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KAHPONOMIKEc AIMOPPAT'TKEc
AIATAPAXEc¢ AIMOcTAcH

KAnpovopikeg dratapaxeg mpoToyevoug
aAlLpooTAONC

o Nooog von Willebrand (vWD)
o OpopbBacbevereg

KAnpovouikee dtatapaxee mnKTLKOU
U XOAVIOPOU
o Awpoppogiiia A, B, C
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ITAPATONTAg VON WILLEBRAND (VWF)
cYNTIOETAI ¢TA A-KOKKIA TQN AIMOIIETAAIQN KAI TA
ENAO®HAIAKA KYTTAPA
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H ANEIIAPKEIA TOY VON WILLEBRAND
I[TPOKAAET:

VWF BINDS, CARRIES, AND PROTECTS FVIIF A. EAATTwon tTn¢ BLOAOYLKAG

SpaotnploTNTAC TOU:
ExtipdrTal pe
1) LLE TNV TP ATOLON TOU XPOVOU
Pl PONC KoL
2) LLE TNV TtatBoAoyLKNA

CUCOWPEUCN TWV
alponetaAiwy otn
PLOTOOETILVN

3) Mopdtaon tov xpovou aPTT

B. EAGTTWON TNC QLVTLYOVLKNC
Sdpaotnplotntag touv VWF

Adapted from: FedericiAB. Haemotologica. 2003,88(6):EREPC2.




Table 1. Phenotypic Classification and Genetic Transmission of von Willebrand's Disease.

Phenotype Mechanism of Disease Genetic Transmission
1 Partial quantitative deficiency of von Autosomal dominant*
Willebrand factor (and factor VIII)
2 Qualitative defects of von Willebrand factor Autosomal dominant}
A Defective platelet-dependent von Willebrand

factor functions, associated with lack of
lar ger multimers

B Heightened platelet-dependent von
Willebrand factor functions, associated
with lack of larger multimers

M Defective platelet-dependent von Willebrand
factor functions, not associated with mul-
timer defects

M Defective von Willebrand factor bfnding to
factor VIII

3 Severe or cnmp|=tf de'ﬁcienqr of von Wille- Autosomal recessive
brand factor and moderately severe factor
VIl deficiency

* This mode of transmission is sometimes not evident because of reduced penetrance and varied expressivity.
T Rare cases are characterized by autosomal recessive transmission.




Avlpoppayikee oratapaxeg aro ogppa Kat BAevvoyovoug
ITapatetapevn atpoppayla Petd oo TPaUPATLONO 1)
ermepBatikeg olaotkaoleg (II.X efaywyr oo0ovTog,
AIUYOOAEKTOUT))

[N'uvaireg: pnvoppayia

H Baputnta tng aipoppayiag motkiAAel otnv 1ova
OLKOYEVELd KAl 02 OLa@OPETLKA £II£100010 OTOV 1010
aoBevn

O xpovog ekONAwong oxetidetal e T BapuTnta tng
VOOOU

Stress, oppoveg Katd T 0lapKela tThe 16ng, xunorn,
AVTIOUAANTITIKA OL0Kla: Otoplmvouv ev peper tnv
avemapkKera



Noapadtoon xpOvou pong
Ta QLLLOTIETAALO TTOGOTLKA KOl TTOLOTLKA €LvValL UYLA

Napadtaon Tou xpovou HepLknG BpopfomAactivng (PTT) pe pucloAoyiko
Xxpovo nipoBpopBivne (PT)
Il Mepikec popec to PTT: pucLoAoyLko 1 eAadpd TTAPATETAUEVO

Melwpéva emtimeda tou mapadyovta VWF. QuaoloAoyika entimeda av n
Statapayxn ivat mototkn!!

MaBoloyik) cuoocwPELVON ALUOTIETAALWY TTOPOUCLA PLOTOCETIVNG
Awadpopou BabBuou peiwon tou FVIII

HAektpodopnon moAvpepwv VWF (BonBa otn Ax tou turmou Il)



ATtO AAAeC SLatapaxeg ov gpdavilouv mopatToon
TOU XPOVOU pOoNnc LE GUCLOAOYLKO apLlOuo
atponetaAiwy (Bpouonabelec, ayyeLitideg)

ATO AAAEC SLATOPAXEC TTOU TTPOKAAOUV IMapATAON
PTT

ATO Slatapaxeg Tou evéoyevoUc LNXoVIoHoU TTNENG
Kol KUpLw¢ oo tnv atpoppodtiio A

Entiktntn vooo Willebrand (avtoavooa voonuata,
AeppoUmePMAAOTIKA VOO iLaTa, KaKonBeLa)

MNopoucia avTutnkTtikol AUKoU



Aeopomnpeooivn (DDAVP) xupiwe otov tumo 1
Tx vnmoxrataotaong pe FVIII

AVTULVROOAUTLKOL mapayovteg (e-aplvVOKAIIPOIKO
ofu, Tpave{alko olv)

