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KANPOVOULKEC QULLOPPAYLKES
OLOTAPOAYEC AULUOOTOONG

KANPOVOULKEG OLOTAPAYEG TIPWTOYEVOUG
OILLOOTOONG
* N6oog von Willebrand (vWD)

* OpouPBacOevelec

KANPOVOMIKEG dLaTapayEG TINKTLKOU

N X OVIO OV
* Alpoppodiiia A, B, C



Néooc von Willebrand (VWD)

o [EVETIKOG EAEYXOG: » Eivaln mio ocuyvn
QUTOOWMATIKOG (XP. 12) KAT|POVOLKT)

o KAnpovopeital e Tov QULHOPPAYLKT) SLATAPAXT)
QUTOCWHOTIKO e |:100 QGUUTITWHOTIKN
ETILKPOTOUVTA KLl vOOO0G
OTIAVIOTEPA * 1:800-1:1000 vooouv

UTIOAELTIOLEVO , ,
5 * OdeileTal € TOCOTLKN

XAPAKTINpA 1] TIOLOTLKN OLATOPOXT)
TOU TIoPAyovTa von
Willebrand
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Napayovtac von Willebrand (vVWF)

» O VWF ouvtiBetal ota a-KokKia TwVv
QLUOTIETAAIWV KoL To evooOnAlaka
KUTTOPO

* JUMMETEYEL OTNV TIPWTOYEVT] ALUOOTAOT)
kKol otoBepoTIoLEl TO LOpPLO TOU
ntapayovta VI



Noapayovtag von Willebrand

PoAoc in vivo:

e OTNV TpwTOTIaON aLpooTooT (TPOCKOAANON
TWV ALPOTIETAALWY 0To uTtevooBnALo pe tn Gp-
IB)

* KOl TT OEUTEPOYEVT] ALUOOTOON, YLOTI

uetadepel tov FVIII (o omoiog mapouotadel

LELWHEVO YPOVO Nuioelag (wng av 0 ouvoeDEel
LE TOV VVVF)




H avemapkela tou von Willebrand TTpoKaAEi:

A. EAdttwon ¢ BloAoyikric SpaotnpldtnTig Tou:

EkTipdrTol pe

1) ME TNV MapATaon ToU XpOVoU pOongG Kal

2)  ME TNV MaBoA0OYIKT) CUGCWPEVOT) TWV
QULUOTIETOALWY OTN PLOTOCETIVN

B. EAGTTWON TNG QVTLYOVIKTIG OpOOTNPLOTNTAS TOU
vWF

[ EAGTTWON TG avTLaL O P PODIALKTIG A
dPOOTNPLOTNTAC TIOV £lval uTtELOUVN yLa TNV
opAtaon Tou ypovou aPTT



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

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
|larger multimers

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

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

M Defective von Willebrand factor binding to
factor VIII

3 Severe or cnmp|etf deﬁcienqr 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.
i Rare cases are characterized by autosomal recessive transmission.




KALVIKT) ElIKOVA

o ALLOPPOYLKEG OLOTAPOYEG: OTIO OEPHA KALL
BAevvoyovoug

o [NoPATETAPEV ALLOPPAYIO LETA ATIO TPAUHATIOMO 1)
ETEPPATIKEG OLAOLKATLEG (TT.Y €§0rywym] 000VTOg,
AUUYOOAEKTOMUN)

e [UVALKEG: unvo-pnTpoppayia

e HBapUtnTa TNG atpoppayiog molkiAAeL otny 1OLa
OLKOYEVELX KOl 0€ OLOPOPETLKA ETIELCOOLA OTOV (01O
aocBevn

* O xpovog ekdnAwong oxetiCetal e TN BapuTnTa TNG
vOoou



AlodopeTIKN BapuTnTa KATA TN
oLapkeLa tne Cwng!!

e Stress

* OpUOVEC KATA TN OLAPKELX TNG NPNGS
» KUnon

* AVTIOUAANTITIKA OLOKIO

: 0LopOwWVOoUV eV PEPEL TNV AVETIAPKELX



YroWia vooou Willebrand

Neog avBpwTog PE ALUOPPAYLKEG
EKONAWOELG OTIO OEPUAL KOLL
BAevvoyovoug kal GucloAoyLko aplOuo
QULUOTIETAALWV:

