IlaToreHernuyeckoe 000CHOBaAHUE
NTUATHOCTHYECKHX KpUTEPHEB
HAPYIICHUH I'eMOoCTa3a




[L1aH 1eknuu

1. MexaHn3mbl reMoCTa3a U aHTUTeMoCTas3a.

2. [MoHATHME 0 TPpOMbOoPUANYECKOM, reMopparn4eckom um
Tpomboremopparn4eckom CUHAPOMaX.

3. [loHATME 0 NepBUYHOM N BTOPUYHOM remocCTase, ero HapyLeHum,

KTMHUYECKUNX NPOABIEHNAX (I'IETEXI/II/I, IKXMMO3bl,Nypnypa, rematoma " ,£|,p.) 7
MeXaHNn3Ime UX pasBnUTUA.

4. JlTabopaTopHble NoKa3aTenm PpyHKLUMOHANbHOIO COCTOAHMA CUCTEM
reMocCTasa M aHTUremocTa3a B MPaKTUYECKOM remMaTonornm,

NX NAaTOreHeTU4YeCcKaa nHTepnpeTauus.

5. Bazonatuu. 3Tmonorus n natoreHes bonesnun LLennanu-reHoxa.

6. ToombouuToneHmumn n TpomboumTonaTun. HacneacrtseHHas AnchyHKUMA
TpombouuTos, aTMonatoreHes 6onesHn poH BunnebpaHaa, pombacteHmm
[MaHUMaHHa 1 3CCeHUMaNbHan aTpoMmbuu.

7. NpnobpeteHHble aedeKTbl PYHKLUA TPOMOOLUTOB, UX MEXAHU3M Pa3BUTUA.

8. MexaHn3Mbl BO3SHUKHOBEHMA Pa3HbIX BAPUAHTOB Koaryaonatuu
(TpombonnactmHonaTnm, TPombuHonaTn, pnbpmnHonaTum).

9. 9Tnonorma n natoreHes AIBC-cmHgpoma.




OnpejesieHre NOHATHUU «I'eMOCTa3» U
«AHTHUT'eMOCTa3»

KpoBb 0bnagaeT mexaHM3Mamm, NPenaTCTBYOLWLUMMU
eé notepe. COBOKYNHOCTb MeXaHU3MOB,
obecneunBaloOLLMX OCTAHOBKY KPOBOTEYEHMUS,
Ha3blBaeTcA cucmemoli 2cemocmasd.

AHMuU2emocmas - KOMNaeKc MeXaHU3MOB,
obecneunsaloLWMX XKNaKoe COCTOAHUE KPOBU B
HenoBspeXKAEeHHbIX COCyAaX, a TaK}Ke JIOKa/IbHbIN
Xapakrep u obpatumoctb Tpomb03a.




TPHU OCHOBHBbIX 3B€EHA I'EéMOCTd3d

1)cocyducmoe 38eHO Ui remocTaTudeckme mexaHm3me
COCYANCTOMN CTEHKN, NPU3BaHHbIE OCYLW,ECTBUTb CNa3sm
NnoBpeXKAeHHOro cocyaa U 3anycmumsb
Tpomboobpa3oBaHue U cBEPTbIBaHMUE.

2) Knemoy4yHoe (mpomboyumapHo-neliKkoyumapHoe)
38€H0, rnaBHasA 3aAaya Kotoporo popmupoBaHue
6enoro tpomba (aHrn. platelet plug).

3) pubpuHoBOe 386eHO — TO ecTb, CO6CTBEHHO, CUCTEM:
CBEpPTbIBAHUA, 3aHATAA npoayKumen dmnbpuHa un
Heobxoaumana oA NonyvYeHUA KPaCcHbIX U CMeLUaHHL
TpOM60B.




broJiornyeckas poJjib TPOMOOILUTC

TpombouUTbI - Ba*KHbIN U CNOMKHbIN KOMAOHEHT CUCTEMDI

remoctasa. OHU umetoT «nepmndepruyeckyto 30HY», COCTOSLLYIO U3
HaPY*KHOTO MUKOKa/IMKCa, NN1a3mMaTUY4eCcKon membpaHbl U

OTKPbITOW KaHANIMKY/IAPHOM CUCTEMbI. TPOMOOUUTbI YCUANBAIOT
arperauuto u aenatot ee HeobpaTMmon.

Ponb Tpomboumntos 6onblue, Yem yyacTme
nx B obpasosaHnmn 6enoro Tpomba.

OHU obecneumnBaloT peTpakLuio KpacHoro Tpomba 3a cuer
dunbpunHcrabusmnsupyrowero pakropa Xlll. OHn ctumynunpyror
nponndepauymuio KNeTok cocyamucroro pycna. lpaHynoil

TpoMmbounToB BKAOUYAOT PAKTOPbI POCTA, AHTUKOArYIAAHTHbIE
6enku TMna NnpoteMHS 1 aHTUTPOMOUH 3. TpombouUTDI

BKAOYaloT paKTopbl remocTasa: V-bin, pochonumnonporemH
(tpombonnactuH), aHTurenapuHosblit pakTop, PubpUHOreH u/




TPHU K/IIOYEBDbLIX PEAKIIMHU B CUCTEME
KOArvidiinOHHBIX 6eJIKOB, B CUCTeMe I'reMOCT:.

1. opmupoBaHue aktuBHoro pakropa Xa;
2. dopmupoBaHue TPoMmOUHa;
3. ¢opmupoaHue pnbpUHa;

KoHTaKTHaA aktusauua nepsou pasbl NpuUBOAUT K
WHULMALUUN NepBOUn KAoUueBOU peaKkumnmn, GopmmnposaHUio
dakTopa Xa.

