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CUCTEMA TEMOCTA3A

MOAAEPsKUBAET KMIAKOE COCTOAHUE TEKYIIE 110
HEMOBPEK/IEHHBIM COCYyI1aM KPOBH U CIIOCOOCTBYET
ylep:KaHUI0 B Hell (pOpMEHHBIX 3JIEMEHTOB,

B CJIy4yae MOBPEXKIACHUS COCYIdAa OCYIIECTBIISACT OCTAHOBKY
KPOBOTEYEHUS U YYACTBYET B pereHepanuu TKaHeu
COCYAMCTON CTEHKM.

OCHOBHbIE€ KOMNOHEHTbI CUCTEMbI FreMocTasa:
Cocyauctas cteHka (OHT, cybOHT cTpyKTyphbl)
TpombouunTbl

[Tna3meHHble cUcTeMmbl cBepTbiBaHNA U NPOTUBO-
CBepPTbiBaHUA.




I IpyHIIMIT KOHTAKTHOIO B3aUMOJIEUCTBUSA

L e

-
il :

-
JHAOTEJIHAIBHBIH IOKPOB COCYA0B — Cy6oHI0Te NIl OpraHn30BaH
IaJKad TCKydas MOBCPXHOCTD. MOJIMMEPHBIMU OEJIKAMU: KOJUIar€HOM,
[{es10CTHOCTD DHIOTENNS — OCHOBHOE 3IACTHHOM, UMEIOIIMMH CBONHCTBO
yCJIOBUC HCCBCPThIBAHUS KPOBU B TBepaoro tena. Cyosnaorenuii oonagaeT

COCYIUCTOM pycCIIC BBIPAKEHHBIM TPOMOOTEHHBIM 3(h(PEeKTOM



1 O O O O

BaxxkHenmue pakTopbl 1 MApKePbI MOBPEKICHUA
IHAO0TEIUSA U,CJIeI0BATEIIBHO,
TpoMOOOOpa3oBaHUs

CoumnanbHble

[locTOAHHOE HEPBHOE
nepeHanpsixeHue

[MnepToHUA

KypeHue

[ MnepxonectepnHeMus
CaxapHbin anabet

[lepcuctupyrouine
MHJQOEeKUNNU

MonekynspHble

0 QHOOTENWVH
0 flomoumncteunH

1 C-peaKTUBHbIV
bernok

0 AHTMOTEH3UH I

0 OKkucb a3zoTta —
NO

1 PNOPOHEKTUH



INPAUYUHLI HOBPEXK/JIEHUA

SN X S

SHAOTEJNS

remoanHamuyeckue capuru ( 1 ALl, TypOyneHTHbIE
NOTOKM),

BUPYCbI, MUKPOOPraHN3mbl, TOKCUHbI, aKTUBUNPOBAH-
Hble NnpoTea3bl U NMnna3bl, UMMYHHbIE€ KOMIJIEKCbI,

1 1 Ba30aKTUBHbIX BewecTB (aapeHannH, CEpOTOHMUH,
AT-ll, KNHUHBbI, FTMCTaMNH, HUKOTUH U T.A4.),

XPpOHU4YeCKasda rmnoKcusa n runokcemMmusl,

1 Ba30TOKCUYHbIX BewecTB - romounuctenH, m-J1MNHIM...




MOBPEXJIEHUE
SYHAOTEJIUS

Oo0HaxkeHHe CYOIHA0TEIHATBbHBIX
CTPYKTYP (KoJLIareH, (puOpoOHEeK-THH,
BUTPOHEKTHUH, JAMUJINH,
TPOMOOCIIOH/IHH...)

« |NO, | Mll; Bbipa6oTka sHgoTenuHa-1 --->
---> cna3m cocypa, agresus / arperauus TpomM6oumnTOB,

e 3Kcno3uuua TkaHeBoro daktopa (c.lll) Ha memOpaHe,
TpaHcnokKauma nonsapHbix dpoconunmnaos,

e BbICcBOOOXAaeHUe haktopa Bunnedpanga (vVWF),
ycuneHue cuHte3sa UAI (PAI-1), AJ1-1,6,8, ®DHO-a, ¢.V,

e CUHTe3 aare3mBHbIX monekyn (V-, |-, PECAM, L-, P-n E-
CeNneKTUHbIl, UHTerpPuHbl)...



MEXAHMU3MBI (3TAIIBI) TEMOCTA3A

1. Cocypucrto-tpomMOoUNTaAPHbIK  (MUKPOLMPKYNATOP-
HbIW) remocTas.

2. KoarynfiuMOHHbIM (Nfla3aMeHHbIW, MaKpPOLMUPKYNA-
TOPHbIN) remMocTas.

COCYOUCTAA PEAKLUUA

e cnasm (nepBuUYHbLIN pedrneKTOPHbIU --> BTOPUYHbLIN 3a
cYeT CepOTOHMHA, TXA2, KaTexosflaMUHOB, 3HAOTEJIUHA;
Bbixog AQP --> aktuBauumsa TL),

e BBOpa4uMBaHue KpaeB AedeKkTa BHYTpPb cocyaa ans
YMEHbLUEeHUs1 KPOBOMOTEPM.



