[ IpuHOMOBI
nuddepeHInaIbHON
OUArHOCTUKHU KOAryJIoIaTuu



ILnan gexkuuu «IpuHoMnsl 1uddepeHuaIbLHON
AUATHOCTHKHM KOATYJONATHI

1.IToHsITHE O TEMOpPpPAruvYeCKUX COCTOSTHUAX

2. Trunbl KPOBOTOYMBOCTH

3.Uto Takoe reMouius, pa3HOBUIHOCTH IeMOWINA U
UX JTMarHOCTHKA

4. Jlebuuut Apyrux IUIa3MEHHBIX (PaKTOpPOB

5. bone3nr Bunnedpanga, tunel bone3nu Bumneopanna,
KIIMHUYECKask KapTHHA

6. Jluarnoctuka bone3nun Buieopanaa



I'eMopparuyeckue COCTOSTHUSA
CUCTEMBI T€MOCTa3a

(KOarynoIiaTuHn)
[IpnoOpeTeHHBbIE:
3abosieBanus,
HacnencreeHHbie
B OCHOBE
reMopparuyeckue
KOTOPBIX JICKUT
KOaryJonaTuu
IaTOJIOTHUS OJJHOTO WJIH
CBSI3aHbI C TCHETUYECKHU
HECKOJIbKHX 3BCHbLEB
IEeTEPMUHHUPOBAHHBIM
CHUCTEMBI TEMOCTAa3a
e (OUIIUTOM
U IPOSIBIISIOIINECS
AKTUBHOCTHU (DAKTOPOB
reMOpparudyeCcKum
KPOBH.
CUHIPOMOM

B OonbIIMHCTBE C1y4yaeB
UMEETCS U30JIMPOBAHHBIN
neeKkT oMHOTO U3 PaKTOPOB ,
OJIHAKO, BO3MOYKHBI
KOMOMHUDOBAHHEBIE 1eheKTHL.

NJIN CKIIOHHOCTBIO
K €I'O BOBHUKHOBCHMUIO.



MeToa0J0TrnYeCKHUE OCHOBEI
IUArHOCTUKM HAPYIICHUHN reMOoCTas3a

W3 KINMHUYECKUX OPHUCHTHUPOB Han0oJiee BAKHEI CJICAYIOIIHC.

. J
H.




TUIIbI KPOBOTOYUBOCTU

['eMaTOMHBIN TUIT XaPAKTEPH3YETCA MOABICHHEM JAKE MOCE OUYCHb HEOOIbIINX
VIOHOOB, KPAaWHE OONEC3HEHHBIX KPOBOM3IMAHUN B TKAHU, B TTIOJIOCTH CYCTAaBOB,
o1 (paCuHM U AaOHEBPO3bI, B 3a0PHOIMIMHHOE MPOCTPAHCTBO U B MOJIOCTh KHBOTA.
XapakTepeH A1 TeMO()THI.

CMEemIaHHBIN - MEHKPOIHPKYIATOPHO-TEMATOMHBIN - XapaKTEPH3YETCA HE MPOCTO
COYECTAHUEM 3THX JBYX BAPUAHTOB, HO U PSAOM IPUCYIIUX TOJIBKO €MY
KAYECTBECHHBIX 0COOCHHOCTEI:

a) TMETeXHATbHBIC TEMOPPATHH BOZHHKAKOT, KAK IMPABUJIO, PAHbIIC, OBIBAIOT
00JIee YACTBIMHU, YEM T€MATOMBI

0)reMaToOMBI YaIle HEMHOTOUYNCICHHBIC, HO HEPEIKO JOCTHTAIOT OYCHB

OOJIBIIUX PA3MEPOB, PACTONATAKOTCS B MMOIKOKHON W 3a0PIOIIHHHON KJIETYATKE:,
B)KPOBOUBIHSAHUSA B CYCTABbl OYEHb PEIKH, HE BEIYT K Pa3BUTHIO

e (POPMHUPYIOIIUX aPTPO30B;

Yamme BcTpeuaercs npu aedpumure (paxkropa XIII, 6onesnn Bunieopanaa, [ABC-

CHHAPOME, MIEPSIO3UPOBKE AHTHKOATYITHTOB 1 TPOMOOIHTHKOB



BackyauTHO-ypnypHbIN TUM - OOBEIUHSAECT FeMOpparuu, 00yCIOBICHHbBIC
BOCHAJIUTEIbHBIMU U3MEHEHUSIMA MUKPOCOCYIOB U MEPUBACKYJISIPHOM TKAHHU. ITH
M3MEHEHUS Yalle 00yCIOBJICHBI UMMYHHBIM TOPAXXEHUEM COCYI0B
(remopparuueckuii MukporpomooBackynut Illenneiina-I'eHoxa, y310Bas spuremMa)
iy uHpeKuu (reMopparnueckast JuXopaaKka, BAPYCHbBIC U CENITUYECKUE
MHUKPOBACKYJIUTHI).

AHTAOMAaTO3HBIA THM BCTPEYAECTCS MPHU TEICAHTHOIKTA3USAX, AHTUOMATO3aX,
apTEPUOBEHO3HBIX MyHTaX. OTINYAETCA YHOPHBIMUA MOBTOPSFOIIIMMHUCS
KPOBOTECUECHUSIMU U3 NUCIIA3UPOBAHHBIX COCY/IOB, YAIE ONPEACICHHON

JOKaIM3aluy — Hanpumep, rpu 0osie3nn Panaro-Ocriepa, 0€3 KpOBOU3IMSHUS B
KOXKY, ITOJIKOYKHYO KJIETYATKY U JPYyTUe TKAHH.

MuKpOIMpPKYIATOPHBIN (MMETEXUATbHO-CUHIYKOBBIN) XapaKTepU3yeTCs
MOSIBJICHUEM MEJIKHX, 0€300JIE3HEHHBIX, TOYCUHBIX WJIU MSITHUCTHIX, HE
HANPSKEHHBIX U HE PACCIAUBAIONINX TKAHU T€MOpPparuii Ha KOxe, 4acTo
COYETAIOIIUXCS C MEHOPPATUSIMU, HOCOBBIMU KPOBOTECUEHUSAMU, KPOBOTOUUBOCTHIO
neceH. [ eMopparuu JIErko MPOBOLUUPYIOTCSA TPABMUPOBAHUEM MUKPOCOCYIOB.
XapakTepeH Jj1s1 TPOMOOIIMTONICHU M, TPOMOOLIMTONIATHM, IEPE03UPOBKHU
AHTUKOAT'YJISIHTOB 1 UHTMOUTOPOB TPOMOOIIUTAPHOTO FEMOCTa3a.



