Noéoog von Willebrand

BakaAoTrouAou Zo@ia
Emikoupn Kabnynrpia AiuaroAoyiag

B MpotraideuTtikn NMadoAoyikiy KAIVIKA
ITTTokpaTeio Noookougio Oecoalovikng
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AcfBevnc 1

m AoBevnig, 17 eTwv, TTpocépxetal ota El yia digpeuvnon
O10NPOTTEVIKAG AVAIUiag

m Ht: 23%, Hb: 7,11g/dl, MCV: 71fl, MCH: 23,5pg
m KUplo CUUTTTWHA: pnvoppayia.
‘EpMNVN puon n otroia atraitei 8 — 10 ogpPIETEC NUEPNTIWC KAl
Olapkei 10 NUEPES
m OIKOYEVEIOKO ICTOPIKO:
MnTEpa PE EPUNVN pUon JIAPKEIAG 5 — 6 NUEPWYV N OTTOIO OUWG ATTAITEI
~ 20 oepPIETEC NUEPNTIWC
Oc¢ia Kal ylayiad a1ro Tn TAEUPA TNG UNTEPAC UTTOPANBNKAvV o€
UOTEPEKTOUN AOYW UNVOPPAYIWYV
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AcOeving 2

m Avdpag, 56 eTwv, TTPOCEPXETA
ota El yia ouAoppayia

m o TTPOLANUa TNG ouAoppayiag
TTapaTnEEiTal atrd TNV TTaIdIKNA
NAIKIO JE ECAPOEIC KAl UPETEIC

m EvTovoTepo TOuG TEAEUTaIOUC 3
HAVEG (Evapgn AnYng
AVTIAIMOTTETAAIAKWY PAPUAKWYV
AOYWw oTEPavIaiag vOoou)

B Avo@EpEl APKETA ETTEICODIA UE
MEAAIVEC KEVWOEIC OTO TTAPEABOV
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Noéooc von Willebrand

Eival n cuxvotepn KAnpovouikin diatapaxn
TOU QINOOCTOTIKOU HNXOVICHOU

2UXVOoTNTA
m VWD kal aiyoppayikec ekdnAwaoeic: 0,02-0,1%
m VWD o010 YeVIKO TTANBUopO: 1%
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Noéooc von Willebrand

1924: 11 mepiypagn g
VOOOU O€ SXPOVO KOPITal aTTo
Ta vnoid Aland (PivAavdia)

m  Algoppayieg OEPUATOC —
BAevvoyovwyv

m AIJOPPAaYIKO OIKOYEVEIOKO
I0TOPIKO

B 2 WMATIKOG KUPIapPX0G
XAPOKTNPAG KANPOVOUIKOTNTAG

AlaTapayxn AEITOUPVIKOTNTOC
AIJOTTETAAIWYV

H diaTtapayxn BpioKeTAl OTO
TTAGOUa




NMNapayovTtag von Willebrand
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MNapayovrtag von Willebrand

m [1p0OKOAANON AIMOTTETAAIWYV

Moplakn YEQUPQ METAEU TOU
uttodoxea GPIb Twv aipotreTaAiwyv
KAl TOU ayYEIaKOU TOIXWHOATOG

Plaiclat
von Willzbrand Facior

TTPOOKOAANCN AIMOTTETAAIWY OTA

onueia Tng ayyelakng BAABNG
£10IKA OTIC APTNPIES TR

(uwnAn diaTunTikA T@on > 500 — 1000 s1)

B JUOOWPEUON QIMOTTETAAIWYV

Méow Twv uttodoxEwv GPIIb/llla
YEITOVIKWYV QIMOTTETAANIWV
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MNapayovrtag von Willebrand

MeTagpop£ag Tou
FVIII TnG TTAENGS

m Alatipnon otabepwv
emTTEdWYV FVIII oT1O
TTAGO O

m [levratrAdoia
nuitrepiodog (wncg FVIII
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NMNapayovtag von Willebrand
BioAoyia

Tovidio VWF
2.TO Bpaxu oKEAOG TOU
XPWUoowWUaATOC 12
(12p13.3)

7R GENE (52 fuirous, 178 k) ek, 1)

C 178 kb I g, T E T

pendge e 1]

m 52 eCwvia il fmrmnnmnnnaf W
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NMNapayovtag von Willebrand
2UvOeon

NMapaywyn
m Ev0oOnAiakda KUTTOPQ
(cwpatia Weibel — Palade)
m  MeyakapuokuTTapa

(0 —KOKKiO TWV AINOTTETAAIWV)
Mop@éc VWF
m Evookuttapiog VWF

m  AIOAUTOG OTO TTAGOMA UE TN MOPON
ETEPOYEVWYV TTOAUUEPWV

m VWF 1n¢ Baoiknc nepBpavng
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NMNapayovtag von Willebrand

2UvOeon
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NMNapayovtag von Willebrand
2Uv0eon

Me Tnv amréoTTacn Tou onNUAaTodoTIKOU :

TreTmdiou o VWF petartotrieTal oTo WIF Processing

EvdomrAaopariké dikTuo sty

0 poce [Vl A1 e A ST O

m  Ta popia tou VWF oxnuartiouv diuepn iy VB

(~ 500 kDa)

v .
2uokeun Golgi —— Jt Y —

m  Ta dipepn Tou VWF tToAUpEpiovTal

et Golgi & Pos!
MeydAa ToAupepry (ULVWF) Propagtide Cloavage 4

(~ 20.000 kDa)

B TO TTPOTTETTTIOIO ATTOCTIATAI KAl } L ikl
ATTEKKPIVETAI TAUTOX POV UE ToVv VWF mw E T-..I '

'“"lﬂﬁf

o

I H VWF Multimers
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MNapayovTtag von Willebrand

Clesmeed urnusally
large mudtirmears of won
Willalbrrand factosr

multirmors frorn
Wieilrel - Paolode Dody




MNapayovTtag von Willebrand

2T0 TTAGOpO e i
utTdpXEl 1I00JUYI0 - =)o
METACU TNGC = __=s=| &
TTAPAYWYNG TWV =T === =
TTOAU pEYOAWYV ——
TTOAUMEPWYV TOU ot

VWFE kai NG

OIA0TTAONG TOUG

O€ UIKPOTEPQ ﬁ
TTOAUMEPN E
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NMNapayovtag von Willebrand

H AsiToupyIikOTnNTA TWV TTOAUMEPWYV TOU VWF
ECOAPTATAI CNMAVTIKA ATTO TO HEYEBOG TOUG

Ta yeyaAutepa TTOAUPEPN, TTPIV TN OIACTTIOC0N TOUG,
OI0BETOUV AUENMEVES QIMOOTATIKEG KAl OpOUBOYOVEC IDIOTNTEC,
dedopEvou OTI DIABETOUV TTOANQTTAEG BETEIC
ouvdeang Kal aAAnAeTTidopaong
ME T OTOIXEIO TOU ayyelakou evooBnAiou Kal Ta AINOTTETAAIO
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NMNapayovtag von Willebrand