TPOMBOLUUTAPHbIU
TEMOCTA3

AKTUBauma TpomMoounToB

mpomM6uUH + KonnareH --> akTuBauums
®J1A, --> ocBOOOXKAEHNE apPAXNOOHO-
Bou Kucnotbl --> (L|OI) --> PGH,, G,
--> TXA,

Apresma tTpombouuToB
konnareH — vVWF — Tl (I'M 1 b)

Peakuus BbICBOOOXOEHUS,
arperaumsi TpomMoounToB

3a cuer AJI®@, TXA,, KaTexo/laMHHOB,

BTOPHUYHO — 3a cueT Tpomouna (I'M V)
n condpuHoreHa (I'M lib/llla)

«benbin» TpomoouUTapHbLIN
TpOM6, peTpakuuma crycrtka



Agresunn

Apresunna -
«NpUKNenBaHue»
TPOMBOLIMTOB K
cybanpgorenuo
NOBpPEeXAEHHOro




B3anmoaneuncreue

TPOMBOLUUTDBI -
- VWF - KOJIJIAT'EH




COCyYOUCTO-
TPOMBOLUTAPHbIA TEMOCTAS3

BricBOOOXAOeHWe
Apnre3us ADP

3 cekK
Arperauus 10 cex
Koarynsauus
5 MUH

OGpa3oBaHue
¢dunbpuHa




KACKAOHbIA MEXAHU3M CBEPTbIBAHUSA

Yepes NOBpEeKIACHHYIO
cTteHky cocyaa (15cek!!)

I =

|-

KOHTAKTHAS MOBEPXHOCTh: (-) 3apsid, KoJL1areH,(2-10mun!!)

TKaHeBou hakTop

XII | — Xlla (cp.11I)
VIII
- HMWK | | PK
| I1a X
CaZ-l—
IX| 4| XaVIIaCa™ | | iy car—4 Vi
C32+T Ha noBepxHocTu TL| I
v T
v Xa - Va - Ca**
—— IHporpom6unaza —> | Xa
XII11 Ha noBepxHocTu TL|
2+
peTpakuus \ Ca Ia -
Crycrka XTI TpOMﬁI/IH HpOTpOMﬁI/IH
‘ a
¢Gudpun |+ ¢uopun- | | ¢GudpuH-
HepacTB. noJiuMep MOHOMeEP ®ubpunoren (¢.1)




BHYyTpEHHN MeXaHHUu3M

akTusauua ¢. Xaremana (XII):

!
1 NPOMEXYTOUHDBIN NPOAYKT

(8 npucyrcreun XI, VIII, IX)
{
+ TpomGouuTtapHbiii haxTop 3

!
2 NPOMEXKYTOUHbLIM NPOAYKT

!
AaKTUBHbLIM TPpOMOGONNaAcTuH

(B npucyrcreun V, IV u X)




BHewHun MexaHnu3sM
BHECOCYAMUCTDbIN):

noBpeXaeHue TKaHen

!

0oCBOOOXXaAeHMue TKaHeBoro
Tpombonnacruna (I11I)

l

NOCTynieHne TKaHesoro rfpoméonnacruna
B KPOBb

!
AaKTUBHbLIKX TPpOMGONNIACTUH

(npm yuactun VII, V, X n 1IV)




ITPOTUBOCBEPTBIBAIOLIAS
CUCTEMA

AHMuUKoa2ynssHmbi : orpaHn4MBaloT CKOPOCTb
CBepTbIBaHUSA, NpeaoTBpaLlatoT obpa3oBaHue Crycrka.

Cucmema ¢ubpuHosiuza — crocobCcTByeT pPacTBOPEHUIO
obpasoBaBLlerocs UOPMHOBOIO CrycTka.



AHTUKOAT'YJIAHTHASA CUCTEMA

< AHTUTpOMOMH-Il — wuvHakTMBMpyeT TpomOuH (lla), Xa, |Xa, Xla,
Xlla, HMWK, nnasmuH un gpyrne paktopsol (kpome Va u Vllla).

KodpakTtop - renapuH - yBenuumeaeT aktuBHocTb AT-IIl go 1000 pas.

% lMpoteH C (*K*) — aktmBumpyetca Ha noBepxHocTu IHT,
paspywaet Va un Vllla.

KodpakTtop - npoTtenH S. (*K*)

% O -AHTUTPUNCUH, O,-MaKPOTrNOOYNuH, O,-aHTUNNasMuH, aHTn-C1
- MHakTmBUpyroT Xla, Xlla, kannukpeunH.

% KodpakTtop renapuHa Il - uHrnompyer lla (Tpom0uH).

% TFPI — nirmbutop komnnekca lll-Vila, cuHtes — B QHT kneTtkax.




CUCTEMA INTPOTEUHA C

SHAOOTEINU rneyeHhb
BUT. K 4
TpoMGoMOLayNNH \ l /C b
q NpoTteuH S
mpomMO6UuH

[Ne4yeHb
o mpowGun -(BH)- 396 Va, Villa
BuT. K mpom60omModynuH P
Mpotenn C — [lpotenH C >
HeaKTUBHbIN aKTI/IBH;:Iﬁ v
paspyLueHume
! CMHTfSa PAI caKTopoB,
Topmo3aT akTMBaLINIO: A orpaHn4yeHwue
Turokcust T akTm TPA remocrasa
OHOOMOKCUHbI AKTVBALNS

[omouyucmeuH domnbpuHonunsa



@ubpuHonnus

OnbpuHonns
ocyujecrsnsercs
PpnbpruHONUINHOM
(nnazmuHoM)

B xone pmbpuHonusa
o6pasyrorca
NPOAYKTHI
Aerpagaumm
¢bnbpuna,

obnapawoumne
CBOWCTBaAMM
AC3arperanTos u
AHTUKOArYyNANTOB

BHYTPEHHWMH

| BHELUHWW

NI 2N N

:ﬂp-umnu poaCuEnNNEMe

Pripums




T nnasMeHHble paKTopbI | aHTUKoarynaHTtbl

T TpoMbouuTapHble paKTopbl | cuctema ¢pndbpnHoOnNun3a

* NoBpexaeHne aHaoTenus

'Mnepkoarynauus HOPMA 'Mnokoarynsauus

OVNCBATIAHC



I'IIIEPKOAT'YJIALIUA

0 NMOBbILWLEHHAA CIMMOCOBHOCTb KPOBU
OBPA3OBbIBATb CI'YCTKU B COCYOAX

NMPUMEPDI
TPOMBO3
ABC-CUHOPOM




Tpom003bI (TpoMOOdHINM) - IPOOIEMA
COBPEMEHHOCTH

bonee yem y 50% HaceneHna mupa
HenocpeacTBEHHON NMPUYNHON CMEpPTHU
ABnsgeTcs TPomMO603 (OCTPbIU MHAPKT
MUokappa, MieMmyYeckumn nHeynet, TIJIA,
OHKOTPOMOO3 1 T.4.)