AKtnsauusa Xll pakropa Kpome cBepTbiBalOLLEN CUCTEMDI
AaKTUBUPYET CTOPOXKEBYIO nosaucucmemy nada3mel,

BKAlOuaowyo KNHUHOBYIO cuctemy, GnbpuHoAU3 u

cnmcrtemy KomMmnnemeHrta.

depmeHT mpombuH, 06pasyembiii B Xo4e BTOPOM Katouesoun
peakuuu, BaXKHEUWnN meamaTtop BoCnaseHnsA, akTMBaTop
penapauuu U BAa3OKOHCTPUKTOP, OTBETCTBEHEH 33
dopmuposaHme pubpuHa ns ero npeaecTtBeHHUKA
dunbpuHoreHa.




Cxema cBepTbIiBaHUA KPOBWU

®dasbl 4

CBepTbiBaHUA BHyTpeHH"ﬁ "yTb BHemH"ﬁ nyTb

KpoBM XIl, X1, IX, VIII, MK, BMK (11, Vi)

1. ObpasoBaHue
npoTpoMouHas-
Horo
KoMnnekca

‘ Xa, Va, Ca%, 31p

AKTUBHasa npoTrpoMbUHa3a

2. ObpasoBaHue
TpOMOMHA

4 lla (rpomMOMH)

3. O6pa3zoBaHme tpubpuHoreH thundpuH
ubpuHa




NVCKOBOM MEXaHWU3M reMoCTa3sa

Bce Tpu 3BeHa remocTasa 3anyckarTc4
B MOMEHT NoBpeXaeHna cocyga OaHOBPEMEHHO

Bonok+a konnarexa Crenka nospexneHHoro CocyAai

AXTUBUPOBAHHLIE TPOMBOLMTHI

naBHbIM NYCKOBbIM
MeXaHU3MOM, NO KpaiHen
mepe, ANA KNEeTOYHOro u
dubpmnHOBOro 3BeHa,
CIYXKUT KOHTAKT KPOBU C
NoBpexKAEHHOWU CTEHKOMU
cocyAa NN UHbIMU
OTPULATENIbHO
3apAXKeHHbIMKU
NOJIMMEPHbIMM
MoJieKylamu n
NOBEPXHOCTAMM.




Tpu 3BeHa aHTHUTreMOoCTasa

1) TPOMbBOPE3IUCTEHTHOCTb  COCYAUCTOU CTEHKM,
obycnoBneHHaA renapMHom W aHTUTpombuHom II,
TpombomoaynimHom, npotemHom C, NAA3MMHONEHOM,
NPOCTAUMKIANHOM, aKTUBAaTOPOM MAA3MUHA, YPOKMHA30MN,
OKCMAOO0M a30Ta u ap.

2) aHTUTpOomMboOTHMUYecKue dakTopbl U KOodaKTOpDI
TPOMOOLUUTOB.

[aHHOe 3BeHO aHTUremocTasa BK/lOYAaeT aKTUBAToOp
TKAaHeBOro nJasMMHOreHa, NPoTeMH S, Kpome TOro,
TPpOMbOUUTBI HaKaANAMBAKOT aHTUTPOMOMH Il WM
CBA3bIBAIOT TPOMOBUH U TPOMOBOMOAYIUH, UTO NO3BONAET
aKTUBUPOBATb MNPOTUBOCBEpPTbIBalOWMN 6enoK C.
CBoMMM aKTuBatopamu ¢ubpuHonM3a pacnonararotr u
NEUKOUMUTbI - 3TO TaK Ha3blBaeMbIU  KJIETOYHbIU
dnbpnHonums.

3)MowHeNWwnin YY4aCTHUK aHTUTemocCTasa -n/aa3mMeHHoe
38€eHoO.




Tpu 3BeHa aHTHUIeMOoCTasa

[Mna3ma obnapgaetr pacmsopumsiMu UHIMBUTOPamu
Koarynauum n aktusatopamum ¢ubpuHonusa. Cucrema
M103MeHHbIX haKkmopos hubpuHonu3a, NN3NpPytoLLaS

n pnbpuHoreH, u pubpunH, paboTtaet B TECHOM
B3aMMOZJENCTBUMN C NAA3MEHHHbIMU UH2ubumopamu
cepUHOBbIX Npomeas.




IloHsaTue o TPpEX BEeAYILINX CHHAPOMdX B CUCTEME

T — remocra3sa

npeobrnagaHue

reMocTasa Haf > TpomMmbodunmnyeckomy
aHTUreMocTasom CUHOPOMY,

npuBOAUT K 0BUINTbHOMY 1 YacToMy

N36bLITOMHOMY (hOPMNPOBAHUIO
TO €CTb . TpomboB u cryctkos. [pumepamu
TpOM60(I)MI'I UMHECKNIN  moryT cnyXutb MHAPKTLI K

CUHAPOM OCODEeHHO WHCYNbTbI, TPOMOOMNEdtUT U

aKTya/ieH B repuaTpum, cbne60Tp0M§03 BEH HWXHUX
KOHEeYHOCTEN, a Takke

TakK KaK PaBHOBECHUE TpomMB0o3aMbonma NeEroyHom

remocCtda3ada m apTepum.

dHTUTEeMOCTa3a C

BO3pPACTOM CMeLLlaeTCA B

CTOPOHY npeobnagaHuma

nepsoro.