2uvdean mapayovra von Willebrand

ME Ta aigorTeTalia
ATtroucia Tng ADAMTS13 | TTapouadia JETAANACEWY OTO YoVvidIo

A CUCOWPEUON AIMOTTETOAIWY 0€ OUVBAKES UWPNARC dIATUNTIKAG TAONG

AipoTtreTaAiakoi Bpoufol, €10IKA oTa PIKPAG apTnpIoAIa

OpouBwTIKA BpouBOTTEVIKA TTOPPUPA

% L aETe
with <N _ e E

ADAMTS1S

{Mormal) ‘ i I i !
!!-5 i
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NMNapayovtag von Willebrand

Movopuepég poépio vVWF
2050 apivogEa + MNpoTreTrTidlo
|

Teéooepig TUTTOUG ETTAVAAAUPBAVOUEVWV TTEPIOX WYV KABEUIO ATTO TIG OTTOIEG EXEI EIOIKEG
AEITOUPYIKEG ID1IOTNTEG KAl TIPOOPEPEI BETEIG TTPOOOEONG OE DIAPOPETIKA TTPWTEIVIKA

MOpIa
TPEIG TTEPIOXEC A
TpeIg B
ouo C
TEOOEPIC TTEPIOXEC D
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1-22 763 Tyrie0s _ petieos 1—3 2813
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MNapayovTtag von Willebrand

Asitoupvikéc 1010TnTEC VWF

OgpeilovTal oTn dopr| Tou Type 2 Mutations
popiou Tou VWH N LB

@¢ocIc TTPOOodEONC VIA: ; <
m FVIII EPropaptIdaézN .

(Trepioxéc D7, D3) ; ; 3
= Ymodoxeig GPIb/IX/V SRR R N DR N A A

(Treploxn Al) B -
m Ymrodoxeic GPIIb/llla Binding Sites: FVIl  GPIb Collagen GPIIb/Ila

(tTrepioxn C1)
m lvidia KoAAayoévou
(Trepioxn A3)



NMNapayovtag von Willebrand

m [lepiekTikOTNTA OTO TTAGOMA ~10 pg/ml

Ta etritreda VWF / FVIII augavouv o€:
A Aoknon
A KataoTtaoelg stress
A OAeyuovég
A Y1repOupPEeOEIdIoNOC
A YWnAa eTTitreda o10TPOYyOvwY / TIPOYECTEPOVNG
s KUnon
m AVTIOCUAANTITIKA
A Oudda aiparog A kai B
W Opada aipatoc O (emrimeda VWF 25 — 30% yaunAdTepa)
A Madpn @uAn
XapnAoTepa emimeda VWF oTIg yuvaikeg: 1n —4n nuépa éuunvng
puong
m Hpimrepiodog (wrg VWF ~12 wpeg



Noocog von Willebrand

m KANPOVOUIKNG N €TTIKTNTN EAAEIYN VWF
m [loloTikn diaTtapayr Tou popiou Tou VWF

Alpoppayikn d1a0eon
(vooog von Willebrand)
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Noooc von Willebrand

TAZINOMHZH

Tutrog KAnpovouikétnta 2uxvoTnTa Alatapaxn Alpoppayiki
d140eon
Tutrog 1 ZwHaTIKGG KUpiapxog | 70 — 80% Moootikn "Hmia-pétpia
diatapaxn VWi
Totrog 2A ZWHATIKOG KUpiapXog N 15% MoloTikA TuvROwg PETPIO
UTTOAEITTOPEVOG Siatapayn VWi
Totrog 2B ZWHATIKOG KUpiapXog 5% MoloTiknA TuvROwg PETPIO
diatapaxn VWi
Totrog 2M ZWHATIKOG KUpiapxog i | ZTTAVIOG MoloTiknA TuvROwg HETPIA
UTTOAEITTOPEVOG Siatapayn VWi
Totrog 2N ZWHATIKOG Z1rdviog MoloTikA TUVABWG HETPIO
UTTOAEITTOPEVOG Siatapayn VWi
Totrog 3 ZWHOATIKOG Z1Iraviog MoooTikA Bapid

UTTOAEITTOPEVOG

1/1000.000

diatapaxn VWi
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Noéoog von Willebrand
KAINIKH EIKONA

m ‘Hma og vooo TutTou 1 kai 2N

B 20PBApPEC AINOPPAYIKEC EKONAWOEIC
OTOUG TUTTOUG 2M, 2A, 2B ka1 3
EmoTagelg

QOuloppayieg

Alpoppayisg N'E2Z

Mnvoppayieg

Algoppayia JETA TPAUUATIONO,
ecaywyn OoVTIWV N XEIPOUPYIKES
ETTEUPATEIC

m  Aljgarwpuara, aipap8pa (Tutrog 3)




Noéooc von Willebrand

EPFAZTHPIAKH AIAITNQZzH



Noéooc von Willebrand
AIATNQEH

loTOopPIKO — EpwWTnUATOAOYIO

‘Exel 0 aoBevrc 1 MEAOC TN OIKOYEVEIAG TOU:

1.
2.

3.
4.

Aigoppayikn d1a0eon (aipoppoiAia | VWD)

MapateTapevn (>15min) A uTTOTPOTTIGOUCA AIPOPPAYIa (7 NUEPES
META TOV TPAUUATIOMO) 1 META ATTO ETTEMRACN N ANUYOOAEKTOUN
EKXUMWOEIC QUTOUATEG I META ATTO EAAXIOTO TPAUMATIONO
AUTOHATEC pIvoppayieg TTou diapkouv >10min 4 xpeialovral
IATPIKA TTApEPBaon

[MaparteTapévn R uttoTpOoTTIAlOUCA AlopPPAYiIa HETA E€aywyN
OOVTIWV

AINOPPAYIKEG KEVWOEIC XWPIC avaTouikn BAGRN (€AkoG,
TTOAUTTO0AC)

MeBaipoppayikr) avaiyia TTou XpeliaeTal JETAYYIOEIG
2ofapn pnvoppayia



Noéoog von Willebrand
EPFAZTHPIAKH AIAINQEH

EPIFAZTHPIAKEXZ EZETAZEI2

XpOvog pong

MeAETN pe avaAuTh AsitoupyikOTNTAC aloTTETaAIwY (PFA-100)
AvTtiyovika emritreda VWF (VWF:AQ)

ApaoTikOTNTA CUMNTTapAyovTa piotooeTivng (VW :RCo)
Emitreda Trapayovrta Vil

2 UYKOAANGoN aigoTtreTaliwy pe piotooeTivn (RIPA)

AvaAuan troAupepwyv VWI

MéTpnon ouvdeong VWI pe 1o KoAAayovo (VWE.CB)
MéTpnon ouvdeong VWI pe FVIHIT (VWE:FVIIIB)

