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Adorsgp Ipuk o Bunnebpard

BuiieOpana (pakTOpbIHBIH
CAHABIK HeMece CanaJibIK
aybITKYJapbiHA 0alIaHBICTHI
TYBIHAAUTHIH IATOreHEe3i
KarblHAH 0ip-OipiMeH KaKbIH
aypyJjap ToOblI.

Aypyabl eH OipiHImi per

1926 :x. E.von Willebrand
AyTOCOM/bI - IOMUHAHTTHI
THNTI TYKbIM KYaJaWTbIH
0TOACBHIHIA TAYbIIl, «TYKbIM
KYyaJanThIH
nceBaoreMopuiIns> JaereH
aTIIeH CUIIATTal Ka3FaH.
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Bunneopano aypyer = Tya nanpa oonraH
MynbTUMepnik popmachbl BunnedpaHa
dakTOopbIHbIH XeTicneywiniriHe 6annaHbICTbI.
BunnebpaHpg chakTopbl TpoMboOUUTTEPAIH
3HOoTenuure aaresnsicbiH Texeunai xxaHe 8
dakTopabiH cTabunusaumsacbiHa KaTbicagbl,
OHbI Nyla3MaHbIH KaH YIObIHA KapcCbl
3HaKTUBaLUACLIH Kopfanabl.BunnedpaHg
daKkTOpbIHbIH XeTicneyi
MUKPOLUUPKYNAUNASbIK KAH KeTyMeH
OaunaHbicaabl, KebiHe apanac Typi.



Von Willebrand Disease

N

Scurce. TUSOM

Increased boading time; normal platelets, vWF gene & on
chromosome ¥12
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BunnedbpaHa aypybiHAa remopparusanbiK CUHOPOMHbIH
WHTEHCUBTIr TyYpaKCbI3 — a3faafaH Tepi bepTnenepiMmeH Xui aybip
y3aK KaH Ketyre geuiH oonagbl. XKbIHbICTbIK AaMy Ke3iHae erep
aypyAblH afbiMbl KOnausnbl 6orica aa, MypbliHHaH XaHe XaTblpaaH
KaH KeTy bonmMmanabl. Tepi acTbiNbIK KaH KeTY XeHin Xxarganaa
OeTKeun ,aybIpCbiHYCbI3,an aypyablH aFbiMbl ayBpnafaH cavbliH
remochmnuaga nanaa 6onartbiH remaTomara ykcauabl.

Kenpge AIXK kaH keTy 6onaabl.XKaTbIpnbIK KaH KeTy kenge 15-25
KYHre co3blfiagbl XXoHe eMre KUbIH OepineTiHi COHwWwa, XaTbIp
3KCcTepnauuscbiHa XyriHeai. BunnebpaHa aypybiHbIH aybIp
dopmacbiHAa a3 xaraanaa yrnkeH OybiHAapFa KaH KYUbINybl
MYMKiH. F[emMaTypua mMeH Mufra KaH Kyublnly CUpeK Kesgeceai.



ITHOJIOTUSCHI JKIHE HATOreHe3i:

AypyabiH cededi 0earicis. Busiedpana (pakTopbl
VIII ¢dakTopabiH ayTOCOMABIK KOMIIOHEHTI
00161 TAOBLIIA/IbI, OHbI KAH TAMbIPJIAPbIHBIH
IHAO0TEJTUAIBABI KJIETKAJIAPbI MEH
MeraKkapuouMTTep OHAIpe/i sKIHe KAJAbINThI
Karaanaa o exki pynkuusa opsinganabi: VIII
(paKkTOPABIH TACBIMAJAAYIIbI KbI3METIH aTKapa/bl
KOHE TPOMOOUMTTEPAIH AAre3usiChbIH
CTUMYJISAUSTIAUbI.