IlonsaTue o TpeEX BeAVIIUX CHHAPOMdX B CUCTE
reMmocCTrad3a

Ctoukasn
Hea4OCTaTOYHOCTb
remocTtasa, no
OTHOLLEHMUIO

K aHTUremocTaasy,

[lpy Ba3onaTnax u
TpombouutonaTnax
KPOBOTEYEHMA HOCAT
KanUANAPHDbINA XapaKTep U
0byCc/n0BAMBAIOT Pa3/INYHbIE
CUHAPOMbI,
COMPOBOXK/AAaEMbIE TAaKUM
XapaKTePHbIM CUMMTOMOM,
KaK remopparmyeckas cbinb.




BpemMms npogB/ieHHUsi reMOpparuyecKkoro
CUHJpOMaA

femoppazuyecKuli CUHOPOM MOXKET ObITb Y
naumeHta ntoboro Bo3pacta. Ho Hambonee
aKTya/ibHa 3Ta npobnema B neamaTpuu, Tak

KaK 3HaYUTEeNbHOE KO/INYecTBO
HacneaACTBEHHbIX " npMobpeTeHHbIX
remopparnmyeckmx  3abonesBaHun  mMmeet
paHHee nposBaeHMne.




[TonsATHE O TPOMOGOrEMOPPArnd€CKOM CHHAPOM

YTpaTta I0Ka/IbHOCTU reMOCTaTUUYECKUX U
AHTUreMoCTaTUYECKUX NPOLLEeccoB, OCHOBAaHHOM Ha UX
PaBHOBECUU, MOXKET NPUBECTU K LUKANYECKOMY
BONIHOOb6pasHomy (dasoBomy) npeobragaHuio TO
OAHOr0, TO APYroro U3 3TUX NPOLECCOB B PErTMOHAPHbIX
COCyAaX UNN AaXKe BO BCEM KPOBEHOCHOM CUCTEME.
TaKkas KapTMHaA CUCTEMHbIX KonebaHun HabatopaeTcs
npu mpombozemoppa2u4ecKom CUHAPOME.




JIBC cuHapOM

Mpn cuctemHoOm TPpOMbO- M CcryctkoobpasosaHuu B
BeHax pa3BuMBaeTcA ABC-cuHapom UNU
ANCCEMUHUPOBAHHOE BHYTPUCOCYAUCTOE
CBEPTbIBaHMe-Tpomboobpa3oBaHMe. Ecnu
pacnpocTpaHéHHbIN XapaKrep npuobpertaer
apTepuanbHbIN Tpom603, TO HabatopatoTca
mpombomuyecKas mpomboyumoneHuYyeckas
nypnypa ¢ CUMOTOMAaMM TEMOM3a U ULLIEMUMN,
NPenmMyLLecTBEHHO, B uepebpanbHbIX
apPTEPMOKANUANAPHbBIX COCYAaX WAN 2eMOAUMUKO-
ypemuyeckulli CUHOpPOM, KOrga Te e CUMMNTOMbI
npeobs1aaatoT B peHaNbHbIX COCYAaX.




[IepBUYHBINA 1 BTOPUYHBIN I'eMOCTa3

[MepsuYHbil 2emocmas - no
MeXaHM3Mam COCYAUNCTO-

TpOMGOLI,MTaprIM, nog HWUM  NOHMMAETCA
OCTaHOBKa KPOBOTEYEHUA U3 MeJIKUX COCYA0B, ANAMETP

kotopoix HE npeBbiwaer 100 mkm.  Mpu

HapyLLIeHUK 3TOrO npotiecca npeobnaaalor
KanuanspHble KpOBOTEYEHMUS.

BmopuyHebili __2cemocmas3-3to  6opbba ¢

KPOBOMNOTEPEU npusoaUT K NOBpexaeHuto bonee
KPYMHbIX apTePManbHbIX U BEHO3HbIX COCYAO0B, AMAMETP
KoTopbix npeBbiwaer 100mMKm. Yawe Bcero B
OCYLLECTB/IEHUM BaMHYIO pPOJIb UrpaloT BCEe 3BEHbA
CUCTEMDI, ocobeHHO - dubpunHosoe.

Mpu HapyweHUU BTOPUYHOrO remocTasa pa3BUBAETCA
reMmaToMHbIU TUN KPOBOTOUYUBOCTM.




OcHoBa dugghepeHyua16HoU duazHOCMUKU
geazonamuti, mpomoé6oyumonamuil U Koazy/ionamuu

Mpu OJugdgeperHyuanbHol  OUA2HOCMUKE
easzonamud, mpomboyumonamuli U
Koazynonamuu y4yumbieaemcs ps0 BaHCHbIX
KAUHUYECKUX U _71a60pamopHbIX MNpU3HAKOS.
Kak u e nwbom pa3dene namosaoauu

aHAMHe3 —Mos108UHA 0UA2HO3a, (hU3UKA/IbHOE
obcnedosaHue 8 2emMocmasuosao2ul  04YeHb
UHGOPMAMUBHO, a makKxce
Koaz2ynos02u4ecKul aHanus.




Emigration of
neutroph:ls

[leTexuu

Cbinfb B BWAE  KpacHbIX MNATEH,
AVAaMeTpOM A0 3 MM, KOTOpble MOryT
HaxoAMTbCA HA KOXe W  CAMUBUCTbIX
060/104Kax. ITU NATHA BO3HWUKAOT NpwU
Avanegese 3pUTPOLNTOB yepes
MUKpOCoCyapbl MOBbILLIEHHOWM
MOPO3HOCTM  WUAM  NpU  NATONOTUK
TpombouuTos, KoTopble He
obecneuymBaloT  CcoCydbl CUTHaNaAMM,
HeobxoAMMbIMM  ONA  aAeKBAaTHOM
pereHepauun - ¢akTopamm pocTta. B
toboMm cnyyae, neTexum - pesynbrar
MUKPOKPOBOMU3TNAHUM npu
KanUANAPHbIX KPOBOTEYEHMUSIX,
CBMAETENbCTBO HeA0CTaTOYHOCTHU
NepBMYHOro  remocrtasa, TO eCTb
HapyweHun paboTbl cocyamucToro W
poMbounTapHO-NENKOLMTAPHOIO
3BeEHbeB W popmupoBaHua Henoro
pomba. letexun He OnegHewT nNpu
Ha*KaTuu.