Buabl KODOBOTOYMBOCTU

OCHOBHOM BONPOC MPHU F€MOPPATrNUECKUX MPOSBICHUSIX
(MUKPOLIMPKYISATOPHOTO THIIA): SIBISIFOTCS JIM KPOBOTEUEHHUS Y OOJIBLHOTO
CJIEACTBUEM HAPYUIECHUN B CUCTEME I'€MOCTAa3a WJIM OHU CBA3AHBI C
MECTHBIMH COCYJIMCTO-TKAHEBBIMU N3MECHECHUSIMU !

Bua
KPOBOTOYUBOCTH

HocoBble
KPOBOTEYEHUS

[lecHeBble
KPOBOTEYEHUS

MeHopparun

[emaTypus

KenynovHo-kuweyHble
KPOBOTEYEHMS

KpoBoxapkaHbe

Opyrve Hanbornee YacTble NPUYUHLI
NOBbILLEHHOW KPOBOTOYUBOCTU (MECTHbIE
U3MEeHeHwus)

MecCTHbIN edeKT (PUHUT, AedeKT COCyaoB) apTepunanbHas
rmnepTeHs3uns

[MapoaoHTOo3

[Monunbl, 3p03nn, ONYXONU reHNnTanmm

MecTHOe noBpeXxaeHue yposiorm4eckoro TpakTta (KamHu,
onyxonwu, Nosnnbl)

A3BeHHbIe NopaXxeHUs CrnM3ncTomn, ONyXosin XXenyno4Ho-
KMLLIEYHOro TpakTa

Tpomboambonunsa nero4Hom apTepun, pak nerkux nnm
Tybepkynes



KanHuko-naToreHeTunyeckas knaccupukayms
NMPUYNH KPOBOTEUEHUMN

I. KpoBoTeueHnusi, 00ycJIOBJIEHHbIE MECTHBIMH J1€CTPYKTHBHO-
HEKPOTHYECKUMHU NMPOUECCAMM: HOB00OPA308aHUS, CPAHYTIEMbL U 5380bl,
moxcudecKue u Oucmpopuueckue nopaxicetuss Op2amos.

I1. KpoBoTeueHUsI TPABMATHYECKOT0 NPOUCXOKIACHUS: NPpU MPABMaAXx,
XUpypeudeckKux emMeuamenbcmeax

II1. KpoBoTeyeHus, 00yC/I0BJICHHbIE AHOMAJIMEH UJIU MOPAKEeHUEM
COCYIOB:

1. Bpooicoennvie sazonamuu u me3eHXuManbHvle OUCHIA3UL.

2. [Ipuobpemennble nopasicenus cocyoos npu amepockiepose, 8acKyiumax,
aH2uonamuu.

IV. KpoBoTeueHusi, 00ycJ10BJIeHHbIE Te(peKTAMU COCYIUCTO-
TPOMOOLMTAPHOIO reMocTasa:

1. Tpomboyumonernuu

2. Tpomboyumonamuu HacieocmeaeHHwvle U NPUoOpenmeHHble

3. bonesnv Bunnebparnoa



KanHuko-naTtoreHeTuyeckas knaccudpumkauma npuUmH
KpOoBOTeYeHUM

V. KpoBoTeueHus, obycnoBrieHHbIe aedeKkTamm
KoarynsiuMoHHoOro remocrtasa u pubpuHonunsa

1.BpoxaeHHble koarynonatum (eemocpuriuu A, B, C,
2UriorpoKoH8epmuHeMuUs, rnapazemourius, 6-Ho Cmroapma-
[payapa,
aurioripompombuHemus, ouc-, acdbubpuHoz2eHemusi, oegouyum
Xlll gpakmopa)

2. [lpnobpeTeHHble Koarynonatun (0bycrioerieHHbIe
namorsioaueu revyeHu, Hanu4uem crneyuguyecKkux
uHaubumopos chakmopos, sumamuH K-oecbuyumHbim
cocmosiHuem, [JBC-cuHOpomom, riedeHuUem aernapuHom)

3. AHomarnuu coubpuHorsiu3sa.



['emopunmn
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I'emodumus A-zaboseBanue, crieilieHHoe ¢ mmojioM. Jledumut daxropaVIII. Boneror
JIAIIA MYKCKOTO MOJIa
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I'emounus B- 3a0oneBanue, CUEIICHHOE ¢ mooM. Jleuumt
(paxTopa IX. boacroT mua MyKCKOro moJa

p

.

4 )

I'emoumusa C- geurut paxropa XI . Jdeduiut (pakropa
MEPEIACTC KAK ayTOCOMHO- PEICCCHBHBIN MPH3HAK.

N\ )




['emopunnsa A

['eMopparuyeckas KoaryJyonarus, CBI3aHHast CO CHUXKECHUEM
aKTHBHOCTH (pakTopa. BBIIEIAIOT HACIEACTBEHHYIO 1
npuoopereHHy10. ['en pakropa VIII Haxogutcs B X- XpoMOCOME.
JKEeHIIMHBI ABIAIOTCA HOCUTEIAMHU. 110 cCTaTUCTUKE BCTpEYAETCsA OT
3-20 cinyuyaeB Ha 100 000 My>»XCKOTro HacEJIEHUA.

KiMHH4YecKass KapTHHA

OTCPOYEHHBIE KPOBOMEUEHUA U KPOBOINUAHUS
IIOCJIE TPABMBI
(3aTpyIHUTEIIHHO
oOpa3zoBaHuE MIOTHOTO TPOMOa,
YTO IPHUBOAUT K KPOBOTCUCHHIO)
AHemus
['emMaToMBbl MBIIII] ¥ CYCTABOB
HeBposnornueckas CUMIITOMaTHUKA




Knaccudukanus reModui
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* AKTHBHOCTH (paKTOpa * AKTHUBHOCTB * AKTUBHOCTB
1-5%. Bo3pact (pakTOpa MEHBIIE oompIme 5% HO
OposABICHUA- 1-3 1%. Bo3pacr menbe 30%.
roga. KoxxHsblii npoABICHUA- 10 | [IposBisgercs B
TEMOCHHIPOM TIO roaa. JTFOOOM BO3pacTe.
TEMATOMHOMY THILY, BrrpakeHHbII JmuTe nbHBIE
HO CJIETKA BBIPAYKEH. KOKHBIU KPOBOTEUYCHILT
Kposousnusuus B TEMOCHHIPOM II0 OCIIe
MBILILBI, MATKHE T€MAaTOMHOMY OTICPATHBHBIX
TKAHU, CyCTaBBI. THILY. BMEILIATEIbCTB.

KposousnusinuAa B Hpyrue

MBIIILBI, MATKUE reMOpPparu4eCcKue

TKAHH, CYCTABBHI. MPOABICHHA
OBIBAOT PEIKO.




