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KANPOVOULKEC OLLLOPPAVLKEC SLATAPAYEC
QLLLOOTAONC

* KAnPOVOULKEC SLatapayxEC MPWTOYEVOUC OLLLOOTOONC
» Noooc von Willebrand (VWD)
» OpouPoaocBevelec

* KANPOVOULKEC SLatapayxEC MNKTLKOU HNXAVIGUOU
» Alpoppodiiia A (n o cuyvn)

» Awoppodtiia B

» Alpoppodihia C (ortaviotatn)



Noooc von Willebrand (VWD)

Elvall n o ouxvn KANPOVOULKA aLpoppayLkn dtatapoaxn
Entimtwon oto yeviko mAnBuopo: 1%

ATt0 Tou¢ rtaoyovteg, to 0,02-0,1% Ba £xouv coBapeg
QLUOPPOYLKEC SLOTAPOXEC

MetaBLBaleTal e TOV UTOCWUATIKO ETILKpATOUVTO

XOp KT PO

Odeiletal og yevetikn dtatapayxn tou napayovta Willebrand
TTOU TIPOKAAEL TTOOOTLKA 1 TTOLOTLKN AVETAPKELA ALUTOU

MeyaAn KAWVLKNA KoL EPYAOTNPLOKA ETEPOYEVELD

2 TNV KAWVLIKOEPYAOTNPLOKN EKPPaON TNG VOOOU CULLUETEXOUV
SLaTapAXEC TNG IPWTOYEVOUC OAAA Kal TG SEUTEPOYEVOUC
QLLOOTOONG



Napaywv von Willebrand (VWF)

JUvBeon: evdoBnAlakd KUTTAPQ
(owpatia Weibel-Palade) kat a-kokkia
TWV OLLUOTIETOALWY

[EVETIKOC EAEYXOC: XpWHOOWHA 12
Mopulako Bapoc: NMoAvpepec pe uPnAo
Hoplako Bapog (1-20 ekatoppvpla)
POAoG in vivo:

JTnv mpwTtomnadn atpootaon (LopLlakn
yEdupa avapeoa oto evooOnALo Kat
TNV alpomnetaAlakn YAukonpwteivn lb
TIOU TIPOAYEL TNV TPOCKOAANGH TWV
AMI oto evboBnALo)

. Metadepel kal otabepormolel To poplo
tou FVIII

KataAvetal amno tnv ADAMTS-13 kal
QTIOLOLKPUVETOL Ao Ta KUTTOPO
ATIATOC KOlL OTTANVOC




O VWEF €xeL Beoeilg npoodeonc yia FVIII (meploxeg DY, D3), umtodoyxeic
GPIb/IX/V (meploxn Al), urtodoxeic GPlIb/llla (mteploxn C1), widia koAAayovou
(meploxn A3) kol o auTteG odelAovTol ol AELTOUPYLKEG LOLOTNTEC TOU

ZUMHUETEXEL OTNV MPWTOYEVN
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H avemapkela tou von Willebrand nipokaAst:

VWF BINDS, CARRIES, AND PROTECTS FVIIF

FVII

Adapted from: Federici AB. Haemotologica. 2003:88(6):EREP02,

1.

EAQTTWON TNG AVTLYOVLKAC
dpaotnplotntag tov VWF mou
ATtOSELKVUETOL UE TA XAUNAL
enimeda VWEF ko FVIII

EAATTwon tTh¢ PLOAOYLKAC
dpaoTNPLOTNTAC TOU:

TIOU EKTLUATOL UE

LLE TNV TP ATOLON TOU XPOVOU
pong

napataon Tou xpovou aPTT
LLE TNV TtaBoAoyiKkn
CUCOWPEUCN TWV
QLUOTIETAALWY TTapouoia
plotoostivne (VWF:RCo)



X N X X X X X

Ta entimeda VWF (kat FVII) avéavouv oe:

Aoknon

Stress

DOAeypuovn

YriepBupeoelSLopOC

YynAa enineda olotpoyovwy / TPoyeoTEPOVNC
Konon

AVTLOUAANTITLKAL

Ouada aipatoc A ko B

Ouada aipatoc O: xapunAotepa enineda VWF katd 25 — 30%
XapnAotepa enineda VWF o€ yuvaikec: 1n — 4n nUEPO EUUNVOU PrIOEWC
Huutepiodoc (wnc VWF: 12 wpec