Diapedesis of




IKXUMO3

* (pyccKoe «CMHAK»)- MHOTOL,BETHOE He BO3BblillaloLeecs
NATHO Ha KOXXe, HaZ, BHYTPUKOXHbIM UM NOAKOXHbIM
KposousnnaHmem. Moxxet 6biTb pe3ynbTaTtom TPaBMbl
COCYAUCTON CTEHKMU, a NPU peunauBmpyloiem CUCTEMHOM
NoABNEHUN — CBUAETENIbCTBOM HapyLwleHUuAa ee GYHKUUN nnum
naTtosIorMm TPOomM60oLUMTOB, NPUIUEM — KaK HAacNeaCTBEHHOM,
TaK u npuobpeTeHHOMN.




[lypmypa

MHOXecCTBeHHble netexmu

3KXMMO3bl AumameTpom A0 1 cm.
Bo3HMKaeT B pe3synbrate CAUAHUA
netexmu. XapakKtepHa Ana Nnatonorum
COCYyAUCTOro n/vnm
TpombouuTapHoro 3BeHbeB

remocCrta3sa.




['emaToOMa

- Macca KpoBu, 3aMKHyTasa B TKaHAX, Hanpumep — nopg
KOXEN nnm mexagy mblwiuamu. MIHoraa KpoBb MPonuUTLIBAET
(MHUNBTPUPYET) TKaHM andpdy3Ho, He obpasys
CMNSIOLWHOW Macchl, YTO o6o3Ha4aeTca TEPMUHOM
cydpysus. Koxka Hag MHUNLETpATOM BbICTYNAaeT U
MEHSIET UBET Ha CMHEBATbIN, MO3Xe - N0 Mepe
dopmMmupoBaHmna dunuesepagmHa n ounmpybmHa - \
OKpalUMBaETCS B TOHA 3eNeHOBaTO-XENTON raMMbil.

[emaTOMa — npoAB/ieHne
HEKaNUANAPHbBIX  KPOBOTEYEHUMN,
CBA3aHHbIX C HapyweHnem
LeNnocTHoCcTM  bonee  KPYMHbIX
COCYyA0B. JTO0 CUMNTOM
reMaToMHOro TMNa
KPOBOTOYMUBOCTM, KOTOPbIN

ObiBaeT Npu KoarynonaTuax.




boJie3Hb lllen1auH-I'eHOXa

BasonatunM moryt ObiTb pe3ynbTaTtomM CTPYKTYPHbIX
HapyWEHUM COCYAOB, a TaK¥Ke UX XUMUYECKOro
COCTaBa, BACKY/INTOB Pa3HOM 3TUOIOTUM.

Hanbonee 3Haummoe 3aboneBaHme B 3TOM rpynne
6onesHb LleHnanH-TeHOXa, Ha3biBaemas TaKXKe

KaMUNNADOTOKCUKOS3.
EaiaE 9T0 3abosieBaHue

Hopma WeHneiiHa MeHoxa npeacraBaseT cobom
CUCTEMHDIMN
MMMYHOMNATON0rNYEeCKMniA
BAaCKY/IUT, NpPUBOAALLUN K
Ba3onaTtum,
remopparmyeckomy
\ netrexnanbHO-NypnypHomy
Y CUHAPOMY " APYTM
HapyLeHMAM.




ITHOJIOTrUuA
ooJie3HHU lllennssnH-I'eHOXa

Tnonorusa CcBA3aHa co CTPENTOKOKKOBOM nHdpekuyue
obHapyKnBaemom B aHamHe3e 3a 2-3 Hegenm A0 Hayana b6onesH
3aboneBaHue Pa3BMBAETCH KaK NOCTCTPENTOKOKKOBbI

UMMYHOKOMMNNEKCHbIX N LUTOTOKCUUYECKUI BACKyaAuT. Yauwe 6onero
neTn.




boJie3Hb lllen1auH-I'eHOXa

[TyckoBbIM (haKTOpOM ABNSAETCA:
* CTPENnTOKOKK,

* NeKapCTBeHHbIe U

° NULeBble anfepreHbl,

ﬁgjycmBMeM _CbiBOpOTOYHbLIN IgA

. NpeApacnonoXeHHOCTb K

8 MUMMYHOKOMMJIEKCHbIM
. npoueccam .



Beayiiee 3BeHO 60J/1€e3HU
MlennganH-I'eHoxa

Beaywimm 3BeHOM B naToreHe3se sABAAeTCA
HapyLueHue KJIMpEeHca UMMYHHbIX
KOMMNJIEKCOB, UX OcedaHue Ha 3HAOTeUU wu
nocaeayloweim  akKTuBauum  KOMMJIEMEHT-
3aBUCUMOTO LLUTONMN3A.

[TopaxkatoTca MUKpococyabl

*  KOXM,

* Kenygo4HO-KMLUEeYHOro TpakTa,

* CYCTaBOB M,

 noytn y 15% Hanbonee TaAXesnbIX OOSIbHbLIX - COCYAbI
NoYe4HbIX KIyOGo4KoB,

¥

YTO BEOET K o4aroBomy mnun aupdoysHomy rinomepynoHedpuTy c
Me3aHrmarbHbIM OTIIOXXEHMEM B MOYKax KomrnemeHTa u IgA.