I'emopumus A

®aktop VIII —aHTUreMO(DUIBbHBIN IMOOYIMH A, IUPKYJIUPYET B
KpOBHU B Tpex (popmax: koarynupyromas eauauna (VIII ),
ocHOBHOM aHTUreHHbINM Mapkep (VIII Al'), u ¢pakrop Buiieopanaa
(VIII ®B), ces3annsiii ¢ Al CuHTE3UpyeTCs B IEYEHU |,
MPUHHAMAET y4acTHue B 00pa30BaHUU NMPOTPOMOMHA3BL. Y OOIBHBIX
reModuianen carxeHo coaepxkanue (VIII k), a VIIIOB B HopMeE,
MOATOMY JUIMTEIBHOCTh KPOBOTEUECHHUS B IIPEICIAX HOPMBI, a IPU
OoJsie3Hu BuneOpanaa yaimHeHa



NuarnouropHas opma remopuinu A

OcJi0;)KkHEHHE Tepaluy npernaparamu
¢daxropa VIIL.
IposBastorcsa y 5-20% ¢ Tsoxenon popMoit
reMo(uiInu A,
MOJIYyYaBIINX TEPAITUIO
oHlleHTpaTamu gaxkropa VII

BrisiBsitoTCs aHTUTENA K KOHIIEHTpaTy ¢akrtopa VIII
U3-3a JUIMTEIBHOTO MPUMEHEHUS BBICOKUX 103 Ipernapara.
ITIpu BBICOKOM TUTPE aHTUTEII BECH MPEINAPAT CBA3BIBACTCS

Y BBIBOJUTCA U3 KPOBOTOKA,
YTO CO3JA€T 3HAYUTEIIbHBIE TPYAHOCTH IIPU OKA3aHUU
FEMOCTAaTUYECKOW TTOMOIIIH.

Heo0xonumo 3HaTh aKTUBHOCTh PA3BUBIIETOCS UHTUOUTOPA.

JIJ11 3TOTO ONPENETAOT TUTP AHTUTET METOAOM beresna
(mpu TuTpe 10 S BE HEBO3MOXXHO MPUMEHEHUE BHICOKUX

no3 npenapara VIII,
ecnu 6osbiie S BE, HeoOXoauMbl Ipyrue npenaparsl).
Hawubomnee yacto mIpuMEHSIIOT B 3TUX CIydasx Mpenaparsl

T TIDOA o - NT ... C



AKTHUBHOCTh HHTHOUTOPA

[IpyHIIMIT METOJIa OCHOBAH Ha TOM, YTO IPH
ONpeJIeICHUH aKTUBHOCTH UHTHOUTOPA, Y HETO
BO BpEMsI HHKYOallMu C 3TAJIOHHOW HOpMaJIbHOM
IJ1a3MOM YBEIMUYMBAECTCS CIOCOOHOCTh CHUKATh
akTUBHOCTH (hakTopa VIII, 3a cueT nosBiaeHus
aHTUTEII K (PaKTOpYy.

MHrnOuTOp MOXKET MOABIATHCS U Y IPEKIC
3JI0POBBIX JIIO/ICH, 0COOCHHO IIpH OEPEMEHHOCTH
WA UMMYyHM3aluuu. MTHruontop npoBonupyer
KpPOBOTECUECHHE U CHUKACT 3(PPEKTUBHOCTD
3aMECTUTEIBHON TEPAIIUU.



HccinenoBanne akTUBHOCTHU
MHIHOnTOpa o Meroay beresma

3a 1 E]J] bere3na npuHATO TaKOE€ KOJIMYECTBO aHTUTEI,
koTopoe onokupyeT 50% akrtuBHocTH dakropa VIII B
KOHTPOJbHOH I1a3Me. MeTos1 0OCHOBaH Ha TECTE
cMmelmmBadud. 11na3ma manyenTa mocjaeaoBaTeILHO
Pa3BOIMUTCS 10 KOHILICHTpaLMU, KoTopoe OokupyeT 50%
WM MEHEE akTUBHOCTH (pakTopa VIII B KOHTpOIbHOU
J1a3Me, MOCHE Yero, 3Hasl CTCICHb PAa3BEICHUS MJ1a3Mbl
MalKeHTa, MOXKHO BbIYMCIUTh AKTUBHOCTh HHTHOUTOPA.
J171s1 OonbIIeH TOYHOCTH YUUTHIBAKOT 2-3 pe3ylibTara ¢
BBIYMCIICHUEM CPEAHETO apru(PMETHIECCKOIO.



JIMarHOCTUYECKUU AJITOPUTM

1 3Tam: BBHITIOJHSIIOTCS CKPHHUHTOBBIE TECTHI: BPEMS
kpoBoteueHus, [IB, AUTB, ¢puOpuHoreH, koau4ecTBo
TPOMOOIIUTOB.

2 9Tall: YTOYHSIONINE TeCThl Ha MPUCYTCTBUE HHIHOUTOPA

[Tocine BeisaBieHus yaanHeHuss AHTB n CHUKeHus aKTUBHOCTH
daxropa (VIII ) npoBogutcsa tect cMemmnBanus. [1nazma
MMAlIMEHTa CMEIIMBAETCA C KOHTPOJIBbHOM IJIA3MOM B
cooTHomieHuH 1:1. AUTB u akTUBHOCTH (pakTOpa ONpeaesieTcs
HEMEJIJICHHO M ITOCJIe MHKYOalluu B TeYeHUHU 1 yaca npu
Temieparype 37 rpaaycoB. Eciii akTUBHOCTh B 000OMX Te€CTax
paBHa 50% AaHHBIX 32 UHTUOUTOP HET. EClIM aKTUBHOCTh HUXKE
50% TONBKO B MHKYOUPOBAHHOUN MPOOE, UMEIOTCS JJAHHBIC 3a
HaJIM4rie HHruouropa k ¢paxropy VIIIL.



I'emodunus B

Bcerpeuaercs 3aboneBanue ¢ yactoroi 1 va 30 000
CIIy4aeB MY>KCKOTO HaCEJICHUS.

[IpnyrHa MEHBIIEN YaCTOTHI BCTPEYAEMOCTH ITOTO
3200J1eBaHUS KPOCTCS B MECHBIIIEM pa3Mepe TeHa
1 MoJiekyabl (hakropa [X,
4yeM reHa U MoJieKyibl gakropa VIII.




I'emodunus B

Kpucrmac- paktop, aHTUreMo(uiIbHbIN
rioOynuH B, oOpa3syercs B niedeHu. I en B X
XpOMOCOME, B IPYIOM JIOKYC€, OTCTOSIIEM
OT J10Kyca reMopuianu A. MUHUMAaIbHBIN
ypoBeHb remocTatuku 20-25%.
IIproOpeTeHHbIN 1eUIUT
oOHapy>KUBAETCs MPU 3a00I€BAHUIX
MIeYCHU, HEPPOTUUECKOM CHHIPOME,
0onesnu loire.



