINKONPOTENH, OCYIIECTBJIAIOMIMHA aJAre3u0 TPOMOOLIMTOB
(VIII: ®B)

3. IIMKONpPoOTEeNH, AKTUBUPYIOIIUA AATre3UI0 TPOMOOIMTOB IO/
BjaussHueM pucromunuHa (VIII: Pxod)

4. Auturernnbiii mapkep VIII: K (VIII: K AT')
S. Auturednnbiii mapkep VIII: Pxo¢ (VIII: Pxrod AT)

AKTUBHOCTH VIII: K n VIII: ®B camkaercs npy vMeHbIICHUH
MVJILTUMEPHOUN CTPYKTYPLI Becero VIII dhakTopa




I'emohuausa A

* ITHOJIOTHS - AHOMAJIMS FeHa B X XPOMOCOMe, KOHTPOJIHMPY I
CUHTE3 NpokoaryjassHTHoM yactu pakropa VIII ( VIII : K)

** Bos1e1oT - My 4nHbI (46, X"Y)
- sxeHIMHBI (46, X"X"), (45, X" 0)
** Buabl

- 'emouiusa A" ( aHTUTeHITOJIOKUTEIbHAas popma -
cuHTe3upyercst aHomaabHblil VIII : k) , crpagaor 8 -10 %

- lemoduiaus A" (AHTUTeHOTPULATEIbHAA opMa - OTCYTCTBYET
cunre3 VIII : k) , crpagaror 90 -92 %

*%%% KIMHUKA: KPOBOU3JIMAHNUA B KPYIIHbIE CYCTaABbl, [eMAaTOMbI
(mMOAKOKHBbIC, BHYyTPUMBbIILIEYHbIC ), CHJIbHbIC U IVINTEJIbHbIE
NMOCTTPABMATHYECKHE KPOBOTEeYeHUs. BO3MOXKHBI

KPOBOM3JIMSIHUSA B OPraHbl OPIOIIHOM MOJOCTH , KEJTYT0IHO-
KHUIIIEYHbIe KPOBOTEYEeHM S
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&eﬂmcaﬂ KHSIYKHZ
Slapus Pomanoss

Beauknii
KHA3b
AJlexkcei
PomanoB

T IIIIYY

Kaf KHAKHa
aTbAHA
OMaHOBa

BeJIUKas KHAXKHA
AHacTacus
PomanoBa
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I'EMO®OUJINA B

e JTHOJOTHS — AHOMAJIMS I'eHa B X-XPOMOCOMeE, KOTOPbIl KOHTPOJIMPYET
cunre3 ¢. IX

e Boaelor - myxunnsl (46, X"Y)
- skeHIIUHBI (46, X"X"), (45,X" O)
*%*% Buapl

- Temoduiauss B" (aHTHreHmo/10;kuTeIbHAsA (POPMA — CHHTE3YETCH

aHoMaybHbIN IX dakTop)
- I'emouiusa B~ (anTturesorpunaresnsnas ¢popma - cunre3_IX ¢pakropa
OTCYTCTBYET)
KiMHYKa: KPOBOBUJIMBH Y BeJIMKI CYIVIO0OH, TeMaTOMH
(migmKipHi, BHYTPilIHBOM 130Bi), CWJIbHI i1 TpUBAaJIi
MOCTTPABMATHYHI KpoBOoTeYi. MOXKJIMBI KPOBOBUJIUBH B OPIraHU
YyepeBHOI MOPOKHUHU, IIIJTYHKOBO-KUIIKOBI KPOBOTEYi

KinvHuka: KpoBOM3JIMSAHUA B KPYIIHbIE CYCTABbI, TeMATOMBbI (IIOXKOKHbIE,
BHyTpI/IMI)IIIIe‘IHI)IE), CHMJIBHBIC U VIMTCJIBHBIC MMOCTTPABMATHYCCKHUC

KpoBoTeYeHMsi. BO3MOXKHBI KPOBOM3JINAHUA B OPTraHbl OPIOIIHOM
MOJIOCTH, KEJIYI0YHO-KUILIECYHbIEe KPOBOTEYECHUA
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femodounusa

femaTomay FemaToma y pebéHka
HOBOpPOXAEeHHOoro nocrie UHbLEKLUUMU
pebeHka




[emodunnusa

- ol il — o-‘ - l

OCTobA remaprpoa KONBHHOTO cwcraaa v OBWHPHLIE FEMaTOMbI Y nawaaum c
BonsHOro remo:punueﬁ remodunuan
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IIpuoOpeTeHHbIE KOATYJI0NATHH

e OCO0eHHOCTH — MoJuAEe(PUITUTHAS
e JTHOJIOrUA

- HMyHHass MHTHOMLUA MPOKOATYJIAHTOB (pe3yc KOH)