BunieOpang aypysl BusieOopana (hakTOpBIHBIH
KETICIICYIIUIITIMEH CHUMOaTTalaJbl, OHbIH HOTHKCCIHIC
r€MOCTAa3/IbIH TaMBIP-TPOMOOILIUTAPIIIK Ta, ILIa3MaJlbIK
Ta OybIHJApbl Oy3bUIaAbl. ['€eMocTaz KyMEeCIHAE KOC
KEMICTIKTIH 001ybl BuiaeOpaHa aypybIHbIH O1p *KarbIHAH
TPOMOOIIUTOIIATHAFA, CKIHIII )KaFbIHAH FeMO(pUINAFa
VKCACTBIFBIH TyAbIpaAbl. Aypy ayTOCOMObI-JOMHUHAHTTHI
THUIIT] TYKbIM KyaJlalJibl, COHJBIKTAH €PKEKTEP HE,
orenaep A€ aybIpaabl. AypyablH ayTOCOMIBI-PELICCCHUBTI
TYpJIepl1 JIe Ke3AeCe/Il.



Cxema HacnegoBaHUsa remocounnm

oTel SGoneH mMmaThb 30poBa oTey 340poB MaTb HOCU-
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Kianaukacel

Bunneopano aypyvineiy 6encinepi epme naiioa 601aowl. 5 H#cacka Oeuin
HcapakammapOan Keuin, ap mypii XupypeusivlK ic-opekemmepoeHn Keuin (micmi
HCYITY, MOH3UIIKMOMUA HCIHE DACKAAPbL) 2eMOPPACUATIBIK Oenzliep 0071)bl
MYMKIH.

Kancuoipazeiuumuvikmoly cunamol — MUKPOUUPKYAMOPTbI-2EMAMOMATIbIK,
Keuloip aoamoa KancolpazolulmovlKmvlH MUKPOUYUPKYIAMOPIbIK MUni, Keuoipinoe
— 2eMaAMOMAbIK MUNI 0ACbIM 0071a00bl.

9p aypy a0amoa 2emoppazusiblK, CUHOPOMHbBIH AYybIPMARAIBIRbL IP MYPil
00214001, eH dHceHil mypoeH eH ayvlp mypze Oeilin Ke3oeceoi. AypyoviH rHceHin
mypiHnoe 00,1amuvlH KAHCHIPABIULMBIKMbIH 0enzinepi: mepioezi 2emoppazuinap
(«Koz2epzen xcepy, DipeH-capan nemexuanap) Heane CUPeK MYPolHHbIH KAHAYbl.
Aypyovin ayvip mypinoe ap ycepoeH Y3aK yaKvlm Hcone Koj1iemoi KaH Kkemeoi
(Hcamuvipoan, acKa3aH-iweK HeoablHan m.0.), Kan Kyuslaynap 601aovl (Ko3
mopuina, anaodesze, Oyvinoapza, OyauviKem apaivlk KeHicmikmepze).

Aypy moakpin mapizoi 0amuovl — Kyuieuzen KancolpazblulmulKmuvlH Ke3eHoepi
Ccanovlp Ke3eHo0epmeH aimacouln Oomolpaool.
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LIJapKo anne6paHn
CVHAPOMBbI
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JInarHo3 Ko KpUTEpHUIIEpl: aHAMHE3 MAIIMETTEP1
(ayTOCOMIBI-IOMUHAHTTHI TYKBIM KYY), apajac THUIITI
KAHCBIPAFbIITHIK (O1p ME3ruie reMOoCTa3IbIH
TPOMOOILIUTTIK T€, IUIa3MAJIBIK Ta OYbIHIaPBIHBIH
OY3bLIYHI), FEMOCTA3 KOPCETKIMITEPIHIH 63repyl (KaH
KeTy yakbIThl MEH AJKTY y3apysl, iazMazaa
TPOMOOLMTTEP/IIH arperanysablK OCJICEHIUIITTHIH )KOHE
m1a3mMaga Bumineopana (hakTopbl OCICEHAUIITHIH
TOMEHJEY1).



JdugpepeHyuanobl duaczHocmMuKachbi

BunnebpaHO aypybiHbIH XeHis1 mypiH uduonamusifibIiK
mpomMmbouumoneHusioaH, aybip mypiH 2emoghunusidaH aXblpama
6iny kepekx.

1) Uduonamusinbik mpombouyumorneHusidaH alblipMaWbifbifbl
BunnebpaHd aypybiHOa wemki KaHOa mpombouummep CcaHbl
e3zepmelioi.