[IPHU3HAKU HApPYIIEeHWs PaOOThl IEPBUYHOT
3BeHa reMocCTasa

KnnHunyeckue NPU3HaKNW HapyweHusa paboTbl NEepPBUMYHOro 3BeHa
remocTtasa BK/04aloT:

netexmm,

nypnypy CMMMETPUYHOIO XapaKTepa,

Hebonblne KpoBoTedyeHna wun3 CAU3NCTbIX (OCO6€HHO 4aCTo, HOCOBblE
KpoBOTEYEHNA U )-I-(Eﬂy,EI,OHHO-KMLLquHbIE).

MoryT 6bITb 1 NPOABAEHUS MUKPOTreMaTypuUM.
MpoaneHo Bpema KpoBOTEYEHWUI NPU TPaBMaXx.

A3 nabopaTopHbIX NPU3HAKOB XapaKTEPHbI

* yanMHEeHNe BPEMEHM KPOBOTEYEHUS,

* HapyLeHUs peTpakumn,

* MNONOXWUTEMNbHbIE AHOOTENMAnNbHbIE NPOOHLI,

* BO MHOMMX Crnyyasix - HapyLeHUs1 JaHHbIX arperoMeTpum TpPoMboLUTOB.
[MokasaTtenu koarynsuum — a4TB (akTnBmpoBaHoe HacTtnyHoe
TpombonnactnHoBoe Bpemsl), B (npoTpomMObuHoBOE BpeMst), TPOMONHOBOE
BpPEMS - HOPMarnbHbI.

NckntoueHune coctaBnsaeTt bonesHb doH Bunnebpanaa, korga HapyLlarTcs U

dyHKLMN TPOMBOUMTOB, N NPOTPOOUHOBOE BPEMSI.




Bbose3Hb (hoH BurieopaHoa
(mpoméoyumonamusi) noHssmue, 5muo/102us

Tpombouyumonamuu MOXHO pa3gennTb Ha
HacneacTBeHHble UM npuobpeTteHHble. Hanbonee
PACNPOCTPAHEHHAA Yy YenoBeKa Hac/ieacTBeHHas
aHOMaInA remocTtasa - bos1e3Hb hoH BunnebpaHoa —
mpombéoyumonamus C annemeHmamu
Koazaysonamuu.

Cuime3s u ebibpoc VWF mpomboyumamu u
3HOoOmMenuem uHoyyupyemcs :

8a30rpeccuHom,
acmpoz2eHamu,
cmpeccom,
rnpo2ecmuHamu,
YUMOKUHamu.




IlamozeHe3 60.1e3HU (poH Busrse6paHia
(mpoméoyumonamusi)

lNMamoezeHe3 3a60s1e8aHUA CB8A3AH C HapyweHUem 08YX 2/108HbIX
cyHkyul vVWE:

yyacmue 8 adze3uu mpomboyumos nymem cea3bieaHus
2n1uKonpomeuHa Ib;

yyacmue 8 cmabunusayuu u mpaHcrnopme moanekyneoi Vil
aKkmopa ceépmeoisaHUA Kposu, be3 ye2co aHMu2emMous1bHbIU
2/100Y/1UH CMAHOBUMCA OYEHb KOPOMKOXUBYU,UM.




boJsie3anb poH Buwuie6panaa (TpomMooLMTONIATHSA )

Beayuwiee 3BeHO 3TOM NaTto/NOrMM  3aKAlOYaeTca B
HeAOoCTaTOMHOM O0OCBOGOXKAEHUN CUHTE3UPOBAHHOTO
VWF, yTo He no3BosnseTr Tpomboumtam 3PPeKTUBHO
NPUKNENBATLCA K SHAOTENNIO.

Tak Kak VWF asnaetrca Hocutenem daktopa VIII-C un
3alMLULaeT ero OT nporeonusa, y OO/bHbIX 4acTo
MMEETCA He TONbKO CHUXeHne KoHueHTpauun VWF, HO
N HeKoTopaAa HexBaTtKa VIII-C.

PaccTpoMcTBO remocTtasa coyeTaeT AedeKT aaresvu
TPOMOOLIMTOB U MNOHUMKEHHOEe aKTUBUPOBAHHOE
yacTMyHoe TpombonsacTUHOBOe  Bpems,  4TO
OTHOCUTCA Y3Ke K KoaryaonaTum.




[IproopeTeHHbIe JePeKThbl QYHKIIUUA
TPOMOOLIUTOB

MpuobpeteHHble ¢deHOKONuM 6onesHn GoH BunnebpaHaa moryt
ObITb Npu:

yrHeteHuu npoayKkuum vWEF

rmnepTupeos,

onyxonb Bunbamca,
muenonponudepatTuBHblie 3aboneBaHus,
OCTPbIA pecnMpPaTOPHbIN AUCTPECC-CUHAPOM,
aAeHOKapuMHOMbI,

PaBHO KaK M npu ayrtoanneprmm K 3tomy ¢aktopy (cucremHas
KpacCHaa BO/YaHKa, mnenomHana 6onesHb 1 gpyrne ammepomeil).




Peakue Hac/ieACTBEHHbIE

TPOMOOLUTONIATHUH

TpombacmeHusa MAaHYMAaHHA V 3cCeHYUanbHaA
ampombus - obe HacneayrOTCA ayTOCOMHO-PELECCUBHO
N OOHapY*KMBAOT CXOAHble 1abopaToOpHbIE U
KNMHUYECKME XapaKTePUCTUKU. MoneKynsapHbin gedeKkT
KacaeTca rnmkonpoteunHa llb-llla.