TpomboTnyeckas Tpuaga Bupxosa:
e [oBpexaeHue aHOooTeNnuUs

« CTa3 KpoBM M
* [Mnepkoarynauus




TpomOopuaum

= NpeaATPOMOOTUYECKNE COCTOAHUA (TTOBLIIICHHAS HAKJIOHHOCTD
K TpOMO03aM KPOBEHOCHBIX COCY/IOB M UIIIEMUH OPTAHOB)

[NepBUYHLIE BTopuyHble
(BpOXOEHHbIE) (Ha dooHe apyrux 3abonesaHnn)

HacneactBeHHbi aedpuunt  Onepauum (ocobeHHO Ha cepaue u

aHTUKOArynsHToB KPYMNHbIX cocyaax), Taxenble TpaBMbl

(AT lll, OpC, MpS, TFPI), KOCTEW, 3N0Ka4YeCTBEHHbIE OMNyXOoru,

PATC (JlengeH-myTauus) recto3bl, CKB, HedhpoTnueckmnmn
cuHapom, bone3Hu ne4vyeHu, 1BC
KPOBM...

+ 00e31BMKUBAHME, OKUPEHUE, 0ePEMEHHOCTh U POIbI,
JJIATEJIbHBIN MPUEM OPAJIbHBIX KOHTPALleNNITHBOB

TpoMmbodunnua # runepkoarynaums
(TpomMmbGothunnmn co CKNOHHOCTLIO K rmnokoarynauum — AOC,
anchpuobpunHoreHemusa, aepuumnt ¢.XII...)



Dopmbl TPOMOOP U

1. reMOpeOJIOFI/IquKI/Ie (I)OI!MI)I — Subendotheliale

Zelle

THct, monmurnoOyius, NOJIUMIUTEMUSI.

Ckpunune: 001IMH ¥ 0/X aHAAU3
kpoBH, Hct, BI3KOCTb KPOBU U ILIA3MBL.

2. Upe3mepHasi akTUBANMS TPOMOOLIH-
TAPHOI'0 3B€HA reMocTa3a - T KojlI-Ba

(> 400-500x10°/1) u aktuBHOCTH TLI,

T (pakTopa Briiebpanaa u ero

MYJIETUMEPHOCTH. Thrombin
CKpunun2: KOJAU4Y€CTBO TPOMOOIIH- : \ E
TOB, arperamus T1l mox gercTBUEM

S
MaibiX 103 AP u pucTOMMIIMHA. e



Dopmbl TPOMOOD U

3. Jleduuur / aHOMAJUU NEPBUYHBIX AHTUKOALYJIAHTOB -
nporeuHoB C u S, AT III, xodakropa remapuna II,

TFPI (— nemocrarouynas nHaktuBauus ¢. VII).

Ckpunune: akTuBHOCTb AT III, HapyiieHusi B cucreme
nporeuna C, [IB (MHO, IITN).

4. N30bITOK / aHOMAJIMHY IJIA3M. (DAKTOPOB CBEPTLIBAHUS - |
¢udpunorena (>6,0 r/m), ¢.VIII, ¢.VII; myranus rena ¢.V

(1691 G—A) => PAIIC, myTtanus reHoB nporpomouHa (20210
G—A) u pudbpuHorena (TpoMOOTreHHast JUCPUOPUHOTCHEMHUS).

Cxkpununz: ypoBeHb ¢uopunorena, IIB (IITH, MHO),
AYTB, napymenus B cucreme nporeunna C; TB u penTunas-
HOE BpeMsl, Bpems Jiu3uca puopuHoBoro crycrka (DJIA).




Dopmbl TPOMOOP U

5. Hapymienuss ¢uOpuHoausa - jehunuT / aHOMaJIUH
mrasmuHoreHa wiu TPA, us0Oeitox PAL / a-All u apyrux
MHTUOUTOPOB.

* - B cOUETAaHUU C IPYTUMU TPOMOODUINIECCKUMU (DAKTOPAMHU.

Ckpununz: Xlla-kannuKpenH-3aBUCUMbBIN (PUOPUHOIN3, BpEMS
CIIOHTAHHOTO JIU3UCa 3YINIOOYJIMHOB. CTPENTOKHUHA3HBIN TECT.



"Ciaoxusbie'" dopmbl TpOMOOPUIUM

1. A!TOI/IMM!HHBIC 1/ I/IHg!ngI/IOHHO-I/IMM!HHbIe COCTOHHMUA,

B TOM YHCJIE AHMUPOCPHOUNUOHBLIL CUHOPOM.
Ckpununez: onpeneincane BA n ADJIL.

2. Hapaneormacnmecxme COCTOSAHUA.

3. Meraooandyeckue GopMbl - 1HA0CTUUECKUE AHTMOIIATHH,
TUNCPANOUICMUS, 2unepzomouucmeunemus (MyTalys TeHa
TI'®P, nepunut donara) u ap.

4. MenukaMeHTO3HbIe (GOPMBI - TIPU NMPUEME TOPMOHAIBHBIX

KOHTpALIENITUBOB, JieUeHUH  L-acnmaparnHasou, TenapuH-
WHAYIIUPOBAHHAS TPOMOOIIMTOIICHHUS U JIp.




AHTndochonMnuaHbIU
cuHapom

'MnokoarynauuoHHasa hopma ayTOMMMYHHOU remMaTo-
reHHou Tpombounnm - KNMHNYECKne rNposiBrieHNNA
LUPKynsaumn B KpoBu aHTuTten (IgG, IgM, IgA) K
KoMmnJsiekcam MemMmopaHHbIX (-) docchonnnmnagos co
cneuudnyeckumm benkamu.

lNpununHa noasneHua APJI-AT — noBpexageHume IHT
(BUpYCbI?) + runepakrmBauma MMMYHHOU CUCTEMbI.