I'emopunmsa C

AxTHuBHas popma 00pa3yeTcs MpU y4acTuu (pakTopa
X11. BpoxaeHHy0 HEAOCTATOYHOCTH (hakTopa X1
Ha3bIBAOT 00JIE3HBIO PO3eHTAaNs, HACIEMy€eTCA MO
ayTOCOMHO-PEIIECCUBHOMY THITY. bOJI€IOT My XKYMHBI 1
XKEHIIMHBI. MUHUMAIbHBIN T€MOCTATUYECKUU YPOBEHD
daropa X1 15-25%. IIpu Oosiee HU3KOM aKTUBHOCTH
PHCK pa3BUTHSI KPOBOTCUEHUM OYEHD BEJIUK.



Juddepennuanus nedumura

baxtopos VIII, IX, XI

Pe3synbrar nipu nedunute pakTopon

JTaBopaTopHbIN
TecT

dakTop VI

dakTop IX

dakTop Xl

NMMYHHBIN
NHIMBUTOP

AYTB npwu
nobasneHumn
agcopbupoBaHHO
N nnasmbl

Hopma

yBENNYEHO

HopMma

yBENNYEHO

AYTB npwu
nobasrneHum
cTapon
CbIBOPOTKU

YBenuyeHo

HopMa

HopMma

YBenuyeHo

A4YTB npwu
nobasneHumn
cMecH
agcopbupoBaHHO
N Nnasmbl U
CbIBOPOTKU

HopMa

HopMa

HopMma

YBenuyeHo




BrBIABICHUE Ae(MUIIUTA (DAKTOPOB
C MCIIOJIb30BAHUEM PUHIIUIIA
3aMEHHBIX P00

Hanpuwmep,

[Tnasma 6e3
(akropa
VIII 0,5 ma

l HE remodunus B

I'emopumus A



Jepumur dpakropos 11, V, VII, X.

[Ipu ofHOBpEMEHHOM
YIJIMHEHUH BPEMEHHU
CBEPTHIBaHUS B
IPOTPOMOMHOBOM BPEMEHU U
AUYTB-TecTax HE0OX0AMMO
OIICHMBATh aKTUBHOCTD

daxropos 11, V, VII, X.

Jlebuut ux MoXxeT
HaOII0aThCs TIPU TUCPYHKIIMU
MEYCHOYHBIX KJIETOK, IIPH
pueMe OpaJIbHBIX
AHTUKOATYJITHTOB, TIPH
ayTOUMMYHHBIX 3a00JICBaHUSIX,
IIPU TUTIEPYYBCTBUTEIBHOCTH K
JICKapCTBEHHBIM Mpenaparam
(aHTUOMOTUKH, HUTPOPYpaHBI,
CyJab(paHuIaMUIbI U D).




Jluddepenumnanus aedunura paxkropos VII,
V, X, II npoTpOMOHHOBOr0 KOMILIEKCA B
TE€CTaxX ¢ FTeTEPOreHHbIMU Koaryjiaa3amMu

JTabopaTopHbIn VI V nXx 11, | renapuH,AH
TecT

IlebeTokcoBbIn, Hopma HapyweHue |HapyweHune

aKTuBupyet Xnv HapyLwieHune

(84 rrop3bl bonbLue,
yeM Ha 3 cek ¢ K)

OXUTOKCOBLIN (A4 | Hopma HopMa HapylweHune| HeT(kpome
adbl, AKTUBATOP HMT

dll, 0bp-cs

MEN3OTPOMBUWH

)

npoTpomounHoBbIM | HapyweHne |HapyweHnue |HapyweHune




Jeduuut pakropoB VII u X

BpoxaeHHbIN aepuiuT
daxrTopa VII
(TMIIOTTPOKOHBEPTHUHEMUS )
nepe1acTes Kak ayTOCOMHO-
PELECCUBHBIN MPU3HAK.
KiimHr4YecKux mposiBIICHUN HET
€CJIM aKTUBHOCTH (PakTopa
BbIIE 5%. ECiM akTUBHOCTH
(daxTopa Huxe 3%,
reEMOpPparu4eCKuil CUHIPOM
MOXO0XK Ha MPOSBJICHUS Y
OOJIBHBIX C TSXKETON (popmoit
remouiuu A.

Heduuut dakropa X (00J1€3Hb
Crroapra-IIpayspa) nepenaercs
KaK ayTOCOMHO-PEL€CCUBHBIN
npu3HaK. HaciencTtBeHHbIM
AeuIUT BCTpedaeTcs B
MOMYJISIIUASX C YaCTHIMU
POJICTBEHHBIMH Opakamu.
I'emopparnueckue nposiBICHUs
BCTPEUYAIOTCS TIPU AKTUBHOCTH
(daxTopa oxosio 1-25% y
rOMO3UTOTHBIX 0co0el. [Tpu
TSDKEJION (hopMe MPOSBICHUS
MOX0XKH Ha KJIMHUKY
remouiuu A.




RPOBOTCUCHHNS, BOSHHUKAIOIMINC Y OOJbHBIX ITOCJIC OIICPpALINUHN
Ha IPEJACTATEIILHOU XKeEJIE3€, IIPU I3BEHHOM MOPAKECHUU
JKKT, npu KpoBOM3IUSHMSAX B IV1a3a (TudemMax) MOTyT OBITh
CBSI3aHbI C U30BITOYHBIM (DUOPHUHOIU3ZOM.

DaKT MOBBIIIIEHHOI'O BrIsgBieHue
¢uOpuHOIN3a, KaK YBEIUYCHUS
IpUYrHA TPOMOHHOBOIO
KPOBOTOYHBOCTH, BPEMEHHU,
yCTAHABJIMBAETCS 10 YCcKOpeHue Jm3uca
CJIICAYIOINM 3yIJI00YJIMHOBOIO
1a00paTOPHBIM CTYCTKA,

AaHHbIM. [loBrlllIEHHWE YPOBHSA
IIPOTYKTOB
nerpajaannum
¢puoprunorena (111d).