H KAWVLKOEPYQOTNPLOKH ELKOVA €€QPTATOL

aro tov tumo tn¢ vooou von Willebrand

Vili:kd N

Tunog 1 Tumnog 2A Tunog 2B Tumnog 2N Tunog 2M Tomnog 3
Etepoluyogn Awatapaxn MOLOTLKEG Aduvapia Awatapaxn Ouoluyn eAewdn
HEPLKN TWV Heyalwyv | dtatapayeg ouvdeong e Tov ouvdeong Ue vWF
TLOOOTLKNA TIOAULEPWV 2 avénuévn aviill Tov uttodoxéa
QVETIAPKELA ouvdeon ue GPlb
OLLLOTIETAALOL
KAINIKH EIKONA
‘Hrua Méon n OpopBonevia ‘Hruia A pétpla ‘Hria A pétpla AuTtopaTEG
aLgoppayia ocoBopn alpoppayia oLuoppayia OLLOPPAYLEC
oLgoppayia
EPFAZTHPIAKH EIKONA
Xp.pong :kd Xp.pong : Xp.pong : kd Xp.pong :kd Xp.pong: MM | Xp.poig: TP
q M q APTT: M APTT:kd APTT: PN
APTT: kb 4 D APTT: kb D | APTT: kp 4 T VWFAg:kd i | VWFAg: Lk | vWFAg: Ly 4L
VWFAg: |, VWFAg: |, VWFAg: ¢, VWF:Risto: kp 44 | VWF:Risto: {, VWEF:Risto: L4 L
vWEF:Risto: {, vVWF:Risto: VWEF:Risto: {{ VIIE: U U Vlll:kd VIIE: UL U
Vill:kd N2 VIl kb A




KALVIKN €lkova

‘Hrieg atpoppaykeg ekbnAwoelg o vooo turou 1 kat 2N
YoBapEc aloppayLkeC eKONAWOELC 0TOUC TUTIOUC 2M, 2A, 2B
O tunoc 3 mpokaAel alpapBpa kot coBapd HUIKA aLpaTwHAT

H Baputnta tnc atpoppayiog molkiAAeL otnv idla olkoyEveLa KalL O€
Stadopetika eneloodla otov iblo aobevn

O xpovoc ekdbNAwonc oxetiletal pe tn Baputnta TNG VOoOU

MoPATETAUEVN OLLOPPOAYLO LETA ATIO TPOULLOTLOMO 1 EMEUPBATIKEC
Stadkaoieg (m.x e€aywyn odovtocg, apuySAAEKTOUR)

FuVaiKeC: pnvoppayia
Entlotaén, ovAoppayia, atpoppayia MEZ e vtotporialovia Yapaktnpa

Stress, opLOVEC KOTA TN 6LaszLa NG nBr]q, KUNOoN, AVTLOUAANTTITLKA
SLoKio: S10pOwWVoUV €V HEPEL TNV OVENTAPKELOL

Entimeda vVW>40% mpokadoUv ATiLa allpoppayLkn dtatapaxn



TLBa pwtnooupe el KAWIKAG uTtoiag;

* 'ExeLo aoBevnc R LEAOC TNG OLKOYEVELAC TOU:
1. Alpoppaykn 6taBeon (atpoppodidia  VWD);

2. Napatetapevn R vnotpomnialovoa alpoppayia (2-7 NUEPEC LETA TOV
TPOAUMATIONO) A LETA aTto emepPaon | apuySdaAekToun;

3. EKYUMWOELC AUTOUATEC ) LETA ATIO EAAXLOTO TPAUMATIOUO;

AutopaTtec pwvoppayiec ov dtapkouv >10min r} xpelalovtal LoTPLKN

napeupoon;

MNapatetapevn r vnotpornidlovoa alpoppayia Petd e€aywyr doviiwy;

Alpoppayia emtikol xwpic avatoptkn BAABN (€Akog, moAumodac);

MeOatpoppaykn avaltpio mou xpeLaletal LETAYYLOELG;

ZoBapr) pnvoppayia;

® N O U



Epyaotnplakn 6tepevvnon vWD

Noapadtoon xpOvou pong

Ta QLLLOTIETAALO TTOGOTLKA KOl TTOLOTLKA €ival dUCLOAOYLKA

Noapadtoaon Tou xpovou HepLknG BpoppfomAactivng (aPTT) pe puoLloAoyLko
Xxpovo nipoBpopBivne (PT)