[potremtTidio VWF (VWT pp)

AvaAuan 1ng aAAnAouyiac tou DNA
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Noéooc von Willebrand
EPTAZTHPIAKH AIATNQIH

Xpovog pong

m EAEyXel TN apyxikn ¢aon 1ng
aluooTaonG:

1 aAANAeTTIOpAON TWV
QIMOTTETAAIWY UE TO
AYYEIOKO TOIXWHO

1 OXNMUATIONOG
QIUOTTETAAIOKNG TTAAKOG

m  Mn €10k €€€Taon
m [laparaon xpovou pong
-1 VWD

1 TTOOOTIKEG I TTOIOTIKEG
OIATAPAXEG AIMOTTETAAIWY

C1 OlaTAPAXEC AYYEIAKOU
TOIXWHATOG
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Noéooc von Willebrand
EPFAZTHPIAKH AIAFNQZH

MeAETn Je avaAuTn AEITOUPVYIKOTNTAC
_1__—'&‘_

aipgotreTaliwy (PFA-100) --I —
MeAETN TNC ASITOUPYIKOTNTAC TWV =
o nng PYIKOTNTOAG | !:
= XpnoiyoTrolgital 0AIKS aipa * '.

AIMOTTETAAIWV
m  Xpovog ouykAiong (closure time)

TTAPOATETANEVOG OF:

C1 0IATAPAXEC TNG AEITOUPYIKOTNTAG

TWV AIJOTTETAAIWYV
1 vVWD
Eival e¢€Taon TepIccOTEPO
guaioOnTn Tou Xpoévou pong




Noéooc von Willebrand
EPFAZTHPIAKH AIATNQEH

AvTiyovika gtritreda VWE (VWFE:AQ)

m Avoooev(uplikr) pEBodo ELIZA

m [loooTik) avooonAekTpopopnon (MEBodog Laurell)
m AvoooBoAooiyeTpikn HEBODO

[Tpoadiopilouv TN CUVOAIKA TTooO0TNTA TOU VWS Kl OXI TN
AEITOUPYIKOTNTA TOU



Noéooc von Willebrand
EPFAZTHPIAKH AIATNQEH

APACTIKOTNTA CUMTTOPAYOVTO PIOTOCETIVNG

(VWT :RCo)
m /Asitoupyikn pEBodoC

m [1poodiopilel TNV IKavoTNTa aAAnAEsTTidOpaong Tou VWI he
TA AIJOTTETAAIO IN VItro

m 2TNpPifeTal OTO YEYOVOG OTI TA AIUMOTTETAAIQ OEV
OUCOWPEEUOVTAI TTOPOUCIa TOU avTIPIOTIKOU PICTOOETIVN
TTAPA JOVO PETA TNV TTPOCONKN PUCIOAOYIKOU
TTAGopaTog (VWI)




Noéooc von Willebrand
EPFAZTHPIAKH AIATNQEH

Emitreda Trapayovrta Vil
O vWI gival petagopéag Tou FVIII

m XapnAa emritreda vVWF oto TTAGo O
= oXETIKA XapnAa emritreda FVIII
= Taparacn aPTT

B 2& PUOIOAOYIKA ATOUA Ta ETTITTEDA
FVIII kai VWT.Ag €ival trepiTtrou idia
(FVIII /VW:Ag=1)




Noéooc von Willebrand
EPFAZTHPIAKH AIATNQEH

2UYKOAANON QILMOTTETAAIWY ME —
plotooeTivn (RIPA)
B 2UYKOAANTIVOUETPO
m ETTidpaon dUo dIaPopPETIKWV
OUYKEVTPWOEWV PIOTOOETIVNG O€

TTAGoua aocBevouc TTAOUCIO O€
aigotretaAia (PRP)

B 2UCOWPEUON TWV QIMOTTETOAIWV
OTO puUOIoAoyIKO PRP tTaparnpeital
0€ UPNAEC OUYKEVTPWOEIC |
pioTooeTivng (>1,2mg/ml) aAAa oxi i
oe yapnhéc (0,3 — 0,5mg/ml) h
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Noéoog von Willebrand
EPFAZTHPIAKH AIATNQEH

AvaAuon TroAupgepwyv VWI

m HAekTpO@OpNnOoN TTAGOPATOC O€
gel ayapodng

m ETTwaon pye padloocnUOoUEVO
avtiowpa Evavti Tou VWF

® Afyn autopadioypaiag
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Noéooc von Willebrand
EPFAZTHPIAKH AIATNQEH

METpnon cuvosong VWi e TO KOAAOYOVO
(VW{.CB)

m M£Oodo ELIZA

m [1poodiopileTal in vitro n IKAVOTNTA ouvdeong Tou VWS e
TO KOAAQyOvo

m H vWIf.CB cival yéBodoc¢ 1replioooTepo euaicOnTn aTtro TNV
vVWf:RCo

m KataAAnAn yia tn diakpion PETACU Twv TUTTWYV 1 Kal 2



Noéooc von Willebrand
EPFAZTHPIAKH AIATNQEH

Métpnon ouvdeong VWi yg FVIIL (VWE FVIIIB)

m MeBodocg ELIZA

m [1poodiopileTal in vitro n IKAvOTNTA oUvOEoNS Tou VWF
e Tov FVIII

m Me tnv VWT:FVIIIB yivetal 8.6. petagu Tutrou 2N 1n¢
vWD Kal aigoppo@IAiag



Noéooc von Willebrand
EPFAZTHPIAKH AIATNQEH

MNpotremrTidio VWI (VWI pp)

m To VWFpp ouvdstal pye Tov VWF oTa attoOnKeuTIKA KOKKia
TWYV AIPOTTETAANIWYV KAl TWV EVOOBNAIOKWY KUTTAPWYV

m 270 TTAGopMa VWFpp kal VWF atroouvoEovTal Kal
KUKAO(pOPOUV avecaptTnta

Huimrepiodog (wng VWI @ 8 — 12 wpeg
Huitrepiodog (wr¢ VWIE pp: 2 — 3 wpeg

m VWF pp/ vWI : didyvwon vooou TuTtrou 1 pe augnuevn
KGBapon Tou TTapAyovTa
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EPFAZTHPIAKH AIAINQEH

AvdAuon Tng aAAnAouyiag tou DNA




Noéoog von Willebrand
TYNOI THZ NOZOY

TuTrocg 1

m /0 -80% Twv aocBevwyv pye VWD

m 2uxvornta: 1%o - 1%

m Mepikn TToooTik EAAEIYn Tou VWA
UE TTapouaia OAWV TwWV
TTOAUMEPWY TOU TTAPAYOVTA OAAQ
O€ MEIWUEVN TTOOOTNTA

m Emitreda VWF: 5 — 50 1U/dL

m VWIF :Ag kai VWT :RCo ueiwvovrai
avaAioya
(vWf :RCo / vWT :Ag >0.7)

m ETTiTreda Tou FVIII:

1,5 — 2mAdola Tou VW




Noéooc von Willebrand
TYNOI THE NOZOY

Tutrog 1
H @aIvoTuTTIKA €TEPOYEVEIQ OPEIAETAI OTA OIAPOPETIKA ETTITIEON VWE
KAl ECaPTATAl ATTO TO €iD0C TNG YEVETIKNG dIATAPAXNS
[MaBoyeveTIKOI PUnYXavioUoOi
a) Meiwpévn ouvBeon VWI
B) Avettapkng €kkpion VWI
v) Aucnuévn kaBapon vVWI
0) Augnuévn didotraon VWi
[eveTIKN avaAuon
a) MetaAAaceig og 60 — 70% Twv aoBevwyv
>100 petaAAdEeic oTo yovidio Tou VW

B) 15 — 20% Twv acBevwyv pe >1 PeTaAAAEEIS
V) 30 — 35% kapia pyeraAAagn (vWIE > 20 U/dL)




Noéooc von Willebrand
TYNOI THE NOZOY

Tumroc 1
Ortav dev avixveueTal Kapia JETAAAAEN OTO Yyovidlo TOU
VWI utta@pxouv JETOAAACEIC Ol OTTOIEC evTOTTICOVTAl:
B 2E TTEPIOXEC TOU YOVIOIOU OXETIKA ATTPOCITEC (IVTPOVIQ)
m 2€& GAAa yovidla Ta oTToia eUTTAEKOVTAI OTN BloouvOeon
Kal TNV £¢EAIgn Tou TTapayovTa Willebrand
(opdada aipatoc ABO)

Aatopa pe opada aipartog O €xouv emmireda VWF 25 - 30 %
XOUNAOTEPQ O€ OUYKPION YE AToua pe opdada A, B kal AB Aoyw
ypryopns kaBapong tou VW atrd Tnv KukAogopia




Noéooc von Willebrand
TYNOI THE NOZOY

Tutroc 1

H auénuévn kaBapon Tou VW :

10 — 15% Twv TrepimTwoewv vooou Willebrand tutTou 1
2UVOEETAI HE METAAAGEEIC OTIC TTEpIoXEC D3 Kal D4 Tou popiou vWI
H nuitrepiodog wn¢ Tou VWI gival peiwpévn (<3wpPeQ)

O Aoyog mrpotremmidiou VWFpp/ vVWT :Ag €ival augnuévog

Apeon kal augnuévn avtatokpion otn xoprpynon DDAVP =

4 — 10 TAGo1a au¢non Twy emTEdwyv VWIE = Taxeia TTTwon Twv
emTEOWYV 0€ 4 wpeg (MeTaAAactn R1205H - “Vicenza”)
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TYNOI THE NOZOY

AIANQ2zH HIMIAZ NOzOY

XaunAa erritreda vWE:.Ag, vWI:RCo, FVIII
m VWf.RCo < 30% (cutoff) =»opioTikry diayvwon VWD

m VWf.:RCo: 30 - 50% =» m0Bavn diayvwon VWD av
UTTAPXEI OETIKO ATOMPIKO 1 OIKOYEVEIOKO I0TOPIKO

VWF.RCo < 40% =» mOavoTtnTa avixveuong JETAAAAENG OTO
yovidio Tou VW1

XaunAotepa emitreda VWE.RCo o€ aropa ye opada aiparog O
(~45 1U/DI)

m [1poo0Oetec eceTaocic: BT, PFA -100, RIPA



Noéoog von Willebrand
TYNOI THZ NOZOY

Tutrog 2
m 7/ —35 % Twv aocBevwyv ue VWD
m ATToucia TwV TTOAUPEPWY uywnAou MB
m MetaAAaceic oTo yovidio VWT oTi¢c BEoeic ouvdeong E:
FVIII
YTTOO0XEIC AIOTTETAAIWYV
KoAAayovo



Noéoog von Willebrand
TYNOI THZ NOZOY

TuTtroC 2A
Xapaktnpicetal aTro:

LUEIWPEVN TTPOOKOAANCN
QAIMOTTETOAIWY OTO AYYEIAKO
TOoiXWO

QATTWAEIO TWV TTOAUPEPWYV PJECOU
Kal upnAou MB

xaunAa emritreda VWIE.AgQ
duoavaAoyn rtwon VW RCo
(VWf:RCo / vW{Ag <0.7)
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TYNOI THZ NOZOY

Tutrog 2A
m 80 peTAAAACEIC

2 ] Type 2 Muteions

avaoToAn kkpiong VWI atro

TO EVOOTTAQOUATIKO OiKTUO —— L

al&non euaiobnaiag Twv ot {

TTOAUMEPWY OTN 0pACN TNG B 4

ADAMTSL3 NEMD?iDIDH I BN R L i

. D4 | BI{BR] €12

m 85% TwvV PETAAAACEWY OTO oL L

&'C,U’)VIO 28 oTnv 'ITSpIOXﬁ A2 [dngdtes PGPy Collgen GPIbl




Noéoog von Willebrand
TYNOI THZ NOZOY

Tutrog 2B
m MeTaAAGEeIC oTnv TTEPIOX) OUVOEONG TOU
uttodoxéa GPIb Twv algotTreTaAiwy =»

aucnuévn ouvdeon VWIE pe Ta algoTTETAAIO
=» OpoupoTrevia

m Emdecivwon BpouporTreviag oe:
KATAOTAOEIG Stress
Kunon
xopnynon DDAVP

m Augnuévn euaiobnaoia Twv TTOAUPEPWV

oTNVADAMTS13 = ammwAscia Twv
TToOAUMEPWY uywnAou MB

m O1 petaAAaceic (50) otnv mrepioxn A1

Type Nuttons

NN |
Bndg Stes: A~ G (ol GPIBIa




Noéoog von Willebrand
TYNOI THZ NOZOY

Tutrog 2B
m XapnAa emritreda VW Ag
m AuocavaAoyn mrwon VWE:RCo
(VWF:RCo / vVWfAg <0.7)

m AunuEvn cuoowpeuon
QIUOTTETOAIWY O€ MIKPEC
OUYKEVTPWOEIC PIOCTOCETIVNG
(RIPA)

m ATTOUCIO TWV TTOAUMEPWY upnAou
MB

Ristocetin-induced
platelet aggregation [Low Dose]

| A BRTVR o
]