H aompivn amayopeuvetal



AIMOPPO®IAIA

o KAnpovopikn
Olatapaxr) tng nming

o ®duloouvodetn
UIIOAELIIONEVT)
petabiBaon (avopeg:
VOOoOUV, YUVALKEG:
POpELg)

O XIavia, PImopet va
ep@aviofel Kat
OII0PAOLKA
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Averapkela tng evooyevoug 000U INéng Aoyw
amouolag 11 avepadiag Tou:

FVIII (aiwpoppo@iAia A)
FIX (avpoppogiAia B): 5 gpopeg mo oavia
FXI (aitpoppo@iAia C): moAu oavia



AIMOPPO®IAIA

H dltayvwon tng vooou €lval TOOO TILO TIPWLUN, 00O TILO
xapnAa sivat ta enimeda tov unevBuvou apayovia

H kAwvikn ewkova eivol idlar otov tuTo A kot B
BAPIA: napayovtoc<1%

METPIA: mapayovtoc 1-5%

HIMIA: mapayovtoc 5-15%

MOAY HMNIA: tapaywv 25-50% tou puacLoAoyiLkou

161 Baputnta ota PeEAN TNG OLKOYEVELAG Kal otabepn
kot tn Stapketo tnC Lwng



KAINIKH EIKONA BAPIA¢ AIMOPPO®IAIA¢

Mpwtec ekONAwoeLc pexpL to 1o €toc {wNng

[MpokAnon awoppayloc Ue N XWPLC TPAUUATLOUO,
nov pmopet va BaAel og kivduvo tn (wn

AIMAPOPA: emtwduvn dloykwon apbpwoewv Ue
ouvoda onpeila PAEYUOVAC. ZUXVEC UTIOTPOTIEC
odnyouv o xpovia atpoppodtAikn apbponabeia

Alpoppaylec otouc HUEC, ota omAdyva, oto KNZ



METPIAC-HMIAC

OL aLpoppayiec eival KUpLwE ITPOKANTEC
Alayvwon apya otn {wn

2uvNOwc peta ano depevvnon mapadoénc alpoppayiog
LLETA ATTO LLKPN 1 LEYAAN XELPOUPVYLKN EMEUPOON



STHN AIMOPPOOIAIA A:
H NPQTOrENH¢ AIMOCTACH (XPONOg POHg, APIOMO¢ AIMOMETAAIQN) EINAI
®DYcIONOTIKH

2 TNV OLKOYEVELA TNG
LLNTEPOC TIEPLYpADOVTOL
OLLOPPAYLKA cupBapata
OTOUC AVOpPEC

PT puololoyiko aAAa PTT
TIOLPOLTETOLUEVO

Noooc von Willebrand

Noapouoia eniktnTou
avaotaAtn (avtiowpa
gvavtL tou VWF)

KANPOVOLLLKN QVETIAPKELQL

, TwVv rapoayoviwy Xl, Xl
Metpnon tou FVIII

gAV €lval puoLloAoyLKN
LeTpape tov FIX n
€AEYYXOUE YLA TIOLOTLKN
avemnapkeLlo tou FVIII



Alpoppodtiia A vWD

AlpapBpa 2mavia To aipapBpa
I'Ipoo[130?\r'] LOVO TWV MpocBoAn kat twv dUo PUAWV
avopwv NopateTtapévoc XpoOvocS porc
Xpovog pong: k¢ VWF: eAaTTWEVOG

XapnAog FVIII FVIII: kd A EAATTWUEVOC

VWEF : k¢ SUGCWPEUON LE PLOTOCETIVN:

YUOOWPEUON UE rniaBoloyLkn
PLOTOOETIVN: KP



Xperadetal mapakroAouOnon oe efelokeUEVA
KEVTPA

To olkoyevelako mmeplBaAAov mIpemIel va eivau
SVIIEP®IEVO Kal euatoOntomoinpevo

O aoBevng mpemel va @epet SLSLKI] KClp’l?Cl e Tov
TUIIO ALHOPPOPLALAG, TO IIOCOOTO TOU IAPAYOVTA,
™V Unapgrl avam:o}xea TNV OPAOA ALPATOC KAl TO
VOOOKOJ1£10 0TO OIIOL0 napaKo}xOUGem:aL

Exmaidsuon yua autoxopnynon mapayovea
Pappaxreio atpoppo@PLALKOU



Xopnyeltal 0 mapayovtag Imou AelIel, e 0ToX0 Td
enleda Tou va @gtacouv oto 30% tng

(PUOLOAOYLKIC TUHIIG

H 00on e{aptatal amo to Bapog tou appwotou, Tn
Baputnta Kat tn Beon tng arpoppaylag, oo Tnv
IIEPLEKTLKOTNTA KAl TO XPOVo nuioetag (wng tou
II0PAYOVTA, OTO OKEUAOLA TOU XOPNYELTAL



AIMOPPO®IAIA A: MITOPEI NA I'INEI
IIPOI'ENNHTIKOX EAEI'X0OX
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