AHTUreHHbIe KOMMJieKehbl = 6ernku (NPOoTPpoOoMOUH, 6eTa-2-
M1, NMNpC, lNpS, aHHeKCUH V) + chocchonunuasi.

L.A.




AHTH(OCHOIUIIUAHBIC AHTUTEJIA

* noBpexaarT memopaHbl TL v KneTok aHgoTenus

° NOAABMNAOT aKTUBaLUIKO (PepPMEeHTHbIX KOMMJIEKCOB
cBepTbiBaHUA KpoBu Ha PJ1 nosepxHocTax (TU, QHT)

* CHMXXAIOT aHTUKOArynaHTHbIW noteHumnan IHT:
- | cnHTesa TpombomoaynuHa n Pgl,,
- HapyLleHne MHaKTneauum Tp0|v|6|/|Ha
- HapyweHue aktmBauum NpC n lMNpS,

- HapyLweHune ceasbiBaHUA AT Il - renapuHa,
- 1 PAI-1 n yrHeteHne donbdpumHonmaa.

PE3YJIbTAT: mpomboghurnus in vivo (cTas,

TPOMOO3bl MaribIX U CPeOHNX BEH U apTepvwl

TPoMO03aIMBoNUA) 1 aurokoazayriayus in Vitro.
KpoBOTOYMBOCTU HET !




1 HIIEeProMouuCTEeNHEMHUSA
(npu4uHbI)

Odeduumt BUTaMMHOB BG, B12' cdonueBOn KUCNOTbI
(kohakTOopbl hepmeHTOB MeTabonuama ML)

HekoTopble 3aboneBaHus (XIMH, rmunotnpeos, oHKornorus,
B12 - aedpmumnTHaAA aHEMuUSA)

'eHeTUYeckue AedpeKTbl ---> USMEHEHUA CTPYKTYPb
cdepmeHTOB MeTabonuama romounctemnHa (MTI OP)

llpu ebiCOKOM ypOBHe 2oMoyucmeuHa
yeesiuqdueaemcsi puckK pazsumus
mpombo3a 2s1y60KUX 8€H




OKCHMaaTUBHBIMN

I MIICDI OMOLIMCTIEMREMNY

MMnepromouucrenHemus

3aboneBaHus

cTpecc nepudepmyeckmx
COCynoB
HucdyHkums W5
SHOOTENMUS CCs

Tpombo3 BeH MBC




JIBC-CUHJIPOM

A M



dtnojorus IIBC-cunapoma

UHdekunn, centnvyeckne COCToAAHUSA

Lok (npu cenTU4YeCKOM — CMepPTHOCTb 100 %)
Xunpypruyeckue BmMmelLaTesribCTBa, OXXOru

Bce TepMunHanbHble COCTOSHMUA, OCTaHOBKA cepaua
OcCTpbI¥ BHYTPU-COCYAUCTbLIU remMornus
AKyuwepckasa natonorus (20-25 %)

femoOnacTo3bl (Npu ocToM rnenkose — 33-45 %)

[OecTpyKTUBHbIE NpoLecchl B MapeHXNMaTO3HbIX
opraHax

0 Annepruyeckue peakumm

O O O O Oo O O 4



Craguu JIBC-cunapoma

0 1) T'mnepkoarynauusa (obpasoBaHue
MHOXeCTBEeHHbIX TPOMOOB M3-3a aKTUBaL UM
CUCTEeMbl Koarynsauum)

0 2) Koarynonatusa notpeodneHus (ucroweHume
CUCTEeMbIl KaOrynsHTUB, Ype3MepHoe
ncnonb3oBaHUe TpoMmoounToB AOnA
obpa3oBaHMNA TPOMOOB)

0 3) F'mnokoarynauunsa (CHMXXeHne akTUBHOCTMU
KOarynsHToOB, aKkTUBaLUSA aHTUKOArynsaHTOB,
akTuBauua ombpmHonunsa)

0 4) 3aBeplueHue (BbI3JopoBrieHue,
OCJI0OXXKHEeHUA, CMepThb)



Ilatorene3 IBC-cunapoma

0 1) TunepTpoMbuHemMus

0 (TpoMbonnacTuH nocTtynaeT B 60NbLUOM
KOnu4yecTBe B KPOBb U3 NOBPEXAEHHbIX TKAaHEeN n
cnocobcTByeT obpa3zoBaHuio TPOMOUHA). MNMpun
MHdEeKUMAX aKTUBMPOBaHHbIE MOHOLUMUTLI-
Makpodaru CUHTEe3NPYT COOCTBEHHbIE

KoarynsaHtbl (.7, .10, .9, ¢.2)




Ilatorene3 IBC-cunapoma

0 2) MaccuBHas arperauvs TPomMooUUTOB
(npuBOAUT K TPOMOOLMTONEHUN NOTPEOSIeHNA U
Bbi3blBaeT nocrieayrowime remopparmm)

0 3) TpaBMaTusauma v reMmosnus 3puTpo-LunToB
(Bbigensiercsa MHoro AA®P, uto ycunuBaet
aare3uvio n arperauuio TpomoouuToB)




Ilatorene3 IBC-cunapoma

0 4) “I'ymopanbHbIN NpOoTea3HbIU B3PbIB” (Mpu
aKTUBaUMU NPOKOArynaAHTOB, aHTUKOArynsaHTOB,
1O PUHONNTUNKOB, KaNJIMKPEUH-KNHUHOBOW
CUCTEeMbIl, CUCTEMbI KOMIMNJIeMeHTa B KPOBMU
HaKannmBaeTCs MHOIo NPoAyKTOB 6esfiIkoBOro
pacnaga, KoTopble O4eHb TOKCUYHbI U
noBpexaaroT cocyabl U TKaHW)




Ilatorenes /IBC-cunapoma

1 5) UcToLweHne hakTopoB CBEPTbLIBAHUA KPOBU
(BbI3bIBaeT remopparumu)

[ 6) UcToLieHmne cucTeMbl pubpuHONU3a
(cnocobcTByeT TPOMOOOOpPa30BaHUIO)

AIAM.