TpombacteHuna MaHUMaHHa - reMopparnyecKmm
anaTes,

° npoABAAKOWAACA YO/TUHEHUEM BPEMEHN
KAaMUNNAPHOIro KpoBoTe4yeHUA,
° OTCyTCTBUEM UZIN PESKUM ocnabneHnem

peTpaKkLUUN KPOBAHOTO CrycTKa, Npyu HOPMasbHOM AU
NOYTU HOPMAJIbHOM coaeprKaHUU MOPPONOTrNYECKH
TUMUYHbIX TPOMOOLMTOB B KPOBMU.

Mpu TpombacTeHnn MaHYMaHHa peyb aeT o
HapyLweHunn arperaumm (Ho He aare3unn).



Tpomé6acmenus I1aHYMaHHa

Ha ocHoBaHuu HopmaabHoro (Il Tun) uam pesko
cHu»XeHHoro (I Tun) yposHa ¢pnbpuHoreHa B
TpombouuTtax 6bis10 BblaeNeHO ABa BapUaHTa
TpombacteHnn MaHymaHHa.

Tpombouuntbl 60/1bHbIX HOPMaZIbHbI Ha BUA,, CNOCOBHDI
aAresnpoBatb, HO TEPAIOT BO3SMOXKHOCTb CBA3bIBAHUA
dunbpuHoreHa. OtcyrcrBue pukcaumm K pubpuHoreHy He JaéET
BO3MOXHOCTU A/19 NOJIHOLLEHHOM peTpaKLumn, HECMOTPA Ha
HOPMaJ/IbHOE YNC/1I0 KPOBAHbBIX NIACTUHOK.




[Ipuo6peTeHHbIEe AePeKThbl QYHKINU

TPOMOOIIMTOB
Mpun ocTpbiX MmuenobnacTHbiX NerKosax M npu
6nacTHOM  Kpu3e  XPOHMYECKOro  MUenonemkosa
OCHOBHbIM ($OHOBbIM  HapyLleHMem remocrtasa
ABNAETCA TPOMOOUMTONEHUA TUNopereHepaTopHoro

TMNa, B CoOYeTaHUuM C HEeNno/IHOUEHHOCTbIO
MerakapmoumTos n TpombouuToBs.

HapyweHuna ¢yHKUMiM TpOMbOLUUTOB CBA3LIBAIOT C
AedEeKTHOCTbIO MerakapuouuToB, pPa3BUBAIOWMXCA B
6n1acTHOM OKpyXKeHuU, noa, BANAHUEM LUTOKMHOBDIX
CUTHANI0OB HEONMACTUYECKMUX KAOoHOB. [OuchyHKuuma
TPOMOOUUTOB NPOTEKAET NO TUNY HEAOCTAaTOYHOCTU UX
rpaHyA.




boJiesus Bepsibroga

TpombouuToneHns Nnpu NCTUHHOU 6onesHn
Bepabroda - XxpoHnueckoe, BONHOO6pasHoO
npoTekawuee 3abonesaHue, He umewLee
O4YEeBUAHOMN CBA3U C KOHKPETHbIM NPOBOLUPYIOLLUM
daKTopom, TO eCTb ManonaTnyecKoe.

Ob6a3aTeNbHO HA/IMYME MErakapuoLmMTo3a B
KOCTHOM MO3re, TMFaHTCKUX TPOMbOOLIUTOB U
aHTUTPOMbOUUTAPHDbIX ayToaHTUTEeN. Ob6s3amenbHbIU
npu3sHaK 6onae3HU- aymoaHmumena Kaacca IqG,
cneyuguyHOCMb KOomopbix obcyicoaemcs.




KRoryionaTuu

remopparnyeckme 3aboneBaHna B pesynsrarte NepBUYHbLIX HAPYLUEHUN B
nnasmeHHon cucteme dondpmHOOobpasoBaHms.

Ob6pa3oBaHne pundbpuHa

(
|r|_|p0|/|cxo,1:u/|T B TpM 9Tana. cae%%m BHYTPEHHMi nyTb BHeLuHMit nyTb
apyLlueHuns nepBoro arana
A goms | (X1, XI, X, VI, K, BMK) (I, i)
mpombonaacmuHonamuu 1. 0BpasoBakme
np01p0M6MHa3-<
3aTem NPOTPOMOUHA3HbIN HOTO
KOMMNJIeKC npeBpalaeT Komnnexca
NneyeHoUHbIN 6esokK- e Xa,Va, Ca?, 31p
npeaLwecTBEHHNK NPOTPOMOUH \
B TPOMOUH. edeKTbl 3TOro i AKTUBHAA NPOTPOMOUHA3E
3Tana CBEPTbIBAHUA —
mpombuHonamuu 2. 06pasoBanue
i I »| Ila (rpombuH)

B Y
v \

3, 06pasosanie (hMOpUHOreH (huOpuH

dubpuHa )




BarkHeu11Me HacjieCTBEHHbIE

TPOMOOILIACTUHONATUU — cEMOPU/MUU

Pa3snunyatot Tpu TMna remodpunum:

1. remodunua A- pedbuunt paxkropa VIl

2. remodpunua B — pedbuuunut dakropa IX,

3. remodpunua C - gpepunumnt ¢pakropa Xl.
[TpoKoarynaHTHYO aKTUBHOCTb paKTopa VIII

OLEHMBAIOT B CUCTEME OnpeaeneHuns & TR
«aKTUBUPOBAHHOIO YaCTU4YHOTO TpON\6OI‘II‘IaCTMHOBOI'O
BpemeHn», (a4TB - Tect). 3TOT aHTUTEH 0H6O3Ha4YaeTcA
Kak VIII:C.