1n e€€taon: Xpovog pong
21 €E€TOOM: AVIYVEUTLKEG EEETAOELG
mang



]

Alayvwon vWD

* NMoapdataon ypovou pong
e Tl OULLOTIETAALO TIOOOTIKA KL TIOLOTLKA ElvaLL
vy

* MopATOON TOU XPOVOU EPLKTG
OpopuBormAactivng (PTT) pe dpucloloyikd
xpovo npoBpopPivng (PT)

o ! MePIKEG POPEG 10 PTT: puGLOAOYIKO 1
eAAPPA TIAPATETAUEVO



Alayvwon vWD

Melwpéva emtimeda tou mapdyovta vWFE
DuoloAoyLkd eTtiTteda av 1 dloTapoym elval TToloTikn!!

[MaBoAoylKr) CUGCWPEVOT AULUOTIETAAIWY TIOPOUCI
PLOTOOETIVNG

Aladopou BaBuov peiwon tou FVII

HAektpodopnomn moAvpepwv vVWF (BonBd otn Ay tou
TUTIov |l)



Aladoplkn OLdyvwon

1)

ATIO GAAEG dLatapayeg Tou epdavifouv apataon
TOU XPOVOoU por)G e GuoLloAoyLko aplBuo
alpoteTaAiwy (Bpoufomdbelec, ayyeliTiOES)

ATIO AAAEG OLATOPOYES TIOU TIPOKAAOUV TIAPATOOT)
PTT

ATIO OLATOPOYEG TOU EVOOYEVOUG UNYOVIOHOU TINENG
KoL KUPLWG attd TNV atpoppodiiio A

Emtiktntn vooo Willebrand (autoavooa voonuara,
AEPPOUTIEPTIAACTIKA VOO AT, KaKOT}OeL)

Mopoucia avTIINKTIKOU AUKOU



@epamneia vooou Willebrand

» Aegpomipeoaivn (DDAVP) kupiwg oTtov
TUTIO |

» Ogparmeia vtokataotoong pe FVIII

* AVTUILVWOOAUTIKOL TIPAYOVTEG (€-
QLLLVOKOTIPOLKO 08V, TPAVEENULIKO 0&V)

e H aoTmipivn ammayopeveTal
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AlLpoppodlAia

How Bleeding Stops

o KANPOVOULKN
OLaTaPaYN TNG TMENG

e OuAooUVOETN
UTIOAELTIOPEVT)
petaPBifaon (dvopeg:
VOOOUV, YUVOIKEG:
dopeic)

e 2TAVLQ, UTIOPEL VA
epdavioBel kat
OTIOPOOLIKA (LETAANOEN)




AlpoppodlAia

AVETIOAPKELO TNG EVOOYEVOUCE 000V TINENG
AOYW OTIOUCLaG 1) AVWUOALAG TOU:

e FVIII (atpoppodiiia A)

* FIX (aipoppodiiia B): 5 popeg o
OTIAVL

o FXI (atpoppodiiia C): oAU cTiavia
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AlpoppodlAia

H dldyvwon tTng vooou elval TOOO TILO TIPWLUN,
6o0 o Bapld eival n BapuTnTa UTNG

H kAwLIKT eikova ival idla otov TuTo A ko B
BAPIA: mapayovtag<i%

METPIA: mapayovtag 1-5%

HIMIA: mapayovtag 5-15%

MOAY HIMIA: mapaywv 25-50% tou
ducloloylkou

16100 fopUTNTO OTA LEAN TNG OLKOYEVELAG KO

otafepn} Katd TN dtdpkeLa TnG {wng
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AKAwvikn eikova Baplac aitpoppodiiiag

o MPWTEC EKENAWOELG péXPL TO 10 £T0¢ (WIS

* MpokANGN atpoppaylog PE 1 XWPLE TPAUHATIONO,
Tou pmopel va Beoel tn (wr) o€ Kivouvo