JIBC 1ipu cernicuce




Ko/in4yecTBeHHBIN IKCIPECcC-MEeTO/ /IS ONPeIeIeHU
J{-Inmepa (5 MmunyT)

0 OnepaTMBHOCTb TpebyeTcsa npu
TAXXEAbIX TPOMOGOTUUECKHUX
OCAOXXHEHMUSAX, KOrAa KOHUeHTpauua [ UMmmyHoxpomaTorpaduyeckum

A-AnMepa MOXKeT 3HaAaYUTEAbHO MeToA C UCNOoJIb30BaHNEM
U3MEHATbCA B TEYEHUE OAHOIO Yaca. pednekToMeTpa no3BonseT
OT TOYHOCTU U CBOEBPEMEHHOCTH onpeaensaTb KOHUeHTpauuro [1-
pe3yAbTaToOB aHaAM3a 3aBUCAT Mepbl AnMepa, HaumHas co 100 Hr/mn.
npeAynpeXxaeHusa TpoMm6o03mM60AMHu U

UHpapKTa

n lNoporoBoe 3Ha4YeHue
YYBCTBUTENIbHOCTU BaXHO,
NOCKOJSIbKY KOHUEeHTpauua >300
Hr/Mn yXe roBopuUT O pUckKe
TPOMOOTUYECKUX OCIIOKHEHUN.




I'NITOKOATI YJIALIUA

0 CHMXeHwune
CNOCOOHOCTU KPOBM K
CBEpPTbIBAHUIO U
nosiBrieHme
CKITOHHOCTMU K
NOBTOPHbLIM
KPOBOTEYEHUSAM U
KPOBOU3NUAHUAM
(cnOHTaHHbLIM UNU
nocne

LIAOAYDY2LI2AAUMTAOAOMNMLULIIY




TUOJIOI' U

0 1. TPOMBOUUTONEHUA
0 2. TPOMBOUUTONATUA
0 3. BA3OINATUA

0 4. KOATYNOMNATUA

A. Pathogen-induced haemostasis




TPOMBOLUTOIIEHUA

[MaTonornyeckoe CoCcTosiHUEe, KOTopoe
XapaKTepusnpyeTcs CHUKEHHbIM
coaepXxXaHnem TpPoMOOLMTOB KPOBMU

(MeHbLue 150-10° /n)




TpomOoumTONICHUS

Qg A

- HOCOBBIE H3 AECEH
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Y/IMHEHHE BPEMEHH
KPOBOTEYEHHWA (N0 AbIOKY)

seen here as a consequence of thrombacytc
ge in a critical location, or into a closed spai

FIGURE 4-5 A, Punctate petechial hemorrhages of the colonic mucosa,
intracerebral bleed. Even relatively inconsequential volumes of hemorrha
I

cranium), can have fatal outcomes.
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OTCYTCTBHE PETPAKLIHH
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HACJIEACTBEHHAS
TPOMBOLUTOIIEHUA

0 Kak npaBuno coyetaeTc"
C BPOOKEHHbIMU
aedekramu
TPOMOOLMTOB U
OTHOCWUTCH K
TpoMbOouuTonaTUAM




INIPUOBPETEHHAS TPOMbBOLMUTOIIEHUA

(KIIACCUDOUKALUA ITO MEXAHU3MY PA3BBUTUSA)

0 NMoBpexaeHue TPOMOOLUTOB
- AMYHHbIMUA KOMIMJ1EKCaMH

- MexaHu4yeckaa TpaBMaTusauusa (cnineHomeranus,
reMaHrmoma)

0 YrHeTeHue obpa3oBaHUsA TPOMOOLINTOB
(annacTnyeckas aHeMUus, XMmMmn4yeckoe u
paanaumMoHHOe NoBpeXxaeHue KpacHoOro KOCTHOro
MO3ra, 3amMeLleHne KpOBEeTBOPUTENTbHON TKaHU
OnyXonblo)

0 MNoBbllLleHHOE UCNOoJiIb30BaHNE TPOMOOLIMTOB
(tpomb6o3, ABC-cuHapom )




TPOMDBOLUTOIIATUA

0 HapyweHue remocTa3a BCneaACTBUMU
Ka4yeCTBEeHHOWU HEeNnOJIHOLUEHHOCTU UNun
ANCPYHKLUMN TPOMOOLUTOB, 4YTO
XapaKTepu3TpyeTcHa HapyLeHuemMm cocyanucTo-
TPOMOOLUTAPHOro remocTasa, NosiBfieHUuemM
KPOBOTOYMBOCTU TKaHEN

01 U OopraHoB




HacJueacrBeHHasi TPOMOOIMTONATHSA

0 BE3 HAPYLUEHUA PEAKLIUU OCBOBOXOEHUA
'PAHYN

TpombacTeHusa MaHUuMaHa
*HacnenooBaHue - ayTOCOMHO-peLiecCuBHOe
*NpUYMHa - oTCYTCTBME IMUKonpoTenaoB
2B 1 3a B 0005104Ke TPOMOOLIMTOB

*[NaToreHes - TPOMOOLUNTLI HE
B3aMmMoOencTByHOT C PUOPUHOreHOM U He

arpervpyroT
*NMpu3Haku: neTtexmm, HOCoBble
KpOBOTEeYeHUSA, MaTOYHbIe KPpOBOTEYEHUS

(MOryT ObITb CMepTesibHO onacHbiMu!!!)