KnnHuyeckaa KaptnHa remodpuaum A xapakrepusyercs
TKaHeBbIMU reMaTOMHbIMU KPOBOTEYEHUAMM,
NPenmyLLecTBeHHO — BHYTPUCYCTaBHbIMMU,
BHYTPUMbILLEYHbIMWU, @ NPU TPAaBMaX ros1I0BbI - U
BHYTPUMO3TrOBbIMMU.




[feMopuuA

CpenHAaA TAXKeCTb TeueHnA 6onesHu cea3aHa ¢ Haanumem 1-5% ot
HOPMa/bHbIX YpoBHeN PyHKUMOHaNbHoro ¢pakropa VIII.

Y 3TXx reMmodpUNNKOB KPOBOTEYEHMA BO3HUKAOT, B OCHOBHOM, Mpw
TPaBMe WU NMPU XMPYPruyecknx BMeLlaTesibCTBax, n3peakKa -
CMOHTAHHO.




IlamoeeHe3 cenamoz2eHHOoU Kodcy/iondamu




IlamoeeHe3 cenamoz2eHHOoU Kodcy/i1iondamu




3THUOJIOTUS IPUOOPETEHHBIX
KOoaryJionaTuu

Y B3pOC/bIX 3HAYUTENbHYIO POb B 3TUONOrMN NPUOBPETEHHDIX
KoarynonaTtum nrpatot 3aboneBaHmnsa nevyeHu:

renaTtuTbl,

napasuTapHbie Nopa*KeHna u
HOBOObOpa3oBaHuA,
ayTOMMMYHHbIE renaTtonaTuu,
a/IKOro/sibHaA renatonaTus,
eNYHO-KameHHasa 6one3Hb u

WHbIE MPUYMHDI, NPUBOAALLUE K NEeYEHOUHOMU
HeAOoCTaTOYOCTU, XO/1eCTa3y U axosMu, HapyLeHnto obmeHa
BuTamumHa K, a TakKe cuHresa ll, V, Xlll u uHbix pakTopos
NeYEHOUYHOro NPOUCXOXKAEHUA.

K peaKkum npnymHam Koarynonatum OTHOCATCA YKYCbl A00BUTbIX
3Men, HANPUMepP - ropP3bl, KOTOPbIE CONPOBOXKAAOTCA
BACKY/IMTOM B coyeTaHunn ¢ ABC-cuHaApomoM.



/IBC-cuHOpoM

JTUONOINA :
NHPpEeKUnHK, B rematonorun [BC-
TPaBMbl, CUHOPOM
peaKkuuu runepyyscTBUTENbHOCTM, HabrogaeTca npu
natonorma 6epemeHHOCTUN U e remobriacrosax , a
POLOB, TakXe npu
OTpaBNEHUA, remMoTpaH@y3nOoHH
OKOTN, ) bIX peakuusax,
TengHaﬂbele CTaAun TAXKENbIX o QCTPOM reMonu3e,
ETIOONUSECK/ PACCTPOACTS M. rieix OCTpi
OCTpPbIN pecnuUpaTopHbIn MHPEKLIMOHHBIX
NNCTPEeCcC-CUHAPOM U T.4.. BACKyJinTax.

B OHKOMoOrMnm OH xapakTepeH Ans ctagum pacnaga HoBoobpasoBaHUN,
0CODOEHHO - ageHOKapPLMHOM, CEKPETUPYHOLLUX TPOMOOreHHbIN MYLIMH.
Kpome aT1oro, MHOrme onyxosnv BblAensaoT TKAaHEBOM TPOMOOMMNACTyMH,
aktnsatop X paktopa n, YTO 0COBEHHO MHTEPECHO — CEKPETUPYIOT
dooconunuaconepxallume MUKpPOBE3NKYIbl, BbICTyNaroLWmMe Kak Tpurrep
npouecca remocTasa.



/IBC-cuHOpoM .

OCHOBHbIM naTtoreHeTy4eCKMMm 3BeHoOm cuHapoma [IBC
CAYXUT CUCTEMHAA W napannenbHaa runepakrtmBauus
TPOMOUHA U NZ1a3MUHA.

KoarynonaTtusa xapaktepHa Aana 2-u ctagmu pa3ButmnAa CUHAPOMA, Nocne
yero HacTynaer aktuBauma ¢ubpuHonmMsa, a 3To

3HameHyeTca HakonsieHnem MAP (npoaykTbl Aerpoaaumm
$dnbpuHa).

B TepmuHanbHOM cTaanm HabnopatoTca remopparmyeckme HeKposbl
TKaHeu.



/ABC-cuHopom

Mpu TunuyHom A BC-cuHapome B pasrap 3aboneBaHus
CHUNXKEHO KOo/In4yecCtTBO TpOM60LI,MTOB,
HapyLlleHa ux arperauus,

YATNUHEHDbI ﬂpOTpOMGMHOBOE, dKTUBMNPpOBaHHOE 4YaCTUHHOE
TpOMGOnIIaCTMHOBOE BpemsA,

CHUXKEeHO Konnuectso pubpuHoreHa,

MMEEeTCA NONOXUTENbHbIA NPOTaMUH-CYIbPATHLIN TECT Ha
npucyrtcreue n3bbitka PubpmnH-moHoOMepa,

NOBbLILEHO KOJIMYECTBO NMPOAYKTOB Aaerpogaunn ¢pubpuHa
n, ocobeHHo, D-aumepa dmnbpuHa B KpoBM.




ABC-cuHOpom

Cunapom ABC moXxeT umeTb permoHasibHbIN UNU

OrpaHUYEeHHbIN XapaKTep.