* AIMAPOPA: €mtwouvn dloykwon apBpwoewv pe
OUVOOQ ONUELX PAEYHOVIG. ZUXVEG UTIOTPOTIEG
00MNYOUV C€ YpovLia atpoppodLAlkn
apOpomnadeLra

e Alpoppayieg oToug UEG, Ta oTIAOY VA, To KNZ
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KALVIKN ELKOVOL LETPLAC-NTILOG LOPDNC

* OL aLpoppaYLEG ElVaL KUPLWG TIPOKANTES
e Alayvwon apya otrn (wn
e 2uvnNBwg peTa amod dlepevvnon

TIAPAO0ENG ALLOPPAYLIOG TIOU GUVOOEVEL
LK PT) 1] LEYAAN XELPOUPYIKT ETTEUS OO



Aladyvwon

* TNV OLKOYEVELX TNG UNTEPOAG
TEPLYPAPOVTOL ALUOPPAYLIKA CUMPAMAT
OTOUG AVOPEG

* H mpwtoyevr g alpoctaon (xpovog pong,
apLlOUOG alpoTIETOALWY) Elval
duCLOAOYIKT)

» EAeyyxoq méng: PT kat tvwdoyovo gival
dUOLOAOYLKA OAAK
PTT=MNAPETETAMENO



Alayvwon

» Metpmnon tou FVIII

* £V Elval PUOLOAOYLKT) HETpape Tov FIX
1] EAEYXOULE YLO TIOLOTLKT] OVETIAPKELX
tou FVIII



Aladoplkn OLdyvwon

* N6éooc von Willebrand

* [Mapouacia ETMKTNTOU AVAOTAATN
(mapdtoon tou PTT TOU MAACUATOG
(PUOIOAOYIKOU PJAPTUPA UETA aTto
avauIgn JE TO TTAQO A TOU appwaToU)

» KANPOVOMIKN QVETTAPKEIA TWV
mapayovtwy Xil, XiIl



Alpoppodiiia A kot vWD

AlpoppodiAia A

AluopBpa
[MpooBoAn pévo twv
avOpwWV

Xpovog pongG: kP
XapunAog FVIII

VWEF : k®

2UO0CWPEVOT) UE
PLOTOOETIVN: KP

vWD

e 2mavia ta aipapBpa

* [MpocBoAn kot Twv dVO
dUAWV

* [MAPATETAMEVOG XPOVOG
porg

* VWEF: eAattwpevog

* FVII: kK 1) eAaTTWPEVOS

* 2UOCCWPELVON UE
plotooetivn: taBoAoyLkn
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AlpoppodiAia-Baoikol kavoveg

Xpeldletal opakoAoUBnon o€ eEELOLKEVUEVA KEVTPA

To olkoyevelakO TIEPLBAAAOV TIPETIEL VA ElvalL
EVINMEPWHEVO Kall evaloOnToToNUEVO

O aoBevnig TipeTEL va PEPEL ELOLKT] KAPTOL |LE TOV TUTIO
ALHOPPOPLALNG, TO TIOCOCTO TOU TAPAYOVTQ, TNV
UTop&n VOO TOAEQ, TNV OPAON ALHATOG KL TO
VOGOKOE(O 0TO oTtoio mapakoAouBeital

Ekmaidguon yla autoyopriynon nopdyovta
Dapuakeio apoppodIALlkoy



ALpoppodLAia - AVTIMETWTILON
ALLOPPAYLKOU ETIELCOOLOV

» XopnyeitaL 0 TAPAYOVTAG TIOU AELTIEL, UE OTOYO T
ETUTIEON TOV VA GTACGOUVV 0TO 30% NG GUCLOAOYLKTG

TN

e Hodom e&aptatal amo to BApog Tou appPWOoTOou, TN
BaputnTa kot TN B€on TNG alpoppayiag, amo tnv
TIEPLEKTIKOTNTA KAl TO XpOvo nuicetag {wrng Tou
TIPAYOVTQ, OTO OKEVOOMO TOU YOpPMYELTaL