HacuaencrBeHHass TPOMOOIMTONATHS

0 C HAPYWWEHUEM PEAKLUWN OCBOBOXOEHUA
PAHYI

HacnenoBaHUe - ayTocOMHO-peL,eCUBHOEe

anl"lVlHa — HapyuweHune aKtTuBHOCTU LUKITOKCUTIEeHa-
3bl, cnabdas aKkTUBHOCTb KOHTPAKTUJIbHbIX benkoB

[laToreHes — orcyTcTBMe arperauum npum
B3aMMOOEeUCTBUU C KONNareHom, oTCyTCTBUE
oCcBOOOXAeHUs rpaHyn

[TpU3HaKWU: neTexmmn, HOCOBbLIE KPOBOTEUYEHUS,
MaTO4YHbIe KPOBOTEYEeHMUS




HacJueacrBeHHasi TPOMOOIMTONATHSA

0 C HAPYWUEHUEM HAKOINJIEHUA U
OCBOBOXAOEHUA COOEPXAHUA T'PAHYII

0 bone3Hb epmaHckoro-lflyanaka (AP)

* [IpUYMHA — HapyLueHue HaKoNneHUst NNOTHbIX
rpaHyn (AQ®P, agpeHanuH, cepoToHuH, Ca*')

* [laToreHes — orcyTcTBMe arperauum npu
B3auUMOAEeNCTBUM C KOSJareHoM, OTCyTCTBUe
OCBOOOXAEeHUA coaepXaHus rpaHyn

* [IpU3HaKM: neTexmm, HOCOBbIE KPOBOTEUYEHUS,
MaTO4YHble KpOBOTEYEeHUSA




HacJueacrBeHHasi TPOMOOIMTONATHSA

0 HAPYWEHWE AOINE3NN U ATPETALN TPOMBOLINTOB

0 CuHapom BunebpaHaa-lOpreHca (AP)
0 MpuyuHa — aedpmunt cpaktopa BunedbpaHaa

0 [MNaToreHes — HapyLwleHHasa agre3msa TpomoounToB
u3-3a gecdhumumTta chakropa 8

0 Bbone3Hb bepHapa Cynbe (AP)
0 MpuynHa — oTCyTCTBME IMUKOMNpPOTEUHa 1 Ha
TpomMmbouunTax

0 MNaToreHes — HapyLleHO B3aemMmoaencTeue
TpoMmbouuToB ¢ hakTopamu Bunebpanpa, o. 5, ¢.
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0 [Mpu3Haku — KanunsipHble KPOBOTEYEHMUS,
0COOEeHHO OonacHbI NPV NONTOBOM CO3peBaHUu Unu

poAax




HacJueacrBeHHasi TPOMOOIMTONATHSA

0 dedonuuT n NoHN>KeHHas

AOCTYNHOCTb .3
0 Tpomboumutonartua boye n OBeHa
0 MpuumHa - aedonumnT .3 TPOMOOUUTOB

0 NMaToreHes — oTCyTCTBME B3aUMOAEUCTBUSA
TPOMOOLMTOB C NPOKOArynaAHTaMmm

0 [Mpu3HaKu: neTexmm, HOCoBble
KpOBOTEeYEeHUS, MaTOYHbIe KPpOBOTEYEHUS




HacJueacrBeHHasi TPOMOOIMTONATHSA

1 TpoMObouUuTONaTUMN COYETaHHbIE C
APYyrMMun HacrneacTBeHHbIMU aHOMaNUAMU

0 Cunapom Buckota-Onapuoxa

- [IpuymMHa - B TpOMOOLMTAX Mario NIIOTHbLIX FPaHyn
(AO®P, cepoToHUH, agpeHanuH, Ca*), anbda-
rpaHyn (6eta-tpomMbornodoynuH, omnbpumnHoreH,
onobpoHeKTUH, pocToBOU haKkTOp)

- [laToreHes — cCHWXXeHa afare3uvs v arperauus
TPOMOO-LMTOB, HapyLUeHO OCBOOOXAeHue rpaHyn

- [Ipn3HakKu: remoparn4eckum CUHAPOM NosiBNsieTcs
paHoO, MOTyT ObITb CMepTeribHble KPOBOTEYEHMUS




IIpuoOperéHHasg TPOMOOLIUTONATHUSI

(3THOMOT )
0 1. Jlenko3bl - TPOMOOUNTLI UMEKOT Mario

rpaHy’s U3-3a YCKOPeHHOro otaeneHus,
CHWXeHa aare3unsi n arperauus

0 2. HakonneHue Ig M - noBpexaeHue
peuenTopoB MMYHHbIMU KOMIMNEKCaMMu,
HapyLeHue B3ammMmoaencTBus
TPOMOOLUTOB C NpoKoarynsiHTamu
(MMyHHbIe 3aboneBaHus)

0 3. lmnoBuTtamunHos B, — HapylieHue
oCcBOOOXAEHUSA rpaHyIsn

0 4. MeANKaMEeHTO3Hble BIUAHUS




MeaqukaMeHTO3HAsA TPOMOOIMTONATHS

* AHrmouTopbl oopa3zoBaHUA TPOMOOKCcaHa A‘2
-CTepouagHblie NPoTUBOBOCHaNuUTesribHbIE NpenapaTbl

-HecTepounaHble NpoTuBoBoOCNanuTenbHble Npenapartbl _
(acnupuH 6noknpyeT arperaumMoHHbIe CBONCTBA Ha 4-6 AHeN)

Ctumynsatopbl o6pa3oBaHus U aktTuBHocTtu UAMO®
-nanaBepwH
-3ypunuH
-aHabonuyeckue
cTepoubl

* AHTaroHmcTbl MoHOB Ca
-BepanamMun
-KOpuHap

- MepenuBaHue KPoBM,

- cofepxallen KOHCepBaHT




BA3OIIATUA

0 Nemoparnyeckuun gnartes oobycrnoBneH
yHKLMOHANbHON N MOP(ONTOrn4yecKkou
HenosTHOLEHHOCTbLI COCYANCTON CTEHKMU

- HacneacTBeHHbLIN
- NPUOOPETEHHLIU
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<l Coagulation cascade —
/—\. P Blood flow
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7 Sye—w _— Degradation products
Fibrin
Fibrinolytic cascade
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Platelet Activated

platelet
ibrin-stabilized platelet plug
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Vascular endothelial damage



Ba3zonaTtuu

NMPUYNHDLI:

- BPOXKOEHHbIE — aHIMOMAaTO3, TefleaHrMakTasnmn, bonesHb
Panato-Ocriepa,

- remopparu4veckasi nypnypa npu MHPEKLUNOHHbLIX 3aboneBa-
HUAX (KOpb, CKapnaTmHa, CbiNHON TUQ...),

- remopparnyeckmun sackynut LLleHnenH-IeHoxa.