2TO NnpoucxoamT
npu TpomboTnYeckom TpombouUUTONEHNYECKOM Nypnype -
B COCyAaX MO3ra,
NPU reMOIMTUKO-YPEMMNYECKOM CUHAPOME - B MOYKAX,

NP aHEBPU3IMaX N TEMaHTMOMaX - B npeagenax
I'IOpa)KéHHbIX 3 TUMU NOKa/ZIbHbIMU NnMpouecamMmum Ccocyaos,

npu pecnMpaTopHOM ANCTPECC-CUHAPOME U
Tpomb0amMboANKN NEFOYHOM APTEPUM - B COCYAAX NNETKUX.

Mpn noaobHbIX popmax TEYEHUE CUHAPOMA MOMKET
ObITb MOAOCTPbLIM NN XPOHUYECKUM.




Tpom6oguauyeckuii CUHOPOM

TpombodgpunuyecKuli CUHOPOM — BaXKHaA NPUUYUHA
MHPAPKTOB U NHCY/NIbTOB.

IJTO COCTaBHAs YaCTb MHOMMX ONACHbIX U PACMNPOCTPAaHEHHbIX
bonesHen, HanpuMmep - aTepPoCK/Iepo3a M PaKa, a TaKkKe
XapaKTepHbii ¢GOH HeKoTopbiX GUINONOrMUYecKnux u
NOrpaHUYHbIX COCTOAHUM, B YaCTHOCTU - BepemeHHOCTU U
cTpecca.

ﬂpeoGnap.aHMe remocraTnudyecCKkux MEeXaHN3MOB Ha4
dHTUIreMmoCtasom TUMNYHO ANnA repuaTpuydecCKkumx
NnauneHTOB.

TonbKo OT TPomMb03MbONUM NEroYHOM apTepun rMbHYT B roa

COTHM Tbicay ntogen. OrpomHOM pPacnpoCTPaHEHHOCTbIO

XapaKTepm3yoTca Tpombodpnebur, $ne60Tp0N\603,
nocT

BapMKO3HOE pacCliMpeHne BeH MU NnebuTnyecknif
OTéYyHO-b60N1eBOM  CUMHAPOM,  MOpakalolme  AecATKU
MUANMOHOB NaLMEHTOB.




Tpomo6ouauyeckuii CUHOPOM

TpeTbs NO 3HA4YeHUIO HacneacTBeHHAA NPUYMNHA
Tpombodmnnum — reHetudyeckne pedeKrtbl
aHmumpombuHa Ill, npomeuHoe S u C Ha
KOTOopble NPUXOAUTCA, B COBOKYNHOCTU, A0 15%
cny4yaes cemenHoro Tpombodpunmnyeckoro
cMHapoma. lfeHeTuvyecknn nedeKkT aHTUTPOMOUHA
Il ayTocomHOo-gomuHaHTeH. OH nopaXaeT He
meHee 0,2% HaceneHuna n novtn 5% cTpagatomx
cemenHoun Tpombodpununen.




JlengeHCKasaA MyTaLUsI

JlengeHckaa mytauma aenaer dakrop V Takux
UHOAWBNAOB HEYYBCTBUTEJIbHbIM K  WMHAKTUBALUM
KOMMNJ1IEKCOM «TpOoMbOMOAYNINH-6en0K C». B
pe3ynbraTte CUNbHO CHUXKaeTcAa cnocobHocTb
COCYANCTOMU CTEeHKMU orpaHuWYMBaThb
dubpuHoobpasoBaHue.

3T0 0CObEeHHO npoABNAETCA B BEHAX HWUXKHUX
KOHEYHOCTEN, rae mMmana BblpaboTKa NPOCTaUUKAMHA U
aencreyet daKTop 3ameIeHUA KPOBOTOKaA.
Pa3BuBaeTcH ¢nebompomb03, 4ypeBaTbIn
TpoMmb0IMBONNYECKMMU OCNOKHEHNAMMN.




cunepecomouucmeuHemu

MoyTtun 20% 6ONbHbIX C cemenHom
Tpombodpunmemn UMEIoT HacneACTBEHHYIO
2unepaomoyucmeuHemuro.

f[omouucrteuH
CHMXKaeT TPoOMbope3nUCTeHTHOCTb COCYA 0B
CHUXXAaeTaHTUKOArynAaHTHbIE dYHKUUN

3HAOTEeNUA,

aKTUBUpYyeT ocsoborxkaeHue TKaHeBoOro
TpombonnacTuHa,

akTusupyet PpyHKumuio V ¢pakrtopa m arperaumio
TpombouunTtos.

Mpn runepromoumcrenHemmun Habnropaercs
TPOTM603 He TONbKO BEHO3HbIK, HO W
apTepuanbHbIN.




Amepockepo3

AmepocKnepo3 Bcerga cBfAsaH C TPOMb60PUAUTUUECKMM
CUHAPOMOM. ATepoCcKiepoTnyeckme BAALWKU UMeELOT
TPOMbOOreHHyo NoBepxHOCTb, 0cobeHHOo - boraTblie
XO1eCTEPUHOM U aKTUBHbIMU MaKpodaramum AMnngHb
6nawkun. «bonbline» paKkTopbl PUCKa aTepPOCKIEepo3a
(KypeHune, aucannonporenHemmnmn, caxapHboiii guaber,
runepTeHsunsn), a Tak»Ke MHorue «Masble» aTeporeHHbil
daKTopbl (TYYHOCTb, CTPECC, NPUHAANEXKHOCTb K
MYXCKOMY Moy, runepypukemus, npmem nepopasbHt

KOHTPaLEenTUBOB, HapyLleHna obmeHa romouucTenHa
NOBbLILLIAIOT PUCK TPOMbO3a.