Mepikec Ppopecg to aPTT: ducloAoyiko N eAadpd TOPATETAEVO
Melwpeva avtlyovika emnimeda tov mapayovta VWF (VWF:Ag)
Quotloloyika emtimeda VWF otav n dtatapaxn €lvat moOLOTIKA

MaBoloyik) cuoocwPELVON ALUOTIETAALWY TTOPOUCLA PLOTOCETIVNG
(VWEF:Risto)

Aladpopou BaBuou peiwon tou FVIII
HAektpodopnon moAvuepwyv VWF (Bonba otn Dx tou tuttou 2A)
AvaAvon aAAnAovuyiac DNA



Awayvwon vWD

AVLYVEUTIKEC EEETAOELC

ATOULKO KOl OLKOYEVELOLKO
LOTOPLKO

MeEtpnon aLUoTETOALWY

Xpovog porg
aPTT

EruBeBatwtikec eEETAOELG

vVWE: Ag
vWE: Risto
FVIII

AvaAuon TTOAUEPWYV TOU
vWEF

MopLaKkoc EAeyxoc



1)

2)

Aladopikn dtayvwon

ATtO AAAeC SlatapayxeC ou epdavilouv apATAon Tou
XpOVOU PoNC UE PUCLOAOYLKO aPLOUO ALUOTIETAALWY
(BpopBomnaBelec, ayyelitideg)

Ao AAAeG SlatapaxEG Tou mpokalouv nmapatacn aPTT

ATtO SlatapaxEC Tou evdoyevoU LNXOVIOUOU TtNENC KoL
KUpPLwC amo tnv atpoppodhia A kal B

Entiktntn vooo Willebrand (autoavooa voonparta,
AeppoUmEePMAAOTIKA VOO juaTA, KaKonBeLa)

Mopouacia avTutnktikol AUKoU



* KAnpPOVOWULKNA
Sdtatapaxn TG
mnéng

Quloouvdetn
UTTOAELTTOLEVN
uetafBifaon
(avdpec: vooouy,
yuvaikec: popeic)

e JMAvLA, UTOPEL va
eudavioBel kal
oTtopadLKA

Alpoppodilla

Hemophilia
Parents
( +
XY X' X
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(Carrier)
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Son  Daughter Son  Daughter
(Carrier)  (with
Hemophilia)

X X
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Daughter
(Carrier)



Alpoppodiiia

e Avemapkelo tnc evdoyevouc odou mnénc Aoyw
artovoloc n SuoAettoupylog Tou:

1. FVII (aiyoppo@iAia A)
2. FIX (aipoppo@iAia B): 5 popéc o amravia
3. FXI (aipoppo@idia C): ToAU oTrdvia

* TNV aoppodlAia, N TPWTOYEVNC ALLOoTOON
elval puololoyikn



Alayvwon atpoppodLALlog

H dtayvwaon tn¢ vooou €lvoll TOOO TILO TIPWLKN, OGO TILO XaNAQ
elval ta enieda tov unevBuUvVoUL TapAyovTa

Bapia: rapayovrac<l% (50% twv nepntwoewv)
Méetpla: mapayovrac 1-5% (10% twv nepTWoswv)
Hra: napayovrac 5-15% (30% twv MEPIMTWOEWV)

MoAvU nra: mapaywv 25-50% tou puotoAoyikou (10% twv
TTEPLIMTTWOEWYV)

161 kKo tpoBAEY LN BapUTnTa oTA LEAN TNC OLKOYEVELAC KoLl
otaBepn katd tn diapkela tnS wNg



KAviIKN €lkova Baplac opoppodLiioc

MNpwtec ekdnAwoelc uExpL to 1o £toc Lwng

Meilova alpoppayia HE N XWPLE TPOUUATIONO, SUVNTLKA
Bavatndopa XwpLC AVILUETWTILON

AlpapBpa: emwduvn dloykwon apBpwoewv pe cuvoda onueia
bAEYUOVAC. ZUXVEC UTIOTPOTIEC 0ONYOUV CE XpovLa

aLpoppo Ak apBpormabeLla ov amoteAoUV TOV KUPLOTEPO
A PAyovVTa Voonpotntac otn Bapld atpoppodiia
Alpoppayleg oTouc HUEC (Lo ouyvo To alpdtwia tou Yoitn)
Alpoppayia oTAdvVwY