X —0.

bone3Hp (1)OH BI/IJIJIe6paHJIa —— HACJEIACTBEHHOE 3a00jIeBaHUE KPOBH,

XapaKTePHU3YIOIIeeCs BOSHUKHOBCHUEM SMN30INYCCKIX CIIOHTAHHBIX
eTEXHATbHO-TEMAaTOMHBIX KPOBOTCUCHHIA.
['pymnma poacTBEHHBIX IO TATOTEHE3y TeMOPPArndeCcKuX JUATE30B,
00yCIOBIICHHBIX JINOO HAPYIIICHHEM CHHTE3a, TM00 KaueCTBCHHBIMU aHOMATHUSIMU
dakropa Bunnebpanaa

e e = :
k \\\ https:?‘/www.pintereM%O14729891 823
3aboneBaHNe HACIEAYETCS 10 ayTOCOMHO-IOMUHAHTHOMY THITy. [IposiBisieTcs
y 000HX IIOJIOB, C 0OJIbIIIEH YacTOTOM Yy skeHIIHUH (59%)

ITo AMaeMHOIOrHYECKUM JAaHHBIM PacopOCTPAHEHHOCTD — 1 %

CuMOTOMBI TIOBBIIICHHONM KPOBOTOUYHMBOCTH, TPEOYIOIINE JICUCHHUS,
HaOIIOIAI0TCA IpUMEpHO vy 125 marueHToB Ha 1 MITH. 4eJIOBEK

PacnpocTpaHeHHOCTh TsKeNol (peneccuBHoi) (Gopmsl cocrasiser 0,5-5
CJIy4acB Ha | MIIH. 4EJTOBEK



bones3ns Bunnedbpanga

IIpyynHa KpoBOTEUECHU I

1. Hapy1ieHue cBepThIBA€MOCTH KPOBU M3-3a CHUKCHUS
AKTUBHOCTH WJIM OTCYTCTBHUS (pakTopa BuiineOpannga
(oOecneunBaeT aAre3u0 TPOMOOIIMTOB Ha KOJIJIareHe
zamuinaet VIII gpakrop oT nporeonusa)

2. IIpu Oone3nu Buiiedpanga CHUXKAETCS COJIEPKaHUE
CEpOTOHHMHA U PA3BUBACTCS

MaTOJOrNYeCKas JUIaTalMs COCYIOB U MOBBIIICHUE HX
IIPOHUIIAEMOCTH

3. IIpu 601e38u BuneOpanga HaOMI0aar0TCS caMble
IJIMHHBIC KPOBOTEUCHHS, T.K. HAPYIIICHBI BCE TPU
3BE€Ha T€MOCTa3a.



bosie3ns BuiiieOpanaa onpeaeaseTcs y NalMeHTOB ¢
ayTOUMMYHHBIMH, JTUMGMOTpoIru(eparuBHbIMU
3a00JICBaHUSIMU,

00yCJI0BJICH MOSIBICHUEM MHTHOUTOpA NPOTUB (paKTopa
BunneOpanna,

KaueCTBEHHBIMHU aHOMaJIMsAMU (pakTtopa VIII B cBsizu ¢
ancopOIell BBICOKOMOJIEKYIIPHBIX MYJIBTUMEPOB
MaTOJIOTMYECKUMHU OCITKaMH.

NMPUOBPETEHHBLIN
CUHJIPOM




Bce 0 pakTope BuuieOpanaa

CuHTE3UpyeTCs B SHAOTEIUOIMTAX U MErakapruoluTax,
T1/2 —9-15 gacos;

XgaHI/ITCH B TeJiblIax Benoai-1135131a 3 H10TEMMONMTOB U ajib(a-rpaHyiax
MEraKapuoOlMTOB U TPOMOOIIMTOB, OTKY/Ia CEKPETUPYETCH B ILIA3MY;

Onucano 6onee 500 MyTanuii (reHETHUYECKasl JUAarHOCTUKA 3aTPyAHEHA);

ITocie cexpennu B mira3My, MyJsTUMeEPHI hakTopa Buiieopanna
HOI[BepFaIOE[C}I pacmennegmoy@epMerTm? ADAPMTS 13; P

HaunboJsiee akTUBHBIMU B OTHOIIIEHUH B3aUMOJICHCTBUS C TPOMOOIIUTAMHU U
KOJUTAr€HOM SIBJISIFOTCS KPYIIHbIE MYJIBTUMEPHI (hakTopa Bunnedpanaa;

CrsaszpiBanue ¢ @.VIII He 3aBUCHUT OT pa3zMepa MyJbTUMEPOB (pakTopa
BunneOpanaa

[IpegoTBpalaeT npexaeBpeMeHHoe pacuieniaeHue ¢. VIII
u ynainenue u3 uupkyisinuu - (T1/2 yanunsgercs ot 1 yaca 7018 4acoB)

B uI/IpKmeponmIeﬁ KpoBHU (pakTop BusnmeOpanaa HaX0aUTCA B KOMILIEKCE C
(daxTopom YIII:K CBepThIBatoiield CUCTEMBI KPOBH, a B DHIOTEIINU
COCYZIOB U B alib(ha — I'paHysIax TPOMOOILIMTOB HE CBA3aH C HUM.



Bapuantsl B3aumojenctus gpakropaVIII

HAaNMCHOBaAHUE

IIpokoaryasitHTHasi 4YacCTh

AHTHUICHHBIA MapKep
YIII:K

dakrop BusieOpanaa
(xodaxrop
PUCTOMMIIMHA)

AHTHUTEHHBIH 0€JI0K,
ceszanublil ¢ YIII:Prog

CoxkpameHHoe @OYHKIHOHAJbHAS XapaKTEPHUCTUKA
0003HAYCHHUE

Oo6namaeT aHTUreMO(PHITLHON aKTUBHOCTBIO,

YIII:K CHIWDKEH MpU reMopuiInu A, B3aMOJICUCTBYET C
(YIIL:C) dakropom [X, cnraboaHTUTCHHBI.

YIII:Kar B3auMoznencTByeT ¢ UMMYHHBIMU

(YIII:Car) unruouTopamu akropa YIII:K

YIII: @B KoHTponupyeTr BpeMs KpOBOTEUCHUS,
(YIII:Pxo) Y4aBCTBYET B air€3UU TPOMOOIIUTOB U B UX

PUCTOMHUIIMH — arperamyuu, BIusIeT Ha
aktuBHOCTH Y III:K B mynbsrumepax.

YIII:PAr OCHOBHOM aHTHUT'€H KOMIIIEKCa, TECHO
CBsA3aHHBIN ¢ akTopom BuieOpania u BMecTe
C HUM MPOAYLUPYEMBIN B SHIOTEINH.
Bo3M0xHO siBIIIETCSE OEJTKOM HOCUTEIIEM,
Y4acTBYIOIIMM B OpraHU3allid MYJIbTUMEPOB, U
koaktopom YIII:K.



3 Tuna 0oJ1e3Hu BuiieOpanjaa:

https://www.pinterest.com/.../ 469570698623449.