- Jepuuutr Buramud K-—3aBucumbix pakTopoB cBéprbiBanus (7,

10.9. 2)

a) HAPpYLIEeHUA CHHTE3a B KUIIECYHUKE (AM30aKTepuo03, MOHOCHI)
0) HapyuieHue BcacbiBanusa Butamuna K (neguuur skesrun)
B) TS2KEJ10€ TMOBPEKIACeHUEe MeYeHH

- Ilepexo3upoBaHue renapuHa UM repyauHa
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I'NIIEPKOAT' YJIALLUA

» IIOBBIIIIEHHASI CIIOCOBHOCTD
KPOBH OBPA3OBBIBATH CT'YCTKH
B COCVIAX

IHPUMEPDBHI
TPOMBO3
JIBC-CUHJIPOM
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JIBC-CUHJIPOM

(CUHAPOM JECUMIHOBAHOI'O BHYTPUCOCYIUCTOI'O
CBEPTBIBAHUS KPOBI )

e KIACCUDPUKAIINA
* 110 KIMHUYECKOMY TE€YCHU IO

\

LA

\

1) ocTpbI¥ (MTHOBEHHBbIE (DOPMbI UMEKOT
TSI2KEJ10€ TeYEHHe)

2) XpoHUYECKUH (BATHANKHBIC (POPMBbI)
* 110 pacpoCTAHEHHOCTH

1) J1oxanu30BaAHHBIN
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2) reHepajTu3upPOBAHHBIN
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tuogorus IBC-cunapoma

Nudexkunn, cenTtuyecKkrue COCTOAHUS

Ilox (mpu cenTuyeckoM — cMepTHOCTH 100 %)
XUpypruyeckue BMeIarejJibCTBa, 05KOru

Bce TepMUHAJIBHBIE COCTOSTHUS, 0CTAHOBKA CepaAla
OcTpbii BHYTPU-COCYAMCTHIN FeMOJIN3
Axkyumepckasi maroJsorus (20-25 %)

I'emo0s1acTO3BI (IIPHU 0CTOM JIelKo03e — 33-45 %)

JlecTPpyYKTHBHBIE NIPOLECCHI B MAPEHXUMATO3HbIX
opraHax

Aﬂﬂeprnqecxne PCAKIINHA




Craguu JIBC-cunapoma

1) I'unepxoaryasuusa (o0OpazoBaHue
MHOKE€CTBEHHBIX TPOMOOB HU3-3a AKTUBAIIUHU
CUCTEMBbI KOATYJISALMH)

2) Koaryjgonarusi morpedjeHus (MCTOMIEHUE
CUCTEMBbI KAOTYJISIHTUB, Ype3MEPHOE
HUCI0JIb30BAHUE TPOMOOIMTOB I
o0pa3oBaHusA TPOMOOB)

3) N'unokoaryasauus (CHUKEHUE AKTUBHOCTH
KOATYJIIHTOB, AKTUBAIIMA AHTHKOATYJISIHTOB,
akTuBanus GuOpUHOIN3A)

4) 3aBepuienue (BbI3IOPOBJIECHHE,
0CJIO)KHEHHUS, CMEPTh)
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I1arorene3 /IBC-cunapoma

. 1) I'uneprpomMoOnHemMus

* (TPOMOOIJIACTUH MOCTYNAECT B 00JIHIIOM
KOJINYEeCTBE B KPOBb M3 MOBPEK/IEHHBIX
TKAaHEHd M CIIOCOOCTBYET 00PA30BAHUIO
TpoMOuHa). Ilpn HHPeKIUAX
AKTUBUPOBAHHbIE MOHOIMThI-
MaKpodaru CHHTE3UPYIOT COOCTBEHHbIE
KoaryJasaHTsl (¢b.7, ¢.10, ©.9, ¢.2)
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I1arorene3 /IBC-cunapoma

e 2) MaccuBHas arperainus TpoOMOOIUTOB
(MpUBOAMT K TPOMOOLIUTOIIEHUHA
oTped/IeHUs] U BbI3bIBAET
oCJeaYIIHe reMOpparuu)

e 3) TpaBMaTH3alUs U TEMOJIN3 IPUTPO-
IUTOB (BbIAeaAsAeTCSI MHOTO AJ[MD, uTO
YCHMJIMBAET aAre3uI0 M arperamuio
TPOMOOIIUTOB)
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I1arorene3 /IBC-cunapoma

* 4) “I' yYMOpaJabHbIA NPOTEA3HBIN B3PbIB”
(mMpu aKTHUBAIIMUA NMPOKOAT'YJISAHTOB,

AHTUKOATYJISTHTOB, (DMOPMHOJIMTHKOB,
KAJJIMKPEHUH-KUHUHOBOMW CUCTEMBblI,
CUCTEMbI KOMILJIEMEHTA B KPOBH
HAKAIJINBAETCH MHOI'0 IIPOAYKTOB
0€eJIKOBOI0 pacmajga, KOTopbie 04Y€Hb