Noéoog von Willebrand
TYNOI THZ NOZOY

Tutrog 2M

m  MeTaAAGEeIC oTnV TTEPIOX) OUVOEONG TOU

uttodoxéa GPIb Twv algotreTaliwv Ty Moo

v
| B A
Meiwon ouvdeong VWF — algotreTaliwy iy QM‘
e
Alatapayri TTPOOKOAANGNG IPOTIETAAIWY OTNV L "

uTTEVOOBNAIaKN OTIBAdA KAl CUCCWPEUONG _
£o0w TOU VWI P

H VLRI ] R | BRI

@ ANG 23 i i "

m  O1 petaAAagelg (23) evrotridovtal oTnv st L b O il

Tepioxn A1




Noéoog von Willebrand
TYNOI THZ NOZOY

Tutrog 2M
m XaunAa emitreda VWIE.AgQ
m  Aucavaloyn rtrwon VWF.RCo
(VWf.RCo / vWfAg <0.7)

m Meiwpevn cuocowpeuon
AIMOTTETAAIWY OTN PIOTOCETIVNG
(RIPA)

m [lapoucdia OAwvV Twv
TToAupEpWYV VW1




Noéoog von Willebrand
TYNOI THZ NOZOY

Tutrog 2N (Normandy)

m MetaAAageig ota e¢ovia 18 — 27 Tou |
yovidiou Tou VWI TToU KWOIKOTTOIE TNV T o
TTEPIOXN oUVOED G Tou e Tov FVIII
(Trepioxéc D, D3) e P &

m 50 petaAAdEeig § J}ZN {

B JWHATIKOC UTTOAEITTOUEVOC XOPAKTAPAC it
OMOCUYWTEC BUO OGUOIWY PETOAAOYUEVWV o
2N aAAnAiwv

ouvBeTol eTEPOUYWTES OUO
SiapopeTikwWv 2N aAAnAiwv 1 evog 2N e U |
aAAnAiou.
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Noéooc von Willebrand
TYNOI THE NOZOY

Tutrog 2N
B KAIVIKEG EKONAWOEIC TTAPOUOIEC ME TNG METPIAGC 1) ATTIAG
aloppoPIAiag
m Emitreda FVIII <10 U/dL
m Emireda VWTF.Ag, VWTF.RCo, RIPA, avadAuon TTOAUPEPWV:
EVTOGC PUOIOAOYIKWV OpiwV
m Ala@opikn diayvwaon aTtro Tn aioppogIAia:;
LMEAETN TNG ouvdeong Tou VWI - FVIII
YOVIOIOKI avaAuon



Noéooc von Willebrand
TYNOI THE NOZOY

Tutrog 3
m 2uyvornta: 1 -2 /1.000.000 (6 /1.000.000 o€ XWPEG UE AIMOMIKTIKOUG
yapoug)
m  XapakTtnpietal aTro:
Mn avixveuaipa etritreda VWF.Ag kai vVWE.RCo
Agv TTOPATNPEITAI CUCOWPEUOT aINOTTETOAIWY OTN ploTooETivn (RIPA)
ATtroucgia TToAupepwy VWF
Etritreda FVIII <10 U/dL
B AigoppayikEC EKONAWOCEIC AIMOPPOPIAIAC ME OUVABEIC TIC alpoppayiec aTrd TO
OEpUa Kal Toug BAevvoyovoug
m O@eileTal o€ HETAAAGEEIC TTOU €TTNPEACOUV:
TNV TTapaywyn VWE (QUCUVBETIKEC, MIKPEG 1 MEYAAEC EAAEIYEIC 1] MIKPES
TTPOCONKEQ)
TNV €KKpIon VWIE (DUCUVOETIKEG HETOAAAEEIQ)



Noéooc von Willebrand
@EPAMEIA

E¢apTtaral atrdé Tov TUTTO Kal T ooBapdtnta TnG vOoou
Evdeiceic Bepartreiac:
m AlgoppayikEC EKONAWOEIG, AUTOMATEG ) META TPAUUATIOUO
m [1pOANWN TNG aluopPAYIaC O€ XEIPOUPYIKEG ETTENPRACEIC, ECAYWYES
QOVTIWYV I) TOKETOUGC
2TOX0C TNG Bepartreiag:
m  Algoppayiec BAevvoyovwy = augnon Twv emmEdwvV VWI
(TroAupepwyv uwnAou MB)

m  Algoppayieg HOAOKWY POPIWV N XEIPOUPYIKESG AINOPPAYIES =P
aug¢non Kupiwg Twv emtedwyv FVIII

OEPATTEUTIKEC OTPATNYIKEC:

m EvOoyevr¢ Bepatreia UTTOKATACTACNG
m  AAN\oyevAG Bepartreia UTTOKATAOTACNG
m  YTTOOTNPIKTIKA BepaTreia



Noéooc von Willebrand
@EPAMEIA

EvOoyevng BEpATreia UTTOKATAOTAONG
Asopotrpecoivn (DDAVP)

B 2UVOETIKO avAAoyo TNG BacoTTpeaaivng

m [lpokaAegi ekkpion VWI kai FVIII atro Ta evdoOnAiaka
KUTTApPO

m PONvSO pappoko

m Agv VEXEI TOV KiVOUVO PETAOOONC IOYEVWYV AOINWEEWV



Noéooc von Willebrand
@EPAMEIA

EvOoyevng BEpATreia UTTOKATAOTAONG

Asopotrpecoivn (DDAVP)

m AlaTiGeTal O€:
eveoiun popen (4pg/mi)
evOOpPPIVIKO okeuaopa (1.5mg/mL)
m Xopnyeitai:

E®: 0,3ug/kg (o€ 50 - 100 ml gpuoioAoyikou opou o€ 30 AeTTTd)
= 2 — 5mmAdoia augnon VWF kai FVIII perd amo 30°

YA: 0,3pug/kg (3 — 4 uttodopleg evéoelg) =D ueyioTa etTitreda VWF
META 1.5 — 2 WpEC

Evdopivika pe spray, 150ug o€ kaBe pouBouvi (300ug) =»
MEYIOTA ETTITTEOA PETA 1.5 WPEC




Noéooc von Willebrand
@EPAMEIA

EvOoyevng BEpATreia UTTOKATAOTAONG
Asopotrpecoivn (DDAVP)

m  Huimrepiodog (wn¢ VWI kai FVII peta tn xoprnynon DDAVP:
5 -8 wpeg

m MeoodiaoTnua 24 wpwv avapeoa oTig U0 OOOEIG
m Evdcikvutal o€ aoBeveic pe nmma f yérpia VWD (TuTTou 1 kai 2A)

m  Acgv gival amroteAeopartikr) o VWD tuttou 21 3



Noéooc von Willebrand
@EPAMEIA

Asopotrpecoivn (DDAVP)

test DDAVP

m 0,3ug/kg DDAVP o¢g 50 - 100 ml uaioAoyikou opou o€
30" = £Aeyxoc emmmedwyv VWE.RCo, VWFf:Ag kai FVIII 1,
2 KOl 4 WPEC PETA TN £yXuOon
(PUOIOAOYIKA ATOMA Kal aoBeveiC ue vOoo TUTTOU 1
QVTOATTOKPivVOVTAl

aoBeveic ye TUTTO 2 | 3 avTATTOKPIVOVTal EAQXIOTA N
KaBoAou




"
Test DDAVP

Von Willebrand
Antigen

Von Willebrand
Activity

Factor VIII Activity

Tipég avagpopdg

65% - 120%

65% - 120%

65% - 120%

DDAVP

32% 25% 65%
Tipég aoBevoug
2 WPEG HETA TO 160% 120% 200%
DDAVP
4 WPEG META TO 120% 100% 150%