Kuotikol PpeubooOyKkoL AOYW CUXVWV QLLLLOPPAYLWY OE HOKPQ
0O0TA KOl MUEC

Evkedalikn atpoppayia (euBuvetal yia to 25% twv Bavatwv)



KALVLKN €LKOVOL LETPLAC-NTILOC LOPDNC

OL aLoppaYLEC ELVOL KUPLWCE TIPOKANTEC
Awdyvwon apya otn {wn

2uvnBwc peta amo dtepgvvnon nopadoénc
aLpoppayloc LETA ATO ULKPNA N MEYAAN
XELPOUPYLKN EMEUPAON

Alpatoupla



Aladpopikn dtayvwon AtpoppodLiiag

2TNV OLKOYEVELA TNG Awadoplki Stayvwon
UNTEPOG TIEPLYpadOVTOL

QLUOPPOYLIKA cUpBApaT

OTOUG QVOPEG * Noooc von Willebrand

* [lapouoia enikTtnToU
avaotoAtn (aviiowpa
gvawvtL tou FVIII, FIX 3 tou
vWF)

PT puctohoyko aAAa aPTT
TLOLPOLTETOLULEVO

Méetpnon tou FVIII

Eav elval puclooyikn
HeTpape tov FIX N
£\EYYOULE YL TIOLOTLKN
avenapkela tou FVIII




AladopodLAYVWOTIKA XAPOKTNPLOTIKA
atpoppodiAiac A kat vVWD

AwpoppodiAia A

vWD

e AlnapBpa

* MpoofoAn povo twv
avopwv

e XpoOvoc ponc: ko

e XapnAocg FVIII

e VWF : kd

* JUOOWPELON UE
pLOTOOETIVN: K

2avia ta alpapBpa

MpooBoAn kat twv duo
dUAWV

MNP ATETOUEVOC XPOVOC
pONG

VWEF: eAATTWUEVOCQ
FVII: kb 1 eAOTTWHEVOC

JUOCWPELON UE
plotooetivn: maboAoyLkn




2TIAVLO OLTLO KANPOVOULKAC OLLLOPPAYLKAC StatapaXnC
QTTOTEAOUV TTIOLOTIKEC SLOTOPAXEC TWV OLLLOTIETAALWV
(kAnpovopuikec Bpopfomnabeiec)



2TIAVLO OLTLO KANPOVOULKAC OLLLOPPAYLKAC StatapaXnC
QTTOTEAOUV TIOLOTIKEC SLOTAPAXEC TWV OULLLOTIETAALWV
(kAnpovopuikec Bpopfomnabeiec)

I5Iatelet functional disorders

Deficiency:
Bernard-Soulier
syndrome
Deficiency:
Glanzmann Platelet

th rombasthenla

Gpllb-lll

complex Fibrinogen

Endothelium

ADP induces
conformational

change von Willebrand

factor l

Deficiency:
) von Willebrand
Subendothelium disease

77/0

© Elsevier 2005




2uvdpopo Bernard-Soulier

KAnpovouikn dtatapaxn tThG AELTOUPYLKOTNTOG TWV OLUOTIETAALWY TTou odelAeTal Lo
ouxva o€ HeETaANAEELC Yovidiwv TTou kwdikomoloUv tn YAukompwteivn Ib, n omola
aroteAel alponetaAiako vtodoxea tou VWF

H dtatapaxn tng YAukompwteivng b, Sev emttpemnel tnv mpookOAAnon twv
atponeTaAiwy oto ayyeloko evéobnAto

AUTOOWHATLKOG UTIOAELITOMEVOC O XapaKktipac petapifaong

EkdnAwveTal Pe alpoppaylkeg ekONAWOELG armo Toug BAevvoyovouc Kol To dEppa
KOOWC KOl ALLLOPPOAYLKEC ETILITAOKEC UETA OTTO PLKPA 1] LEYAAQ XELPOUPYELQ

2TO eMixplopa Tou MePLPEPLKOU ALMATOC TOPATNPOUVTAL YIYAVTLO OLUOTIETAALL
(LEyeBoC epuBpoU) aAAd PpucloloyLkd o aplOuo




