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Noooc von Willebrand (VWD)

[EVETIKOG EAEYXOG:
QUTOCWHATLKOG (Xp. 12)
KAnpovopeitat pe tov
QUTOCWOTLKO
ETILKPATOUVTA KLl
OTIAVLOTEPQ UTIOAELTIOMEVO

XOPAKTN PO

Eivat n o ouyvn
KAT|POVOLKT] OLLOPPOYLKT
dLaTapoym

1:100 QCUUTITWOTLKT)
vOGoOC

1:800-1:1000 VOOOUV
OdeileTal o€ TOCOTIKN T
TIOLOTLKT OLATAPOXT) TOU
napayovta von Willebrand



Napayovtac von Willebrand (VWF)

O vWF ouvTtiBetal ota a-KoKKio TwV
QULUOTIETAA LWV KoL To eEvOoOnAlaka
KUTTOP

2UMMIETEYEL OTNV TIPWTOYEVT) ALUOCTOOT)
Kol oToBepPOTIOLEL TO UOPLO TOU TTAPAYOVTIX
VIII



Napayovtag von Willebrand

PoAoc in vivo:
oTNV TPWTOTIOON aUPOCTOCT) (TIPOGKOAANOT) TWV
ALUOTIETAALWY 0TO uTtEVOOONALO e T Gp-IB)
KO(L TT) OEUTEPOYEVT] OLLUOOTOOT, YIOTI HETADEPEL
tov FVIII (o omtoiog mapouotadel PLELWIEVO XPOVO
nuioelag Cwng av o€ ouvoebei pe tov vVWF)



H avemapkela tou von Willebrand mtpokaAet:

A. EAdttwon ¢ BloAoyikng dpactnplotnTag Tou:
Ektipatol pe
LE TNV TIOPATOOT) TOU XPOVOU POT|G KOl
HE TNV TIaBoA0YIKT) CUCCWPEVOT] TWV ALUOTIETOALWY OTN
PLOTOOETIVN

B. EA&TTWON TNG aVTLYOVIKNG Opaotnplotntag tov VWF

[ EAQTTWON TNG aVTLaLLOPPOPIAIKNIIG A OpaCcTNPLOTNTOG
IOV €ival uTtevBuvn yLa TNV TTapATACT TOL XPovou aPTT



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.




KAwvikn elkova

ALLLOPPAYLKEG OLATUPOYEG: ATIO OEPUA KOl BAEVVOYOVOUG
MopaTeETAPEVT) QLOPPAYIO LETA OTIO TPAVMATIOMO T
enepPaTikeg OLadLlkaoieg (Tr.xy e&aywyr) 000vVTOg,
AUUYOOAEKTOMUN)

[UVALKEG: unvo-pnTpoppayia

H BapUtnTa NG atpoppayiog molkiAAEL oTnV (OLa OLKOYEVELD
KoL 0€ OLAPOPETIKA ETIELGOOL 0TOV (010 acBevny

O xpovog ekdrAwong oxetietal pe tn faputnTa NG VOoou



AlopopeTiKY) BapUTNTH KOTA TN

oLapkeLla TG Cuong!!

Stress
OpHOVEG KaTA TN OLAPKELX TNG NBNG
Kinon
AVTIGUAANTITIKA OLOKI
: 0LopOwWVOUV €V LEPEL TNV AVETIAPKELX



Yrioyia vooou Willebrand

Neog avOpwTog HE ALUOPPAYLIKEG
EKONAWOELG ATIO OEPUA KAl BAEVVOYOVOUG
Kol GUGLOAOYLKO aplOUO aLOTIETAAIWV:

1n e€€taon: Xpdvog ponG
21) €E€TOON: AVLYVEUTIKEG EEETATELG TINENG



Alwayvwon vWD

Mapdtoon xpovou porig
T ULUOTIETAALX TIOGOTLKA KOLL TIOLOTLKA ELVOLL LYLN

Napataon tou xpdvou pepLkng BpopomAactivig
(PTT) pe puctoroytkd xpdvo mpoBpouPivng (PT)

I Mepikég popég to PTT: pucioroyikd 1) edadpd
TIOPATETALEVO



Alwayvwon vWD

Melwpeva eTtiTteda TOU napayovra vVWF. QucloAoyika
eTiTEdQ AV 1) OloTapoT €ivat tolotikn!!