AuvaToTNTA TIPOYEVVNTIKNG

OLAYVWONE TNG VOOOoU

1)  [QUOG EVOG aLlOPPOPIAIKOU KAl ULOG
VYLOUG YUVOLKOG: OAO T ayopLa eival
LYLN KoL OAQ Ta KopiToLla elval Gopeig
NG vVOoOou

2)  [OOG €EVOG LYLOUG AVOPO KO [ALOG
YUVALKOG TIOU €ival OopEQG:
MBavoTa 50% Ta ayopLa va TAoYouv
Kol 50% To KoplTola va elval GOopEiG
NG vOoOou



]

Tt elvat BpopBwon:

o AlOTapOrYT] TOU UNYOAVLIOOU OLULOCGTOOT)G
oV euTtooileL TN PUCLOAOYLKT) pom
Q{LOTOG O€ ATIOUAKPUGHEVOUG LOTOUG.

e [MoAuTtapayovTiko PpaALVOUEVO-
TTOAUTIAOKN OladLkaoia

» Aptnploakr N GAEPIKN



Initlation of i Thrembin > Protin G > Colactor
ganatation setheation Inactivation
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e Tat evooOnAlaka
KUTTOPO ElVAL TO
KUPLO QVOTOULKO
KOl AELTOUPYIKO
OTOLYELO NG
naBoducloAoyikn

G OLOTAPOXNG

Aptnplakn Bpoufwaon




PAeBikn BpouBwon

-~ OAEBIKH

o Alatapoxn 4
QLLOOTOONG KOl OTAON )
aipoatog (Virchow:
otaon +
UTIEPTINKTIKOTNTA +
au&nUEVN yAoloTnTa)




Ev tw BaBeL dAeBikn BpouBwon (deep

venous thrombosis, DVT)

e 2oBapn emimtAoK] TTOLKIAWVY TtaBoAoyLkwv
KOTOOTAOEWV KOL XELPOUPYLIKWYV ETIEPPATEWV

e ATO TIG KUPLEG QLTIEG voonpoTNTag Kol OvntdtnToag otn
LETEYXELPNTLKT) TIEPLOOO

e Emimtwon DVT: 160 /100.00 &topa 1) 450.000/£TOG

o Emimtwon nvevpovikng epBoAEg (pulmonary embolism,
PE): 140 / 100.000 QTOpO 1) 350.000 TIEPLOTATIKA [ £TOG
£K TWV OTIOLWV TA 240.000: Bavatndoépa



HAKio>40 eTWV
Akivnolia (>4 nuepEeg)
XELPOUPYLKT) EMEUBaoN
MeyAaAN LOTLKT) KAKWON
[ponynBeica ®O
Anyn olotpoyovwy
MNoyvoapkia

KUnon kot Aoyela

MI, AEE, CHF

Opoppodiiia

N KATaoTaon
UTTEPTINKTIKOTNTAC N OTToid
AOYW YEVETIKAG
TPodIABeoNnG 1 emtikTNTWV
dlatopoywv 0dNYEi O
PAEBIKG BpopoeuBoAIKa
EMEICOOIA N APTNPIAKEC
Opoupwoclc.
KakonBela

« APS

e  AML,PNH,TTP, MPD (PV, ET)

*  KAnpovopuikr mpodtaBeon



2Uxvoi
—FactorV Leiden
— Factor Il G20210A
2TMAVIOI

— ‘EAAEIYN
AvtiBpopfivng llI

— EAeyn Pr C
— EAMewm Pr S

[MoAVU omtaviot
— KA POVOULKT)
avgnon
TIAPQAYOVTWV TN ENG
—ALOTAPOYEG
LVWOOAUONG



DVT ywpic cadn attioAoyiko
Tapayovta??

o 3Jaitia OpopBodiAiag pEMEL va
artoKAELoO0UV:

1. KokonBela
2. AVTIOWOPWALTILOLKO GUVOPOO
3. KAnpovouikn BpouBodiAia



[Mpoogyyion BpouBwaonc
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ﬁ ATOMLKO
4| 1oTopLKO

T
/

s
( loTopLko

om@
k EXeyyoc L
.J k Duowkr E§€TaOT)

QepaTeia
Kol
TPOANYM