Krnaccudukamus 00Jie3HU
BuniaeoOpanga

1-1 TN

00yCJIOBJICH YaCTUYHBIM
KOJIMYECTBEHHBIM JIe(hUITUTOM
(daxkropa Buieopanaa

CHUKEHUE NIPOKOATYIIHTHOMN
akTUBHOCTHU (pakTopa VIII

CHWXECHUE arperanuun
TPOMOOIIMTOB, MHAYLIUPOBAHHOM
PUCTOLIETUHOM

CHH)KECHHE PUCTOLICTHH-
KO(DaKTOPHON aKTUBHOCTH

CHIDKCHUE aHTUTeHA (haKTopa
Bunnebpanga

2 THII

00ycCIIOBJIeH Ka4eCTBEHHBIMH N3MCHEHUSAMU
dakTopa Bunnebpania, CBI3aHHBIMU C
HapyieHneM (GOpMHUPOBAHUS MYITBTHMEPOB H
noapaszaenseTcs Ha noatunsl: 2A, 2B, 2M, 2N.

NOATHUI 2A - HAPYLIEHUS ABYX PA3JIAYHbBIX
MEXaHU3MOB: e(eKTa CHHTE3a
BBICOKOMOJIEKYJIIPHBIX MYJIBTUMEPOB U
MOBBIIICHUS TTpoTeonn3a pakropa BumieOpana.

noaTuie 2B - oBbIIIEHHOE CPOJICTBO (hakTOpa
Bunnebpanaa k perientopy Ha MeMOpaHe
TPOMOOIIMTOB MIUKOMIPOTEUHY Ib.

noaTun 2M - HapyIIeHHe CBsA3H daKTopa
Bunnebpana ¢ perentopoM rimkonpoTenHoM Ib
Ha MeMOpaHe TPOMOOITUTOB.

IHoaTun 2N - HOpMaNBHBII YPOBEHB (pakTopa
BuineGpanaa u HU3Kasi IpoKoarysssHTHasI
aKTUBHOCTH, YTO 00OYCJIOBJIEHO HAPYIIIEHUEM CBSI3H
dakropa VIII u pakropa Bumiedpanna.



Knaccudukanusa 6one3nu Buanedpanaa

3-i TN
TspKeas opma ¢ oaHbIM JiehuiutoM pakropa BuiiedOpanaa.

(dhopMa xapakTepu3yeTcs OTCyTcTBUEM (hakTopa Buiedpanaa B
ma3Me, TPOMOOIIMTAaX U COCYIUCTOU CTEHKE.

ypoBeHb (akropa VIII ke 10 %.

y TAIUEHTOB C 3-M TUIIOM UMECTCSI BEPOSATHOCTH MOSBICHUS
ajnoaHTuTel K (pakTopy Buiieopana.

CymecTByeT TPOMOOLMTAPHBIN THII 00J1e3HM BuisieOpanaa,
KOTOPBI 00YCIOBJIECH MyTallMel B TeHE TPOMOOILIMTAPHOTO pPelenTopa
rMKonporenHa Ib, BeieacTBue KOTOPOM MOBBIIIACTCS
YYBCTBUTEJIILHOCTh JAHHOT'O PEUENTOPA K BLICOKOMOJIEKYIAPHBIM
MynbTUMEpam (akropa BunneOpanaa. @eHOTUN aHAIOTUYEH TTOATHUITY

2B.



OCHOBHBIE ITOATHUIIBI O0JIE3HHA

IHoxTun
(Bcmpeuaemocmo)

24 (10-15%)

2B (menee 5%)

2N (peoko)

2M
(onucamvi
eOUHUYHbLE CY4alL)

BuineOpanaa

Xapakrep HapyumieHus pakropa BuisieoOpanga

OTcyTCTBHUE OONBIINX U CPEAHUX MYJIBTUMEPOB

[ToBbimieHHast apHUHHOCTH (CPOACTBO) K TTIUKONPOTEUHY
TpoMOo1uTOB GP1b, O0JbIIINE MYJIBTUMEPHI CHUKECHBI

KauecTBeHHBIN J1e(DEKT CO CHUKEHHOMN ap(UHHOCTHIO K
¢ VIII:C

CHuxeHHast ab(@UHHOCTD K INIMKONPOTEHHY TPOMOOIIMTOB
GP1b0e3 HapylieHUS MYJIBTUMEPHOU CTPYKTYPHI,
IPOSIBISCTCS CHIDKCHUEM PUCTOMMITMH-KO(PaKTOPHOM
AKTUBHOCTH IIPH HOPMAJILHOM KOJTHYSCTBEHHOM U
Ka4eCTBEHHOM COCTaBE MYJIBTHMEPOB.



KinHnueckast KapTuHa

KpOBOTe‘IGHI/I}I N3 CIIM3UCTHIX ITIO0JIOCTHU PTA, HOCA, BHYTPCHHHUX OPIaHOB.

CHMIITOMBI KPOBOTOUMBOCTH BaPbUPYIOT OT YMEPEHHO BBIPAKECHHBIX JI0
KpalHe TSHKEIbIX, MPOTEKAIT MPEUMYIIIECTBEHHO 110
MUKPOITUPKYIISITOPHOMY THITY.

VY nanuenToB ¢ pe3kuM aeduiuroM gaktopa VIII HabaromaroTcs
OOMJIBHBIC M TIPOJIOKUTEIbHBIC KPOBOTEUCHUS (HOCOBBIC, JICCHEBBIE,
MaTOYHBIC), TAKKE KPOBOM3IUSIHUS B MBIIIIIIBI U CYCTaBbI, IJIUTCIIHHBIC
KPOBOTEUEHHUSI TIPH TpaBMax, yIaJICHUU 3y00B, ONepaIusX.

B nerckom BO3pPaCTC 4aCTO OBIBAIOT KPOBOTCUCHUA U3 CIIN3UCTBIX
000JIOYCK MOJIOCTH pTa, HOCOBBIC KPOBOTCUYCHUA, CUHAKHU Ha KOXKC.

bonee Tsxenoe TeueHHE TeMOPParuueckoro Juare3a 0TMEYaeTcs BO
BpEMS WJIM BCKOPE MOCII€ NEPEHECEHHBIX MHPEKIIMOHHBIX 3a00JICBAHUM.

HauboJsiee BepOATHBIM ITyCKOBBIM MEXaHW3MOM KPOBOTECUEHHS HAa (hOHE
MH(EKIUU SBIISIETCS] HAPYIIIEHUE TPOHUIIAEMOCTH COCYJIOB M TMOSIBJICHUE
KPOBOTECUECHUM JTUAIICIC3HOTO THTIIA.