OpoppBacBevela Glanzmann

* KAnpovoulkn dtatapoaxn NG AETOUPYLIKOTNTOC TWV QLLUOTIETAALWY TTOU
xopoktnpiletal and petalAayec ota yovidla mou KwdLKOToLouV TG YAUKOTIPWTEIVEG
NJAIE

* OutyAukompwrteiveg lIb/llla amoteAouv umodoxeic tou vwdoyodvou

 HéMewn n ducAettoupyia autwv Sev EMITPENEL TNV MPOCKOAANGN TWV
QULUOTIETAA LWV OTO TPV UATIOHEVO LTIEVOOONALO KoL dpa SLaTtopAooEL TNV
TMIPWTOVYEVH ALLOOTAON

* Jtn OpopPacBevela Glanzmann, o xapaktipoc petafifaonc, N KAWLKA KOvVA Kal
TOL EVUPNHOTA ATIO TO EMiXPLOMA TOU TEPLPEPLKOU QLMATOC lval dLla e auTA TOu
ouvdpopou Bernard-Soulier

v'H S1dyvwon Twv KANPOVOULKWY SLOTAPOXWY TWV ALUOTIETAAIWY YiveTal o e€elSIKEVEV
SLatopoywy aLUOoTAoNC

v'H aVTILETWITLON TOUC €lvat Kown Ko epAapBAveL: avTlivwSoAUTIKOUC TTAPAYOVTEC,
avaouvbuaopevo napayovta Vila, deopomnpeooivn, oppovikni Beparmeia, petayyLon
aLpomnetaAiwv

v OL mdoyovteg amodeUyouV T XprHon aoTipivng Kot AAAwY GapudKwy Tou Umopouv va
emBapUvouV EPALTEPW TN AELTOUpYLA TWV aLUOTIETAA LWV



ETIIKTNTEC QLLLOPPAVLIKEC OLATAPOAXEC

* Hmatikr vooo¢

 Qupatuia

e ALUOTOAOYLKA VOO Ot

* Kapkivoc pe n xwpic 8tnOnon puelou

*  JUOTNUOTLKOGC epuBNuatTwdnC AUKOC A AAAO VOO LATOL TOU KOAAQYyOVOU
*  OpPOUPWTIKEC LLKPOAYYELOTIAOELEC

e Awdyutn evboayyelakn mRén

* loyeveic Aolpweelg

*  INTITLKN KOTAOTOON

Oappoaka (aVIUITNKTLKA, OVTLOLLOTIETAALOKA)

Madkn petayyon

 Avocamoppodnon Prtapivng K

e Avamtuén avooTaATwV (AUTOOVTIOWHATWY) EVOVTL TTOPOYOVTIWY TINENC
...kall 0 kataAoyoc dev €xeL TENOC...



O1 eTKTNTEC
dIHopPAYIKEC
O1aTAPAX EC
TI0 ouxvd
eivai
moAuttapayovTikéc!




Napadelypo:
MoAAartAouv MugAwpa Kot olpoppaytkn 6tabeon

* ANOnon ayysiwv kot evboOnALlakn Kakwaon amo ta
nAaopatokutTapo

e JUvOpoOpO UTIEPYAOLOTNTOG

e OpopPorevia Aoyw dnOnonc puehov, XMO R RT
e Hmatik) SuoAettoupyia

e JNTTIKA KOTAoTOoN

* AvOOTOAN CUCCWPEUONC LOVOUEPWYV LVWOOUC Ao tnv
nopanpwteivn

* Emiktntn voococ¢ VWF (autoavtiowpa Evavtt tou VWF mou
avtaywviletal tn B€on cuvdeonc tou pe tnv GPIb)

* Alatapoayxn Asttouvpyikotntog PLTs (30-60% twv aacBevwv)
* Heparin-like kukAodopouvTa AVTUTNKTIKA
* EAewn FX



Ol eTTIKTNTEC AIHOPPAYIKEC
diaTapax EC omavia opeihovrail oe
d1aTadpaxh HEHOVWHEVWY
TTApPayovIwy TAENG
EKTOC €dv
TIPOKEITAI YIA ETTIKTNTO AVAOTAATRH




EmtiktnTol avaoTaATEC TapayovIwy tNéNG

AUTOOVTIOWHATO EVAVTL TTAPAYOVTWV TtNENG TTou avtaywvilovtol tTn pacn Toug

AvamtuooovToL QUTOHOTA O€ N atpoppodAlkolg acBeveic pe i xwpic Nén
yvwotd cuvodad vooriuata