Noéooc von Willebrand
@EPAMEIA

EvOoyevng BEpaTreia UTTOKATAOTAONG

Asopotrpeccoivn (DDAVP)

AvTtévosign: vWD tutTOU 2B

(emdeivwon BpoppoTreviag - Kivduvog Bpouwaoncg)
AvemiOuunTteg evépyeieg Tou DDAVP:
Ke@aAaAyia, (GAn
EpuBpdTnTa TOU TTPOCWTTOU
Tayxukapdia kal uttdTaon
NauTia, EMeTOI
Taxu@uAacia
Katakpdtnon uypwy, UTTOVATPIAIUIA, OTTACUOI
[Mapadon emitaon TNG aigoppayiag (4 tPA)
‘Epppayua puokapdiou, AEE, pAeBobpouBwocic (NAIKIWPEVA ATOUA)
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Noéoog von Willebrand
@EPAMMEIA

AAAoOyEVNC BEPATTEIO UTTOKATACTAO NG

m [IAaoua n kpuoinua

B 2KEUAOMPATA CUMTTUKVWHEVWYV TTAPAYWYWV TTAACHOATOG
mTou Trepiexouv FVIII kar VWF 1} HOVO OCUUTTUKVWHPEVO
VWF



Noéooc von Willebrand
@EPAMEIA

AAAOYEVAC BEPATTEIO UTTOKATACTAO NG
2KeUuAopaTa CUNTTUKVWHEVOU VWI/FVII R vIWE:
m [lapaokeudlovTal atré avepwTTivo TTAAo A
m EI0IKA eTTeCepyaoia pe neBOGdouUC adpavoTroinong 1wV
m [lepiExouv BioAoyika evepyo VWI (TtToAupepn uwnAou MB)
m Xopnyouvral:
yIQ TNV QVTIMETWTTION EVEPYOU alIoppPaAyiag
yia TTpo@UAACn atrd TNV aIopPAyYia OTIC XEIPOUPYIKES ETTEUPRACEIC
YIa HOKPOXPOVIO TTPOPUAALN o€ TTEPITITWOEIC Bapidg VWD
m 'Evdeign xoprynong tou cupttukvwuévou VWI/FVIII givau:
vWD TtUTIOU 3
vWD TtUTtTOU 2B

vWD TtUTTOU TUTTOU 1 1} TUTTOU 2 N OTTOIa OEV AVTATTIOKPIVETAI OTN
xopnynon DDAVP




Noéoog von Willebrand
@EPAMMEIA

AAAoyEVNC BEPATTEIO UTTOKATACTAO NG

Mikpég aijoppayieg:
m 25 U/kg oupttukvwpévou VWI/FVIII
m Alatipnon emmrédwyv VW RCo > 30 U/dIL yia 2 — 3 nuEPES

Etreiyouoeg aipoppayieg Xwpig d100£01M0 CUHNTTUKVWHEVO
vVWF/FVIII R VWF:
m Ppeokokateuypévo TTAdoua (FFP)
m Kpuoilnua
Mia povada kpuoiluatog (~10ml) mrepiExer 100 U FVIII kar vWT
1 — 2 povadeg kpuoilriuarog /10kg Bdpoug cwuaTtog.



Noéooc von Willebrand
@EPAMEIA

YTITOOTNPIKTIKA BEpaTreia

AVTIIVWOOAUTIKA APHUAKO

m AvaoTEAAOUV TN AUCN TWV VEOOXNUATIOMEVWY BpOUBWYV
deoMEUOVTAG TIC BETEIC OUVOEDNC TOU TTAQOMIVOYOVOU OTNV IVIKI)

B ATTOTEAEOUATIKA OTIC AlJOpPAYieEC aTTO Toug BAEvvoydvoug
(augnuévn IVWOOAUTIKR) OpaoTNPIOTNTA)

Tpavegaupiko ogu (15 - 25mg/kg 3 PopéC NUEPNTIWCG)

€ —auIKaTTpoIko o&u (50mg/kg 4 popéc NUEPNTiIWG)

Xopnynon:

m eVOOPAERBIQ, per 0S 1] TOTTIKA WG OTOMATIKO dIAAupa, uova ) o€
ouvouaouo pe DDAVP, cuptrukvwpuévo VWIVIITE A vWE

AvTevoeikvuvTal:
B 2& QIJOPPAYIEC OUPOTTOINTIKOU
m 2& a00¢eveic pe Opoupwon r 10TOPIKO BPOPBOEUPBOAIKWY ETTEICODIWY




Noéooc von Willebrand
@EPAMEIA

YITOOTNPIKTIKN OEpaTtreia

MeTayyioeig aipoTTETAAIWY

m 2g vOooO TUTTOU 3 KaI alIoppayia TTou Oev eAEYXETAI ME
xopnynon VWF/FVIII

(Ta cipoTtreTdAIa TrEPIEXOUV 15% TrEpitTrOou Tou VWF)
2UVvOUAO NGOG OICTPOYOVWY — TTPOYECTEPOVNG
m X& YUVOIKOAOYIKNA aigoppayia
AVTIOYYEIOYEVETIKOI TTAPAYOVTES (BaAIOOMION, AeVvaAIOOMiION)

m XZg aipgoppayieg BAEvVOyOvVwWY avOEKTIKEG OTIG OUVNHBEIg
Bepatreieg

(MEiwon TOU OXNMATIOHO ayYyEIOOUOTTAACIWYV)
OkTpeoTidn LAR
m Xg aipoppayia NEZ Adyw ayyeioduoTAaciwy

(eAATTWON TNG AIJATIKNAG PONG OTN CTTAAXVIKI KUKAO®YOpIa Kal
oTnV TTUAaia @AERQ)



Noéoog von Willebrand
@EPAMMEIA

XEIPOUPVIKEC eTTEMRBACE]




Noéoog von Willebrand
@EPAMEIA

XeEIPOUPVYIKEC ETTEURACEIC

Aobsveic mou avramrokpivovral oro DDAVP
MIKPEG XEIPOUPYIKEG ETTEMRACEIC
m DDAVP kai etTavaAnyn MeTa 8 n 12 wpeg.
E¢aywyn dovTiwv
m Mia evdooAeRia ) uttodopia eveon DDAVP
B Tpavecapiko o¢u (15-25mg/kgX3/24wp0) yia 5—7 nUEPES