JlabopaTopHasi JMArHOCTUKA 00JI1€3HH

BuiiieOpanga
CKpHHHHIOBBIE TECThI JInarHocTHYECKHe
Bpems kpoBoTeueHus - TeCThI
YAJIMHCHO HC 60.]166, qCM Y Konnentpanusa anturena @B (VWF:Ag);
50% 00 JILHBIX, HeE Pucronerun-kodaktopHas aktuBHocTh OB B

mnazme (VWF:RCo)

KOPpCINpycCT C AxtuBHoCTh pakropa VIII (FVII:C);
3(1)(1)CKTHBHOCTBIO ArperaiioHHasi akTUBHOCTb TPOMOOIIUTOB,
3aMeCTUTEILHOM T epanuu UHyIupoBaHHas puctouetuHoM (RIPA);
Komutaren cBsaspiBaroniass axkTuBHOCTH DB
AYTB (ymiuHeHo mpH (VWF:CB);
edbummTe VIH ®daxkrop-VIII-cBsa3piBaroias aktTuBHOCTh OB
a (b a Cl) ) (VWF:FVIIIB)
Yucno TpOM6OHI/ITOB MynbsTrmepsbl dakropa Bunebpanga

(amexTpodopes)




Arperanuusi TpOMOOIMTOB, HHAYIMPOBAHHAS
pucroueTuHom -RIPA

[Ipu mpoBeaeHNN 0OBIYHOTO TECTA HAa arperaluio TPOMOOIIUTOB C UCIIOJIb30BaAHUEM
PHCTOIICTHHA KaK aKTHBATOpa, OIICHUBAETCS CyMMapHas akTUBHOCTD ¢.BuineOpanma u
TpomMOoITMTOB. Ha 0OCHOBE aHaM3a MpuBEICHHOTO IpadrKa arperalfioHHOro TeCTa
CJIO’)KHO CKa3aTh, UTO JICKHUT B OCHOBE 3a00JICBAHUSI - MATOJIOTHS TPOMOOITUTOB WU
narojorus ¢.Buieopana.

KoHeuHBIi IPOIIEHT arperayiu 3aBUCHUT B OOJIbIICH CTEIIEHN OT TPOMOOILIMTOB, a
HAKJIOH CaMOT0 KPYTOro yJacTka rpaduka, alpoKCUHMHAPYEMOT0 IIPSIMOM, 3aBUCHUT B
OCHOBHOM OT (hakTopa BuiieopaHna.

I'paghux 3a6ucumocmu onmuueckou
- I I D A S e e naomunocmu (ocvY) om epemenu (0co
Zg | // — = X). 3e1eHbim usemom 6vloeieHa
50 S Kpueas, COOmeemcmeyouia
30— / HOPpMAbHOU naa3me, KPACHbIM —
10 _,;,/// i | COOmMeemcmeyruian niame, ¢ HU3Kou
e e e e e e e Konyenmpauueu . Bunneopanoa.

TouyHO KOJIMYECTBEHHO OLICHUTh CYMMApHYI0 aKTUBHOCTH (. Buieopanaa
MOKHO C IMOMOIIBIO TecTa PUCTONETHH-KO(DAKTOP.



PucroneTuH-Kko0(paKTOpHAsE AKTUBHOCTH

[Tpuaimin  Metoma: CrenmuaisHo

VvWF:RCo

IPUTOTOBJIEHHBIE KOHTPOJBHBIE TPOMOOIMTHI

MHKYOUpYIOTCS ¢ pucToleTUHOM. be3 yuactus ¢.BumneOpanma TpomMOOUUTHI HE
MOT'YT arperupoBath.

[Tocie nmoOaBineHUS ILIA3MBI

TPOMOOIIMTOB.
YpoBeHb arperallMOHHOM AaKTUBHOCTH TPOMOOIIUTOB MAlIMEHTA ONIPEACIISIIOT 110
KaIuOpOBOYHOMY I'pauKy.

NalMEHTa/KOHTPOJbHOM TPOUCXOIUT  arperamnus

I

O 4 L =2 4 f = F ~ =
— ~ = ~F T

Ipadux  3aeucumocmu  onmuyeckou
naiomuocmu (ocvY) om epemenu (oce X).
Paszeeoenus nnazmvi:  3enemas auHus

100%, xpacnas  aunus 50%, cumas
aunus 25%.

Kanubposounwiii epaghux 3aeucumocmu y2na HakioHa
azpe2ayuoHHOU KPUBOU OM U38ECMHO20 NPOYeHmda
akmueHocmu ¢h. Bunnebpanoa. OmnoxcerHo no ociam:
[ g yena naxnona (ocvY ), | g % akmusnocmu (oce X).
Jlunelinocms docmueaemcs 3a ciem
JL02apumuposanusi.

Y

TOJI HAKJIOHA KPUBOW MAIMEHTa UHTEPIIOJIUPYETCS MO KAITMOPOBOYHOMY rpaduKy JJIsi HAXOXKACHHS MPOIEHTa aKTUBHOCTH.
[Tony4yeHHbIN pe3ynbTaT KOPPEKTUPYETCS C COOTBETCTBYIOIIMM pAa3BEACHHEM U YCTAHOBJICHHOW aKTHUBHOCTBHIO .
Buinebpania KOHTPOJIBHOM TIIa3MBbl.
HopmanbHblit 1rana3oHn 3HaY€HUH 111 aKTUBHOCTH PUCTOIETUH-KO(aKTOpa Il B3POCIOT0 HacelIeHUsl cocTaBisieT S8+166%.



TecT ¢ puCTOLIETUHOM JIJ1s BBISICHEHHUS MOATHIIA Ooe3HH BunneOpanaa

Ecnu pesynbrar Tecta «Puctoneru kogakTop» y 00JIBHOTO Jajl 3HaueHrne MeHee 58%
arperaiyu, ToO Hy’KHO BBISICHUTh TOATHUIT 00Jie3HU Buiieopana.

Omsem 300posozo nayuenma_ ] JI71s1 3TOTO0 MIIa3Ma 0O0JIbHOTO AaHATIU3UPYETCSI C
%0 | - 12 no0aBIIeHHEM TPEX KOHIICHTPAIUii
S 7o : 1 | 0.9 .
£ oo —— PUCTOLIETHHA:
540 i = —os 1.2 mr/ma , 0.9mr/mur, 0.6Mr/mi
a 30 i - b bJ
== 20
13 ~ | . 2b - mun 6one3nu Bunneopanoa
0 1 2 3 4 5 6 7 8 o
Time
100
1 mun 6one3nu Bunneopanoa 90 e el 12
30 e | — ﬂmg
S 70 e — 0.6
§70 & 30 e
§ 60 1.2 == 20 V.
2 50 o ' ) 7l
< / 10
% 40} — . " - 0
230 — 0.9
2 20 0 1 2 3 4 5 6 7 8 9
Time
s 06
Ecsm nanuenT 0oJien (2b - mun), T0 caMasi BepXHsisi KpUBasi 10JIKHA
0 1 2 3 A 3 6 7 8 9 npeBbiIaTh 60% arperanuun. OTBeT HA 0CTAJbHbIE KOHIEHTPALUMHU J0JKEH

Time JIeKATh COBCEM HEAJIeKO OT 0TBeTa Ha KOHIEeHTpauuio 1.2Mr/mi

Ecsin nauuent 0oJieH (I - mun), T0 camasi BepXHss KPUBas J0JKHA ObITh HIKe 60%

arperanmm. OTBeT Ha oCTAJIbHbIE KOHICHTPAUMH J0J/I7KCH NMPONMOPIHHUOHAJIBbHO YMEHBIIATBCHA



OnpeaesieHue MyJbTUMEPHOCTH @B (MMMYyHO31EeKTpOdOpe3)

High M_Ww.