- aButamunHo3s C u ap.

XapaKkTepHbl TefeaHruakrasmm (CocyaucTble 3Be3404KN),
KPOBOTOYMBOCTbL Ha POHE BOCnaneHHOoW, rmnepemMmnpo-
BaHHOMN KOXMW.



BPOXXJIEHHAS BA3OIIATUA

0 bone3Hb PaHaro-Ocnepa
(remoparunyeckas TerieaHrmMo3KTa3sus)

0 bone3Hb ®abpu (Anddpy3Han
aHrMoKepartoma TynoBuila)

0 HacneacTtBeHHbIN
TPOMOOLIMTONEHNYECKUN
MWKPOaHrMomaTos3




BPOXXJIEHHAS BA3OIIATUA

0 MpuyunHa — HacneacTBeHHOe HapyLeHue pa3BuUTUS
coeguHUTESIbHOW TKaHu, B T.4. Cy0aHaoTenus
cocynosB

0 XapakTepucTuka

- oyaroBoe yToH4YeHue cocyaos

- pacwmpeHue npocBeTa MUKPOCOCYAOB

- Mario KorlareHoBMX BOJIOKOH B CyO63aHaoTeNnUn
- cocyAbl nerkopaHnmbl

- crnaban agresva um darperauuvs TpOMGOLI,VITOB N3-3a
p,ecbuu,ma KOJilareHoBbIX BOJIOKOH

**[1pu3Haky — KpoBOTE4YieHUs HOCOBbIE, JIEFO4YHO-
OpOHXMaNbHbIE U XeNyao4YHO-KMLWeYHble (ObiBaloT
cMepTenbHbIMU)




I emopparniecKkue BaCKYyJIUTHI




FTEMMOPAITMYECKUWU BACKYNUT

remopparn4ecknmm MMMyHHbIN MUKPOTPOMOOBACKYNUT UMK
/oone3Hb LleHnenHa - N'eHoxa/ -

OTO UMYHHOEe 3aboneBaHne B OCHOBE KOTOPOro NeXuT
MHOXXECTBEHHbIN MUKPOTPOMDOBACKYITNT, NOpakatoLLni
cocyabl KOXXMN U BHYTPEHHMX OpraHoB / Kanunnsipsol,
apTepuornbl, BEHyNbI/.

Camoe pacnpocTpaHeHHoe remopparmyeckoe 3abonesaHue B
[1ETCKOM BO3pacTe.



KIIMHUKA reMopparn4eckoro BaCKyJura

Mypnypa. MHOXeCcTBEeHHbIE KPOBOU3STMAHWA
n

B KOXY HNXHWNX KOHe4YHOoCTe




KOAT'YJIOITATUA

0 Nemoparn4yeckmu gmares, KOTOPbIU BUSHUKaET B
pe3ynbraTte NaTonorMm KoarynsiiMmoHHOW
CUCTeMbl remocTasa

ation Cascade

** HacneAacTBeHHas
** npnobpeTeHHan

R

Tissue =
actor
n Willebrand factor

ADP ° Ser







HACJIIEACTBEHHAAS
KOATI'VJIOIIATHUA

0 FeHeTn4yecKkn obycrnoBrneHHOEe HapyLUeHue
CBEpPTbIBaHUA KPOBU, KOTOpOE BbI3BAHO
AePULUUTOM UITU MOSIEKYISIPHOU
aHoOMarnveu BelecTB, KOTOpble OTBeYaloT
3a paboTy KoarynayuoHHOro remocTtasa




HACJIIEACTBEHHAAS

KOAI' VJIOIIATHUA
1 KNACCU®UKALIUSA

1. KoarynonaTtusa Bcneacreme n3onmMpoBaHHOroO HapyLueHUs
BHYTpeHHero mexaHmama coopMmmpoBaHUA NPOTPOMONHA3HOM
akTmBHocTHU (remocunum A, B, C, bone3Hb BunebpaHaa,
aedunumnt pakropa XaremaHa)

2. Koarynonatua Bcnegcteve U30ONIMPOBaHHOIO HapyLleHus
BHeLWHero mexaHuama popmMupoBaH1si NPOTPOMOMHA3HOM
aKTUBHOCTM (rMnonpoKkoHBepTUHeMus - gechuunt Vil ¢p.)

3. KoMOuMHUpoBaHHOe HapyLeHue BHELWHero u BHYTPEeHHero
MeXaHU3MOB (hOpMUPOBaAHUA NPOTPOMOMHA3HON aKTUBHOCTHU
(naparemodpunus - gepuunt V ., bonesHb CtroapTta-lpayapa
- aeconumt X .)