[MoBoAoyLkr) CUCCWPEVGCT) ALUOTIETAALWYV TIAPOUGIA
PLOTOOETIVNG

Alodpopou Babpov peiwon tou FVIII
HAektpodpdpnon moAvuepwyv VWF (BonBa otn Ay tou TuTou
1



Alodpopikn dlayvwon

ATIO OAAEG OlaTapay e Ttou epdaviCouy TapATaon TOU
XPOVOU por)G HE PUCLOAOYLKO aPLOUO ALUOTIETOAIWY
(BpopPomtabeleg, ayyeLiTLOES)

ATIO AAAEG OLOTAPOYEG TIOU TIPOKOAOUYV Topdtact PTT
ATIO OLOTAPOYEG TOU EVOOYEVOUG UNYAVIOOU TINENG Kol
KUPIWG aTtd TNV atpoppodLiio A

Entiktntn vooo Willebrand (autodvooa vooruata,
AEPDOUTIEPTIAQOTIKA VOOT]OTA, KakonBeLa)

[Mopoucia avTIMNKTIKOU AUKOU



Oepamneia vooou Willebrand

Aeopomnpeooivn (DDAVP) kupiwg otov tuTo |
Ty utokatactaong pe FVIII
AVTUVWOOAUTIKOL TIAPAYOVTEC (€-
QLLLVOKATIPOLKO 0&V, TPAVEEAUIKO 0&V)

H aotiipivn amayopeveTal



AlpoppodiAia

KAnpovouikr dtatapayn
G &N

DuAloouvoetn
UTIOAELTIOEVN
uetafifoon (dvopec:
VOOOUV, YUVALKEG: POPELQ)
2TIAVLA, UTIOPEL VO
epdavicBel Kal oTTopadIKA
(LETAAAOEN)

How Bleeding Stops

Defect
in Hemophilia

o . e
1 Hnslnum ! Bloeding Starts




AlpoppodiAia

AVETIOPKELQ TNG EVOOYEVOUGS 000U TN ENG A0y W
ATIOVC LG 1) AVWHAALG TOL:

VI (apoppodiiia A)
FIX (aupoppodtAia B): 5 dopeg TILo oTiavia
=X (apoppodiAia C): TOAU oTtavia




AlpoppodiAia

H d1ayvwon tng vooou gival TOCO TILO TIPWLUN, 000
Lo Bapld eival n BaputnTta TNG vOoOU

H kAWK €lkova ival idla otov TuTo A ko B
BAPIA: mapayovtog<1%

METPIA: mapayovtag 1-5%

HIMIA: mapayovtag 5-15%

[MOAY HIMIA: mapdywv 25-50% ToL PUCLOAOYLKOU
16100 BopUTNTO OTA LEAN TNG OLKOYEVELAG KO
otoBepn) kata tn oLdpkeLla TG Cwng



KAwvikn eikova Boplag atpoppodiiio

[MpWTEG EKONAWOCELG EXPL TO 10 £TOG (WG

[TpOKANON aLOPPAYLOG HE T) XWPLG TPOAUUATLIOMO,
IOV PTTOPEL va BAAEL o€ Kivouvo tn {wn