B 2TOMUATIKEG TTAUCEIC JE DIAAUNA 5% TPAVECAMIKOU 0LEOC
(ava 6wpo) yia 5 — 7 NUEPEGS




Noéoog von Willebrand
@EPAMMEIA

XEIPOUPVYIKEG ETTEURACEIG

Aobeveic mou dgv avramokpivovral oro DDAVP
MiKp£EG XEIPOUPYIKEG ETTEMPRACEIG

B 2UMNTTUKVWPEVOS VWI/FVIII

apxIkn d6on 30 - 60U/kg = 20 - 40U/kg ava 12 — 24 wpeg

(erritreda VWIT kai FVIIT >50 U/kg yia 3 — 5 nuéPEQ)

ESaywyn dovTiwv

B 2UMNTTUKVWPEVOS VWI/FVIII

30U/kg

(emritreda VWF kai FVIII >30U/kg yia >12 wpeg)




Noéoog von Willebrand
@EPAMMEIA

MevAAeg XEIPOUPVYIKEG eTTEURGCEIC/

QIJoOPPAYIEC
B 2UMTTUKVWPEVOS VWI/FVIII

apxIkn d6on d6o¢ig 40 - 60U/kg = 20 - 40U/kg ava 8 — 24 wpeg
(etritreda VWF kai FVIIT >50 U/kg yia 7 — 14 nUEPEQ)

m DDAVP HETA TIC TIPWTEC METEYXEIPNTIKEG NMEPEC
m [1po@uAakTiKi xopnynong nmrapivng (LMWH)

2 WPEeC META TN eTEUPaon kai yia 10 NUEPES YETA TNV TTEURAON




"
Noéooc von Willebrand
[TuvaikoAoyIKn aigoppayia

von Willebrand

Disease \
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Noéoog von Willebrand
[TuvaikoAoyIKn aigoppayia

EMMHNH PYZzH

m Mnvoppayia og 80 —-90% Twv
yuvaikwyv pe VWD

m >80mL atrwAcia aipartog o€ KAOe
KUKAO

m [IypaTta >2,5cm

m  Avaykn aAAayng ouxvoTtepa atro
uia oepPiETa A TAUTTOV / Wpa

m Aiapkela > 7-10 nuepwv

m 210NPOTIEVIKI avaldia




Noéooc von Willebrand
[TUVaIKOAOYIKR aigoppayia

m YTTEPTTAQCIa evOounTpiou

m EvoounTpiwon

m Auounvoppolia

m [16voc otnv woppngcia

m AIJOPPAYIKEC KUOTEIC OTIC WOBNKEC

m [vopuwpaTa, TTOAUTTOOEC, UTTEPTPOPIKO
EVOOUNTPIO



Noéoog von Willebrand
@EPAMMEIA

[UVaIKOAOVYIKN aigoppayia

m TPAVECAMIKO OCU

15 - 25mg/kg/8wpo N 1 gr/6wpo yia 4 — 5 NUEPEC
m EvOopiviki N uttodopia xopnynon DDAVP

ava 12 n 24 wpeg yia 3 NUEPES

ATTOTEAECUATIKO O€ 85% TTEPITTOU TWV TTEPITITWOEWV
B ZUNTTUKVWHEVOCS VWIE/FVIII

2.€ Bapiad VWD 1) voéoo tuttou 3




Noéoog von Willebrand
[TuvaikoAoyIKn aigoppayia

OEPAITIEIA

AVTIOCUAANTTTIKA @ApMOKO

m Aladeppikd patch
m  EvdopunTpiol dSakTUAloOl
MEILWVOUV TN aljoppayia
mOavov va augdavouy Ta etrireda VW kal FVIII
m Nedtepa avTiICUAANTITIKA @ApHOKA (OI0TPOYOVA/TTPOYECTEPOVN)
OXI| o€ veapEg YyUVaiKeS
OXI o€ yuvaikeg TToU €TTIOUPOUV VA TEKVOTTOINOOUV
m EvOouNTpIEC OUOKEUEG TTOU ATTEAEUBEPWVOUYV TTPOYEOTEPOVNG
(levonorgestrel) (Mirena)
OXI o€ veapég yuvaikeg.
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Noéooc von Willebrand
KUnon Kol TOKETOG
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Noéooc von Willebrand
KUnon Kol TOKETOG

Ta emritreda vWT kai FVIII:
m  ApyiCouv va au¢avouv oTo 20 TPiunNvo NG Kunong
m AiTAGola €TTITTEQQ OTO TEAOG TOU 30U TPIKAVOU
m [ltwon ota QuUOIoAOYIKA ETTITTEDA HIa EBOOUAdA PETA TOV TOKETO
MPOZOXH: KaBuoTepnuévn aipoppayia 2 — 3 eBdopadeg HeTA TOV
TOKETO
Kivduvo aipoppayiag
m 2¢g vooo tutrou 1 kai etTitreda vWIE kai FVIIT <50 U/dL
B 2E10TOPIKO ooBapr alyoppayiag
m 2gVvOOoo TUTTOU 21 3
m MikpoTepog kivduvog ot etritreda VWIE kai FVIII ivar >50 U/dL
Yia 3 — 5 NUEPEG UETA TOV TOKETO

Emitreda vVWI kai FVIII >50 U/dL gival ac@aAn yia eTICKAnpidia
avaiodnocia
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Noéoog von Willebrand
KUnon Kol TOKETOG

OEPAIEIA

DDAVP
B 2XETIKA aO@QAAEC OTNV KUNON aAAd

m 20[Bapr UTTOVATPIAIMIa OTOV TOKETO

2UMUTTUKVWHEVOGS VWI/FVIII
m 2¢ TINEG VW RCo <50 U/dL

m 2T10X0G: emritreda VWF kai FVIII gival >50 - 100 U/dL oTov
TOKETO KAl TIC TIPWTEC NUEPES TG AOXEIOC
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Noéoog von Willebrand
[Mpo@UAOKTIKN OepaTreia

ENAEIZEIZ

2oBapn vWD (VWTf.RCo ka1 FVIII<10 U/dL)
m 2UXvA aipapBpa
m 2 UXVEG algoppayiec NEZ

B 20BapEC pivoppayieg

W

NMPOo@UAOKTIKA xXopnynon cudTTUKvVWHEVou VWI/FVIII
B 40 U/kg 1- 3 popEg TNV €fOopGda