4. HapyweHune KOHe4YHOro 3Tana cBepTbiBaHUA

KpoBu (achubpmnHoreHemums)




Knaccudukauumsa oCHOBHbIX TUMOB KPOBOTOYUBOCTU

Tunm KpoBOTOYMBOCTH

OcHOBHBIE BHU/bBI ITIATOJIOI'NH

MuUKpOUMPKYJIATOPHBIN
(meTexuajJbHO-IATHUCTHIHN,
CHMHSIYKOBBI)

TpoMOouMTONEHUH, TPOMOOIMTONATHH,
0os1e3Hb BuisieOpanaa

I'emaToMHBII

I'emopuiuu A u B

CMemaHHBIN (MUKPOIUPKYJISITOPHO-
reMaTOMHBIN)

JABC-cunapoM (B cTaauu KJINHUYECKOMN
MaHu(pecTaAlUN), TAKEJIASA CTENEeHb
OosiesHu BuiiieOpanaa, nepeao3upoBka
NPAMbIX WIH HENPSAMSX
AHTHUKOATYJISIHTOB, AHTHATPETraHTOB,
U30bITOYHASL TPOMOOJIUTHYECKAS
Tepanus

BacKyJIuTHO-ypnypHbIH

MukpoTpoMOOBACKYJIUTHI

AHIrmoMaToO3HBbIN

TeneaHrnalcTamm, MUKPOAHI'1OMATO3




I eMaTOMHBIM THII KPOBOTOUHUBOCTH

[emaTOMa B MecTe MHbEKUUU [emaTOMa A3blka [emaToMa rnasa



[eMaTOMHbLIU TUN KPOBOTOYNBOCTMU




femodhunnus

lemaTomay FemaToma y peGéHka
HOBOpPOXAEeHHOoro nocrié UHbLEeKUun
pebéeHKa



bone3Hb BunnebpaHaa Bctpevyaetca npumepHo ¢ yactoron 1:1000.
3aboneBaHue OObLIYHO HacneayeTcA NO ayTOCOMHO-A40OMUHAHTHOMY TUNY,
HO MOXeT OTMeYaTbCA U peuecCUBHOEe HacrnegoBaHue.

Xapaktepusyetcs aHoMasibHbIM ¢hakmopom BunnebpaHlda u CHUXXeHUem
akmueHocmu ripokoaz2yrisitHmHo20 ¢pakmopa Vil C, koTopbIu
KOppeKTupyeT aHomMmanbHoe chopmupoBaHue (puOpUHHOIro cBepTKa npwu
remocdounum A.

Ona O0NbHbLIX XapaKTepHO yBenM4yeHne AfITenbHOCTU KPOBOTEYEHUSA, HO
3TO UMeeT MeHbllee 3HaYeHne, YeM CHUXKeHMe KOHUeHTpauuu cakTopa
VIill C.

Y oaHOro u Toro xe 60ONMbLHOro B pa3Hoe BpeMs MOXeT ObITb TO
yBeNn4YeHHas, TO HopManbHasa ANUTENIbHOCTb KPOBOTEYEHMUS.



boJie3Hp
BuiieOpanaa

Mecro ceasuiganua OVl

OyHxuun OB:
1. Aareaus Tpomboumros
2. Neperocyuk GVIII

- HacneacTBeHHbIN aedeKT
komnnekca &.VII-vWF /
CHWXeHue BbipaboTkn vVWF
(HapyweHue agresum TL
=> KpOBOTOYUBOCTb,

MecTo CBA3bIBaHMA TPOMBOLMTOB ao 1% B nonynﬂumu)_

OunarHocT o
1. pwucto dhakTopHaA akKTUBHOCTb
(VWF:RC0™=Ha arperomeTpe),

aHTureH cpakropa (VWF:Ag — UPA-meTOL),
mynbTumepbl VWF (anektpodopes),
cBAa3biBaHMe VWF c konnareHoM B NyHKe,

kon-eo TLU, Bpemsa kpoBoTeyeHusa, AHTB, lNTB,
aktmBHocTb .VIll, reHeTM4YecKaa AMarHOCTUKa)

NE WD



IIpuoOpeTeHHbIE KOATYJI0NATHH

0 OcobeHHOCTL — nonuaeduunTHas
0 STuonorus
- WMyHHas MHIMOULMA NPOKOArynsiHTOB (pe3yc KoHdnu,

0 Odedoununt BuTaMuH K-3aBUCUMbIX (pakTOpoOB CBEPTDI

10,9, 2)

a) HapyLeHUs CUHTe3a B KULLeYHUKe (An30aKkTepuos, NOHOCLI)
0) HapyweHUue BcacbiBaHUA BUTamuHa K (oedouvumnt xenyn)
B) TAXKEsioe noBpexaeHue nevyeHun

- TMepepo3npoBaHue renaprvHa Unu repyamHa




JOCTYIIHDBIE TECTbI ®YHKIHUMU /
JNCOPYHKIUU SOHAOTEJIUA

NMpocTauuKnuH — Pgl2
Okeunpg asorta — NO

AHT NO-cuHTa3a — eNOS
TpombomoaynuH — TM

TkaHeBOU aKTUBAaTOD
nnasmuHoreHa — tPA

YpPOKUHa3HbIN aKTUBaTop
nnasmuHoreHa — uPA

ADAMTS-13 u AT K HeM

uT.A...

TpombokcaH A2 — TxA,
IHaoTenuH-1
®. Bunnebpanna — vWF

TkaHeBou chakTop - TF

UHrmouTop akTuBaTopa
nnasmuHoreHa — PAIl-1

MoneKyrnbl KrneToO4YHOMU
apresuvun — ICAM,
VCAM, PECAM...

LUuTtokuHbl - UJ1-1,6,8,
PHO-a

AHrnoreH3uH-ll — AT-II



3annyganH-AGy-Nbpaxum

Aoxypaxcann (F'yprexnn)

A7 « MeauuuHckan
R JHUMKNnoneauna

«Cokposuuie
XopesMwaxa»

1110r.

3annyaann-Aby-Nbpaxnm

AxxypaxcaHm

«...J1I0Q4H YMHPAIOT
OT CBEepTbiBaHMUA
KpoBM B cepaye
M cocyaax,
nocne 4ero u3
BCeX oTBepCTHH
HayYMHaer Teys
IKHgKana Kposb»