ETtiktnTol avaoTtaAtég umopel va avamtuxBouv évavtt dtadpopwv mapayoviwy tng
ninéng: VII, VI (emtiktntn atpoppodhia A), FIX (emiktntn awpoppodiiia B), vVWF
(emiktntn VWD)

Entimtwon: 1,5 nmeplotatikad/108/£toc

Méon nAkia ekdbnAwong: 72 €tn

Ta alpoppaykd eneloodia eivat avtopata Kat N fapltnTd Toug OLKIAAEL
JuxvotepN KAWLKNA €KPPOoN: EKTETAUEVEC OAOCWEC EKXUMWOELG, alpoppayia
TLeENTkov, KN2

H awpoppayia pmopel va eivat coBapn kat duvntikd Bavatngdopa o€ TOCO0TO
>70% TWV TEPLOTATIKWY, EVIOC TOU TPWTOU TEVTAUNVOU, Xwpic Beparmeia

H Baputnta tng alpoppayiag dev oxetiletal pe ta enineda tou mapdyovia mnéng
mou adpavoroLeital ] Tov T{TAo Tou avaotaAtn



Noonpuata mou oXeTi{ovTal UE ETKTNTN atpoppodLAia

Autodvooa voohHata (CUCTNUATLIKOC epuBnuatwdng AUKOC, PEVUOTOELONC
apBpitida, moAAatAn okArpuvon, cuvOpPoLo Sjogren, PEUMATLKN
noAvpaAyia, ouvdpopo Goodpasture, puacBevela Gravis, vooocg Tou
Graves, auToAvooo¢ UTIOBUPOELOLOUOC, LUTOAVOCH OLLLOAUTLKN avalLuia

NepdoinepnAaotika vooquata (xpovia Aspdoyevic Asvuxatpio, non-
Hodgkin Aepdwpoata, moAAamAoUv HUEAWU, PaKpoodaLpLvaLpLia
Waldenstrom, pueloivwon

NeonmAdoparta (pootdtn, MVEVOVA, TIAXEWC EVIEPOU, OTOUAXOU,
TIAYKPEATOC, LaoToU, VEPpOU, HEAAVWUQ)

dappoaka (revikiAAivn, wtepdepovn A, patvuvtoivn, pokaivapidn,
dAovvtapaprivn, kKAomboypeAn, outpodrofaoivn, BaAmpoiko oy, K.a.)
AAAa: Bpoyxiko acBpua, ooakyxapwdnc dtafntng, Loyevelc nmatitideg
dAeypovwdng vooog eviEpou, Kunon, ELBoAlacpol K.a.

210 50% TWV MEPLMTWOEWV SEV AVEUPLOKETOL UTTOKELHEVO aitLo



«2yedbLalovpe» tTo MPOBANUA TOU
aLpoppaylkol acBevouc

DUAo, nAkia, Evopén CUUMTTWHATWY

Tumnoc alpoppayiag (Beon, avtopatn, EVKOAN, TPokANTN)
2uvoOA CUUTTWHOTAL

ATOLLLKO, OLKOYEVELAKO LOTOPLKO, PpApLOLKOL

|0TOPLKO HETAYYIOEWV UE alpa Kol Tapaywya

[eVvIKN allpatog, enixplopa

AVLXVEUTLKEC EEETAOELC TINENC

EldkEC e€eTdoeLc OmoU ypeLaletol

ZNTApE TN ouvvepyaoia AAAWV €LOLKOTATWY OTIOU
aralLteLTal



“* AkoAouBci oeipd diapaveiwy yid avdayvwaon
HE OTOXO Th OPAIPIKA TIPOCEYYION TOU
LHaOnuarocg
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Oepaneia vooou von Willebrand

Aeoponpeoaoivn (DDAVP): cuvBeTikO avaAoyo tn¢ avtldloupnTLkig OppovNG Tou
arneAevBepwvel VWF amo To a-KOKKLOL TwV aLOTIETAALWY Kol Tl evéoBnAkd KUTTapa

Avtarmokpivovtal kKupiwc ol acBeveic pe VWD tumou 1

Oeparmneia UMOKATACTAONG LE OKEVAGHATO GUNTTUKVWHEVWV TTOPAYWYWV
nAacpatog ov neptexouv FVIII kat VWF i} povo cupnukvwpévo vVWF