AIMAPOPA: emwouvn dloykwon apBpwoewyv pe
OUVOOQ OTELO PAEYOVTIG. ZUYVEG UTIOTPOTIEG
00MNYyOoUV O€ X povix atpoppodiAkr) apBpomtaBeia
AlLOppOYLEG OTOUG MUEG, oTa oTIAG VA, oTo KNZ



r

KAwikn glkova

OL aLHOopPOAYLEG EIVAL KUPLWG TIPOKANTEG
Alayvwon apyad otn Cwn

2uvnBwg peta amo dlepgvvnon MaPAO0ENG
AULLOPPAYIOG LETA ATIO PLKPT] 1] LEYAAN
YELPOUPYIKN ETIEMPaON



Alayvwon

2 TNV OLKOYEVELQ TNG UNTEPOAC TIEPLYPAPOVTOL
ALLOPPOAYIKA CUMBAMATO OTOUG AVOPEG

H mpwTtoyevng atpdotaon (xpovog porig,
aplOOC alpoTETaAAIWY) Elval GUGLOAOYLKT)
'EAgyyxog Néng: PT Kal tvwdoyovo elval
ducloroyikd aAAa PTT=INAPETETAMENO



Alayvwon

Méetpnon tou FVIII
€AV €lval GUCLOAOYLKT) LETPAME TOV FIX N
EAEYYOUE YLO TIOLOTIKN aveTIapKkeLa Tou FVIII



Alodpopikn dlayvwon

Ndéooc von Willebrand

[Mapouoia eTikTNTOU AvaoTOATH (TTapATOoN
tou PTT tou mAGopatog uoloAoyLlkou
LAPTUPO LETA ATIO AVAULEN UE TO TIAAC O
TOU OPPWOTOV)

KANPOVOULKT] QVETIAPKELX TWV TIAPAYOVTWV
X1 XII



AlpoppodiAia A kot VWD

AlpoppodiAic A vWD
AlpopBpa >mavia Ta atpopBpa
[MpocBoAn povo twv [MpooBoAn kat Twv dVOo
avOP WV dUAWV
Xpovog pong: KO MNopaTeETAPEVOS YPOVOG
XaunAog FVIII POT\G
VWF : k¢ VWF: eAQTTWUEVOG
2UO00WPEVOT UE FVIII: k 1) eEAaTTWHEVOG
PLOTOOETIVN: KO 2UO00WPEVOT UE

plotooeTivn: TaBoAoyikn)



AlpoppodtAia-Bacikol KAVOVES

XpelaleTol TopakoAovOnon o€ E€LOIKEVUEVA KEVTPQL

To OLKOYEVELAKO TIEPLBAANOV TIPETIEL VXL EIVAL EVIUEPWHEVO
Kol evoocOnrTomoinueEvo

O aoBevn|g TIpETEL v GEPEL ELOLKT] KAPTO PE TOV TUTIO
AULHOPPOPLALAG, TO TTOCOCTO TOV TIOPAYOVTQ, TNV UTIOPEN
VOO TOAEQ, TNV OPAON QLMATOG KOL TO VOOOKOELD OTO
oTtolo napaKo?\oueeirat

EkTaid€uon yLa aqutoyoprynon mapayovta
Dappokeio alpoppodIAlkov



AlpoppodiAia - AVTLHETWTILON

OLLOPPAYLKOV ETIELGOOLOU

XopnyeitaL o ToPAYOoVTaG TIOU AE(TIEL, |LE OTOXO TA ETTIEO
TOU Vo PTACOUV 0TO 30% TNG PUCLOAOYLKTG TLUNG

H 66omn e€aptatal amo to Bapog Tou appwoTou, TN
BaputnTa kot TN B€on TG alpoppayiog, amod tnv
TIEPLEKTIKOTNTA KL TO XPOVO Nuioelag (wrg Tou TIapAayovTa,
OTO OKEVOO O TOU YOPTYELTOL



AuvvaTOTNTA TIPOYEVVNTIKNG OLAYVWONG

NG VOoOU

[OLOG EVOG AULMOPPOPIALKOU KL LG VYLOUG
YUVOLKOG: OAQL TOL OyOpLOL ELValL VYL KO OA
Ta KoplTola eival Gpopeig tng vooou