TOKCHYHBI U MIOBPEKIAOT COCYIAbI U
TKAHH)
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I1arorene3 /IBC-cunapoma

* 5) UcTommenue (pakTOpOB CBEPTHLIBAHUSA
KPOBH (BbI3bIBAECT reMOPPATrUN)

* 6) UcTomenne cucreMbl (pUOPUHOJIN3A
(cmocoOcTBYET TPOMOOOOPA30BAHUIO)
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Kiannuka /IBC-cunapoma

e 1. I'eMOKOATYIAIMOHHBIN HIOK

IPDUYNHA

* paccTpoiicTBa MUKPOUMPKYJISUMHU (BBI3LIBAIOT
TMIIOKCHIO)

* HAKOIJIEHHE TOKCUYHBIX MMPOAYKTOB MPOTE0JIHA3a
IPOSABJICHUS

* CHHOKeHME apTePUAJIbHOIO JABJICHUA

* CHU2KEHM S LEHTPAJIbHOI0 BEHO3HOI'0 1aBJICHUSA

* KpoBOTEeYeHHA (IPOBOLMPYIOT reMopparuyecKui
IIOK)
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Kiannuka /IBC-cunapoma

e 2. HapyuieHus reMocrasa
** rUnepKoaryasius

IJ1aBHOE NpPosABJICEHUE — TPOMOO03.
KpoBb cBEpPTHIBaETCS B IPOOHPKeE
** ITHIOKOATYJAAIMSA

I1aBHOE NPOSABJICHHME— KPOBOTCUCHUS.

HaOuonaercs 3HAYMTEJIBHOE

UcTOIeHrEe (PUOPHUHOIUTHYECKOA
CUCTEMBI

T
>
=
>
=
=

.-

- -
-
-
-
-
-
-
-
d
=
- -
-
-
-
-
-
-
-
-




100000000000

\

,

,

\

\

\

,

|

,

,

\

\

10000

|

\

\

\

,

10000

,

,

,

\

\

> 4

i

ABC-cHAROOM Ha

0000

\

|

\

|



T
-
>
>
=
=

.-

- -
-
-
-
-
-
-
-
-
=
- -
-
-
-
-
-
-
-
-

Kiannuka /IBC-cunapoma

e 3. TpoMOOLIUTOIIEHUSA

* Bo3HuKkaeT BCJIeaACTBUM
MHOKECTBEHHbIX 00pa30BaHUM
TPOMOOB B COCYAaX
(TPOMOOLITOTIEHUSI TOTPEOTeHMST)
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Kiannuka /IBC-cunapoma

4. bjokaia MUKPOLUUPKYJISTOPHOIO PycJa

(BO3HHKAET MOBPEXK/IACHNE OPraHOB-MUILIEHEN)

Jlerkue (CryCcTKH 3aHOCATCS U3 BEHO3HOU CUCTEMBbI) -
OCTpas AbIXaTeJIbHAA HEAOCTATOYHOCTD

Iloukm - ocTpas nmoucdyHasd HEA0CTATOTYHOCTD

AeYI0K ¥ KHIIEYHUK - TVIYyOoKass qucTpodus
CJM3MCTOU, MHTOKCUKAIIMSA, AYTOJIU3 KHIICYHHUKA,

npodgy3Hbie KPOBOTEYEHHUS, INIOK, BUCOKASI
JIETAJIbHOCTD

HaanoyeyHnukn
IleueHnn
I'mnocdus
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nmacuoo 3a BHUMaHue!

The Coagulation Cascade

Injury to blood
g vessel —DI Platelet activaton l<— Tissue factor released by
h 4

Contact acuvauon = injured cells
von Willebrand factor adheres

platelets to damaged cells

L 2
STe Platelet aggregation and
e formation of loose platelet plug

v
/‘I XII — XIIa I c-> Tissue N
thromboplastin
(111 £
| — XIa > Z
Z
5 I VIIa — VI zZ
= =
2 &
= —L*
=
= I VIO — VIIIa Va —V
-
k A
D'_ \4 \
Takes place o 3
Hepana acuvaces the surface of (n-c-_/'r‘/ i Promemc e
S T S | Prothrombin (II) — (IIa) Thrombin I haea A T
I il | .
v §
I ) Fibnnogen — Fibnn (Ia) I > 5
accelezates o=
e — - Fibam moccmners E
Fibrin stabilizing factor XIII — XIIIa I—b o o e =
plrteler plug S
. Tissue-type plasminogen St?;le ﬂb;_m 310:,
actuvator (1tPA — bound to fibrin) lcr:::slsxn;g ds _/

- |
b 2

[ Plasmunogen — Plasmun

Clot breaks into soluble

C,;:._,:_ fragments

PL = Proipbolipid: Som actated platelecs I Fibrn degradauon products

DOOOOOODOONNODOOO0OOOOOOOG

Fibrinolytic System
A