2)[emocpunusidaH epekweniei: BunnebpaHO0 aypybIMeH
epkekmep Oe, oalesidep Oe aybipadbl, KaHCbIparFbIWMbIKMbIH
MUKPOUUPKYnsmopsibliK muni 6acbiM 60s1adbl, mepi MeH mepi
acmbl Wesnize Xui KaH Kyubinaobl, oauesnidepde aHeMusi
myobipambIH  nosiuMeHopess  6os1adbl, 6ybIHOapP  cupek
3aKkbIMOaHalbl, ademme OybIH 3aKbIMOaHYbIHbIH XeHi1 mypi
6aukKanaosi.
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Emi

* bocaHy Ke3iHae HeMece KaAPAKAT,XUPYPIrUAJIbIK
onepanmusaIapaaH KeliH KaH KeTyll TOKTAaTaTbhIH
Adpijiep KOJAAHBII KYPY;

* Crepouarsl KaObIHYFA KapcChl A9Pi KoJaaH0ay
(acnupuH,u0ynpodgeH T1.0)

°* AHTHATPEraHTTAP KIHE renapuH,pappapuH
CeKiJIII JapijiepaeH ayaak 004y,



Bazonamui

BasonaTusnap- KaHafbIWTbIKKA 9KeNeTiH, KaH TaMbipiap
KYPblIbIMbl MEH KbI3METiHiH 6Y3bl/IbICTapPbI

TyKvim Kyanaiumoln:
I'emoppacuanvik meneancuoixmaszus,
Panorw-Ocnep-Bebep aypywvt

Ilamoczenesi:

Kan mamuvipnapoviy mipekmik
MeMOpanaoazel yHeep2inikmi
KONL1A2eHHIY, MAnuWbLIbIZbIHAH KONMEn
anespuzmanap 0amuosl
(meneanzuorxkmaszoap) ® Kau
mamwipaap KaovlpacvlHblH 0 ymiHoi2l
oy3vliaovt ® mpomoouummep
ocaodvicaimaiioot ® mepi men
WIBIPBILIMBL KAOBIKMApP2a Kancolpay
0amuosl

Kype naitoa 6oramoin
8A30NAMUANAPZEMOPPASUATIK,
sacKyiummep

- lllennenn-I'enox aypywl ke3inoe
anmuzeH-aHmuoene Keuenoepi Kan
mamwipaap Kaovlpacovli 3aKbIMOAiObl
(annepeuanvik cepninicmepoin I mypi).
Anmuzenoepi eupycmap, 6akmepusniap,
CIMPEenmoKOKmulH Keuoip wumammanapol,
mazamoulK aniepzenoep iic.o. - /Kyknanot
aypynapoazot (Kbi3uliuia, Kbl3AdMblK,
Depmne cy3eK iic.0.) 2emMoppazuAIblK
oepmnenep - C — agumamunosvl Ke3inoe
(KonnazenHin NPOKOIAZEHHEH MY3LTYIHIH
Oy3oli1ynl).



BA3OIIATUA

> femoparnyeckuu guares obycnosneH
dYHKUMOHaNBbHOU U MOPPONOrnYECcKoU
HEeNOJIHOLEHHOCTbIO COCYAUCTOU CTEHKMU

- HacneacTBEHHbIN
- NpUobpeTéHHLIN
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7y Coagulation cascade —b
/.\ /-\ Blood flow
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Fibrin Degradation products

Fibrinolytic cascade

Platelet Activated
platelet

" Fibrin-stabilized platelet plug

Vascular endothelial damage



JKanmel cumMnToMaapsl : TaMbIpiap TOHYCHIHBIH
OY3bLIBICHI(CIIa3M,TaMBIP 3aKbIMAAJTYbI,IIAPE3AED ), KHUl
KaHChIpayJap(MypbIHHAH,aCKa3aH-11IIEKTEH KaH KETY),
Tep1Jie TeIICAHTHOAKTA3UsIap )KOHE KOIl HayKacTapaa
39pIHJIEC TeMaTypus OOJIabl.

PeTnHonaTHs Ke31H1€ KO3 KOpy OTKIPJITIHIH Hallapjayhl,
AHTMOIIaTHS KE31HJE TIHAEPIe OTTEr1 TaChIMaIaybl
TOMEH/ICY1,'€MOCTa3 KYMECIHIH OY3bLIbICHI JKaTabl.



I 'emMopparuanbIK Ba3onaTus
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