[QLOG EVOG LYLOUG AVOPA KL L0 YUVOLLKOG
mov eival dpopeac: MBavotnTa 50% T
ayOpLa VO TIAOY OV Kall 50% Ta KOPLTOoLX VA
elval Gopeig TG vooou



Tuetvar OpopPwon:

AloTopaym TOU UNYQAVLIGOU ALUOCTOCT)G TIOU
guTtoOLCEL TN PUCLOAOYLKT) POT| ALUATOG O€
QTIO LK PUC LEVOUG LOTOUG.
[ToAuTtapayovTIKO QaLVOEVO-TIOAUTIAOKN
OLadLKaoLa

Aptnplakn 1 PAEPLKN



> Protiln C > Colactor
genetation acthvation Inactivation




Aptnplakn Opoppwon

Ta evooOnAlaka
KUTTOPO ELVOL TO
KUPLO QVOTOUIKO
KO(L AELTOUPYLKO
OTOLYELO NG
noaBoduciooyikrg
OLATAPOXTG

mitgraag amao
mascle cells -



OAEBIKH
AloTtopoym
ALLOOTAOT G KOl
OTAOT AlaTOq
(Virchow: otaon +
UTIEPTINKTIKOTNTA +
aUENUEVN yAoLOTNTO)




Ev tw BaBer dAePikn OpopPwon (deep

venous thrombosis, DVT)

> 0Bapn eTLTTAOKT TIOIKIAWY TTAOOAOYLIKWV KATAGTACEWV
KO(L XELPOUPYLKWYV ETIEPPATEWY KL ELVOL OTIO TLG KUPLEG
QLTLEG VOOT|POTNTAG KOL ByNTOTNTOG OTN LETEYXELPNTIKT
nepiodo

Emtimtwon DVT: 160/ 100.00 GTOUO 1) 450.000/£T0G

Emtintwon nvevpovikng epoAreg (pulmonary embolism,
PE): 140 /100.000 ATOM 1) 350.000 TIEPLOTATIKA [ £TOG €K
TWV OTIOLWV TA 240.000: Bavatndopa



Napayovteg kivouvou yia DVTEPE

HAlk{o>40 €TWV OpopPodihia

) ) 1 KATAOTAOT)
AKlvnola (>4 NUEPEG) UTIEPTINKTIKTNTAG 1) oTro{a

R AOyw YeVETIKNG TIpooLaBeong
XElp?UpYLKl’] E,TEEHBOLGI’] 1] ETIKTNTWYV SLATAPOY WV
MeyAAN LOTLKT) KAKWON odnyei o GAePikd
MponynBeioa ®O OpopPoepPoAika enelcodLa
’ , 1] apInpLakesg BpouPuwoels.
Anyn olotpoyovwyv Kakor|Bela
. APS

Noxvoapkia AML, PNH, TTP, MPD (PV,
KUnon kat Aoyeia ET)

MI, AEE, CHF KAnpovoptkr podiaBeon



KAnpovouikoi BpopfodiAikol

TILPAYOVTEG
>uyvoli MoAU omtaviot
—>FactorV Leiden —KAnpovoutkm
— Factor [ G20210A {
avénon
— 677TT MTHFR : =
S TIOLPAYOVTWV TINENG
—> EMewpn AT —ALaTopOYES
— EMNewm Pr C LVWOOAUONG

— EANewpn PrS



DVT xwpig ocodr] atttoAoyLko

o payovto??

3 aitia OpopPodrAiag mpemeL va
artokAeLcOovv:

KakonBela
AVTIPWOPWALTILOLKO GUVOPOLO
KAnpovopuikr OpouBodiiia



Mpoceyyion BpopBwong

ATOWILKO
LOTOPLKO

) 4

Oepameia kal OLKOYEVELAKO
POANYN LOTOPLKO

- -

Epyootnplakog

Eheyxoc Duolkn e€€Toon