MNapaokevalovtal ano avopwrivo MAACH
Eldwkn eneéepyaoia pe peBodouc adpavomnoinong wv
MepLéxouv Bloloyika evepyo VWF(mtoAupepr) upniou MB)

XopnyouvTtal: yla TNV QVILUETWTILON EVEPYOU alpoppayiag, yia tpoduAatn amo tn
SLEYXELPNTLKA OlLpoppayia, yla pokpoxpovia tpoduAaén os neputtwoelc Baplac vWD

‘Evbelén xopnynonc¢ oupnukvwpévou VWF/FVIII etvat: n vwWD tomou 3, 2B kat n vWD

Tumou 1 1} 2 mou dev avtarmnokpivetal otn xopriynon DDAVP
AvTuvwdoAUTIKOL TTAPAYOVTEG (£-0LVOKATIPOLKO 0EV, TpaveEQULKO OEV)
Enti peyaAwv pnvoppaylwv: XopAynon avaoTtaAtikwy The woppnéiac

H aomipivn kot oL evOOHUIKEG EVETELG HEV EMITPEMOVTAL



AlpoppodLAla-BaoLKOL KOVOVEC

Xpetaletol Sta Biov mapakoAoVOnon oe eEelOIKEVUEVA KEVTPAL

To olkoyeveLako TepLBAANOV TIPETEL VAL ELVOL EVNUEPWHEVO KOl
gualoBntonolnuévo

O aoeevnq npena va PEPEL LOLKN KAPTOA LLE TOV TUTTIO aLuoppoch)\Laq, TO
TTOGOOTO TOU napavovra NV UTapén avaoTtoA£a, TNV opada alpatog Kat
TO VOOOKOELO 0TO omoio rapakoAouBeital

Eknaidevon acBevou yla autoxopnynon mopayovta

XopnyeitoL o avocuveuaoHEVOC TAPAYOVTOAG W UTIOKATACTOTO TOU
eM\elppatocg, pe otoyo ta enineda tou va ptacouv oto 30-50% tn¢
dUOLOAOYLKNC TLUNG ELTE TIPOANTITIKA ELTE BEPATTEVTLKA

H do6on e€aptatal amno to fapoc tou acBevouc, tn Baputnta Kal tn B€on
NG aLpoppayiog Kat armo TV TEPLEKTIKOTNTA KAl TO XPOVO NULoeLlog (WNC
TOU TP AyovTa 0TO OKEVU QOO TOU Xopnyeital



Epyaotnplokad svpnuata- Aloayvwon
ETILKTNTWV OVOLOTOATWYV TTNENC

Eniktntog avaotaAti

FVII

MNapadataon PT

Meilwon emumedwv FVII

Aokipooia d1opBwong
He apaiwon 1:1
TAQOHATOC 0.0BEVOUG
He duoLoAoyLko
TMAdopa: Sev
SdlopBwvetal to PT

Moootikomoinon titAou
QVTLOWHOTOG UE TN
dokipaoia Bethesda

Eniktntog avaotaAti
FVIII

MNapadtoon aPTT

Meilwon emumedwyv FVIII

Aokipaoia 510pBwong
ue apaiwon 1:1
NMAAoUATOC a.0BeVOUG
ue puoLoloyLko
nmAdopa: Sev
SlopBwvetal to aPTT

Moootikomoinon titAou
QVTLOWHLOTOG UE TN
Sdokipaoia Bethesda

Eniktntog avaotaAtn
FIX

MNapdtaon aPTT

Meiwon emumedwyv FIX

Aokipooia S10pBwong
ue apaiwon 1:1
TIAQoHATOC 0loBeVOUC
He puoLoloyLko
TMAQopa: Sev
SlopBwvetal to aPTT

Moootikomoinon titAou
OVTLOWMOTOC HE TN
dokipaoia Bethesda

Eniktntog¢ avaotaAti
VWF

Mapadtaon aPTT

Melwon emumedbwv VWF

Aokipoaoia S16pBwong
He apaiwon 1:1
TAAOHATOC 0.0BEVOUG
He duoLoAoyLko
TMAQopa: Sev
SlopBwvetal to aPTT

Moootikomoinon titAou
QVTLOWHOTOG HUE TN
dokipaoia Bethesda