Low M_VV.
multimers

multimers

Normal

Type 1

Type 3

Normal

B — g - -ew
|

ST L

Koauaren cBsasbpiBaoniag aktusHoctb VWEF:CB

MMMyHO(DEPMEHTHBIN METO, ONIPEACICHUS aJAre3uBHBIX CBOMCTB DB
-«CKpUHUHTOBBIN» (DYHKIITMOHAJIBHBINA TECT

-[To3BossieT ¢ Ooublie TOUHOCTHIO, 4eM VWF:RCo, BBISBIATE (GOpPMBI
>

00JIE3HH, MPU KOTOPHIX MPOUCXOAUT CHUKEHUE BHICOKOMOJICKYISIPHBIX
mynsTUMEpoB @B (2A, 2B)

Pedepencubie 3HaueHust — 60 — 130 %



JlaboparopHasi fuarHocTuka

Omnowenusn: vWF:RCo/ vWF:Ag FVIII/VWF:Ag

vWF:Ag
vWF:RCo}Hopma
FVIII

®daktop Buniebpanaa oueHb HU3KUM WIIM HE
ONIPENETACTCS

vWF:RCo/ vWF:Ag~1

FVII/vWF:Ag =1

vWF:RCo/ vWF:Ag<0,7

FVIII/VWF:Ag<0,7

bone3nv Bunneopanoa u zemocpunua A
UCKJIIOUEeHbl

bone3nv Bunneopanoa mun 3

Bepoammnee 6one3znv Bunneopanoa mun 1

Beposammuee 6one3nv Bunneopanoa mun 2
(24, 2B, 2M)

Beposammuee 6one3nv Bunneopanoa mun 2N
unu cemoghunua A



B03MOXHBIN TUATHOCTUYECKUH AJITOPUTM

A

VWEF:Ag

NmMmeeTC

51

b 4

VWE:RCo

A 4

VWE:RCo
VWEF:Ag

0,7

0,7

A

OTcyTcTB

yeT
v

Tvn
3

» | Tun
2

» | Trn

YTOYHEeHH
e
BapuaHTa
(2A, 2B,

~RA An1)




Jludpdepenunanbabiii uarHo3 ¢GpopM 00JIe3HU

Tun ®B:Ag
1 Mnill
2A +/-
2B +-|
2M +/-|
2N +/-]

3 OTtcyTcTB.

Bunneopanga
®B:RCo RIPA
! Hopma
mwnu || uwnum |
Wl %)
! 1)
wnm || +Ty M.06.|
W !
Hopma
unm | Hopma
OTcyTCcTB. OTcyTCcTB.

VIiI:C

Hopma
unum |

Hopma
wnu |

Hopma
unu |

Hopma
wnm |

AR

LI

MynbsTumMmepbl

Bce Tvnbl
MYynLTUMEPOB,
HO «MaJfio»

OTtcyTcTBYIOT
GonbLune u
cpegHue
¢opmbl
OTtcyTcTBYIOT
GonbLumne
¢opmbl

Bce Tunbl
MYTNbLTUMEPOB

Bce Tvnbl
MYNbLTUMEPOB

OTcyTCcTB.



Knnaudeckuit mpumep

I lokazamess FPe3ynbmam Hopma /

[Monyvaemoe nedeHue HET CBEAEHUNA

AYTB (IL) 41.60 254 - 39,9 cex

R (auTB) 13 0,89-1.2

MpoTpombuHoBas akTneHocTb No KBuky 91.00 70-140 %

MHO (IL) 1.06 o= 12
vnHamBuAayansHO npu AHQ

TpomBuHoBoe Bpems (IL) 23.60 15,8 - 24,9 cek

dubpuroreH (IL) 2.99 2,8-47 rin

VI %ax'rop aKTUBHOCTb iif; 37 50 - 160 %

POMK-TecT (opbT) 4.5 3-4 r/n*10-2

AHTUreH cakropa Bunnebpanaa (IL) 21.60 I'pxpoBn Ii- 42 = 141 %
Mp.kposu Il 1L, IV - 66 -176 %

PuctountuH kodaktopHas akr.cp.Bunnet 9,4 FIRORE (ks o TP
Mp.kposu I, I, IV - 60,8 - 239,8 "

CnoHTaHHan 1,63 1-1,6 en
AL®-uHgyumpoBaHHas

5 mkM A1® 53 25-68 %

PucTtomMuumH nHayumposanHan 3,8 56 -80 %

Kenmmna 30 jet, Mmama pedbenka OonpHOTO O0Jie3HbIO0 Bumneopanaa. Ilpunia Ha
IIPHEM K TeMaToJIOTy ¢ LIebI0 UCKITIoueHus 0onesnn BuneOpanna. B anamuese
JUTUTETTLHBIE Mens KPOBOTCUYCHHUS.

ITo 1aGopaTopHbIM JaHHBIM Oosie3Hb BriieOpanaa tum 2

vWF:RCo/ vWF:Ag=0,43 <0,7
FVIII/vWF:Ag=1,71



JlabopaTopHas oleHKa reMocrasa

BHyTp. myTh remocrasa

BHemHu# nyTh remMocrasa
DudpuHOO0OpPa3ZOBaHUE

AKTHBHOCTH ()aKTOPOB

Nuruduropsl paxkTopos

boae3ns BuiieoOpanga

DyHKUMA TPOMOOLMTOB

DuOpUHOIN3

JIBC

[HPU KPOBOTOYMBOCTH
AYTB
I1B /110 / MHO

duodpuHoren, TB wiu penTuiiazHoe BpemMst

¢.I1 +V + VII nau X (Ha 6aze I1B),
¢.VIII + IX + XI nim XII (ma 6aze AUTB), ¢.XIII

Mukc-Tectsl IIB / AUTB (¢ nakydoanuen),
JIOIYC-AHTUKOATYJAHT, UHruouTopsl ¢.VIII / IX

AxtuBHOCTH Q.VIIL, vWF:RCo, vWF:Ag, kpuBas
0TBETA HA PUCTOUETHH, MYyJIbTUMEPBI VWF

Arperanus TpoMoouuToB ¢ A/ldD, agpeHaTInHOM,
TPOMOMHOM, KOJLLIAT€HOM, PUCTOLETHHOM

JIuzuc 3yrinodyannos, PAI-1

D-pumep (kosiuu.), AYTB, IIB, pudpunoren



CIIACUDBO 3A BHUMAHHUE!