Noéooc von Willebrand
AvTiowpaTta Katda Tou vVWH

m AQOpPOoUV ATTOKAEIOTIKA aoBeveic e VWD TutTou 3

m 3-—10% Twv aocBevwyv
MeyaAeg eAAgipelc aTo yovidlo Tou VWI
EtravelAnuuéveg petayyioeig ue vVWI kai FVIIIL, kpuoirjuara n
TTAGOUQ

m O1 avaoTaATeG gival ouvnBwe IgG TTOAUKAWVIKA
aAvTIOWHATA

m O1 ao0Beveic Tapouaialouv coBapeCc aAAEPYIKES
AVTIOPACEIC OTN XOPryNnon CUMTIUKVWHEVOU VWA



Noéoog von Willebrand
AvTiocwpaTta Katd Tou vWH

ANTIMETQMNIZH

B YYnAEG 000¢€IC avaouvduaouevou FVIII
m [1a BepartreuTika emritreda FVIII oto TTAGOUO
(40 - 60 U/dL) =»FVIIl 700 — 900 U/kg/24wpo
o€ ouvexn eyxuon N ava 4wpo
m Avaouvduaopevog evepyotroinuevog FVII (rVila) oe

ouvexn eyxuon (20ug/kg/wpa) f o€ bolus €yxuon
(90pg/kg/4wpo)



" S
AcfBevincg 3

B AoBevric nAIKiag 52 €Twv TTPOCNABE e algoppayia avwTEPOU TTETTTIKOU

m |OTOPIKO:
Evyxeipnon op@aAokAANG (1976)
Evxeipnon kipookAANG (1985)
TpaupaTionog og Tpoxaio (1989)
m XWpPIG aTOUIKO ) OIKOYEVEIOKO I0TOPIKO AIOPPAYIKNGS d1a6eang
m ATO 10 2006 eTTOVEIANPUEVA ETTEICOOIN YAOTPOPPAYIAG, GIONPOTTEVIKN
avaiuia
EpyaoTnplakog EAEYXOG:
INR=1,0
aPTT=34"/514"
VWFAQ: 3%, VWF:RCo: 2,9%
FVIII: 8,7%

= XWwpig 101aiTEPN algoppayia

AIAINQZH: vooog von Willebrand
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AcfBevnc 3

ANTIMETQNIZH

m Xoprjynon cupttukvwpevou VWE/FVII xwpig
ETTAKOAOUON aucnon Twv emmedwyv VWF

AIACNQZzH
Moeavn etrikTnTn vooog von Willebrand



EtrikTnTn VOOooc¢ von Willebrand
ZYXNOTHTA - AITIOAOTIA

m 2uyxvornta 0,04%
B AVTITTPOOWTTEUEI TO 5% TWV TTEPITITWOEWYV TNG VOOOU

m 2 UVOEETAI AITIOAOYIKA UE:
AEUPOUTTEPTTAQCTIKA VOO jUaTA
MUEAOUTTEPTTAQCTIKA VOO UaTA
uTTOBUPEOEIDIOUO
Kapdlayyelaka voornuara
TTAQOMATOKUTTAPIKEG DUOKPATIES, JOVOKAWVIKEC YOUUOTTABEIEC
VEOTTAGOUATA
auToAvoOod Voohuarta
PAPUAKQ




EtrikTnTn VOOooc¢ von Willebrand
AITIOAOrIIA

OeileTal OE€:

m QVATTTUEN QUTOAVTIOCWHATWY ToUu VWI

m aTTOPPOPNOoN Tou VWI atrd kakornén Kuttapa n
AIJOTTETAAIQ

m QUCNMEVN TTPWTEOAUON TWV uYWnAou poplakou MB
TToAuuepwyv VWI

m JEIWPEVN ouvBeon Tou VWS



EtrikTnTn VOOooc¢ von Willebrand
XAPAKTHPIZTIKA

m EpyaoTtnpiakd suprjuata Kal KAIVIKEC EKONAWOEIG
TTAPOUOIEC UE QUTEC TNG KANnpovouikng vooou Willebrand

m OI aigoppayIkeC EKONAWOEIC TTAPATNPOUVTAI OE ATOUA
XWPEIGC ATOMIKO KOl OIKOYEVEIOKO AIMOPPAYIKO IOTOPIKO



EtrikTnTn VOOooc¢ von Willebrand
OEPATMEIA

H Oepartreia gival OUoKOAN AOyw TnG ETEPOYEVEIOG TWV
TTAOOYEVETIKWY HNXOVICHWYV

m AUTOAVOOO VOOMOTA = AVOOOKATAOTOATIKI BepaTtreia
(tTrpedviovn 1mg/kg/nu n CPM 700mg/m?/unva)

m Evepyoc alyoppayiag o€ €iKTATN VOOO, TTOU OQEIAETAl
o€ aucnueEvn kaBapon Tou VWE AOYWw AUTOAVTICWHATWYV
= 1gr/kg IVIG nuepnaiwg yia 1 — 2 nUEPEC



EtrikTnTn VOOooc¢ von Willebrand
OEPATMEIA

B Agp@OUTTEPTTAACTIKA VOOT)MATA | KAPKIVOG =D
Oepartreia UTTOKEIMEVNG VOOOU UE XNUEIOBEPATTEIA )
XEIPOUPYIKN ETTEPRAON

B MugAoOUTTEPTTAACTIKA CUVOPOMA =P N TITWON TWV
QIMOTTETOAIWY OTA PUOIOAOYIKA Opla

m Qdappaka = SIAKOTIN) XOprynong Tou ¢apudakou

m YTToBUupEeOo£IOIoONOG =P DepaTreia UTTOKATAOTAONG UE
OupeoEIDIKEC OPPOVEC

m KapdlayyelakEG avwMaAieg (OTEVWON AOPTIKNAG
BaABidag KATT) = xelpoupyikn 0160pBwaon TNG avwuaAiag
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Acbevng 3

m  EVOOOKOTIIKOG EAEYXOG (YOOTPOOKOTINGN, KOAOVOOKOTINGN): XWPIG
TTaBoAoyikd eupuaTa

m  EpyaoTtnpiakog Kal aTTeIKOVIOTIKOG EAEYXOG OEV OTTEDEIGE EVEPYO
VEOTTAQOMATIKO i aVvOOOAOYIKO vOonua

m AvOOOOPQIPIVEG: IgA=75 mg/dl (82 — 453)
IgG=788 mg/dl (751 — 1560)
IgM=41 mg/d| (46 — 304)

m  AvoookaBiAwon: HOVOKAWVIKO KAGoua IgGK

m MueAdypappa: TTAAouaTtokuTTapa 5%

AIAINQZH: yovokAwVIKA yauuatradela
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Acbevng 3

OEPATIEIA:
m Test DDAVP: yikpr] avtaTtrokpion

m Xopnynon IVIG (1gr/kg/nuepnoiwg X2 nUEPEC)

v

Augnon Twv emTEdWY Tou VWF o€ QuUOIOAOYIKA ETTITTEDQ

v

‘EAeyx0oc¢ TnG aiyoppayiag
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