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MEOOAOAOTIA ANAIITYZHX ITPQTOKOAAQN

MNPOTYNO AATOPIOMOY AIATNQ2ZH2
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Apxuwn Ertiokein Emavektipnon
-Aayvwon MapAUETPOL EKBAONG YLA TNV EMOVEKTIUNGN
Aldyvwon oUWV Pe
A) KA\wvikd kpuerpla
B) MapakAWIKEG EEETATELG

e MPOTEVOUEVO TOGOTIKOMOLNUEVO £pYaAEio yia TV
*Arnotipnon tng ékBaong
*AvTamnoKpLon oTn aywyrn

| Stddo Nooou |

\Z
. . *Mota KAwikd Sedopéva anattovvral (Seikteg)
Ev6elkvuopevn QoppaKEUTIK *Mota napakAwvika dedopéva anattovvra (Seikteg)
Aywyn ( ATC4 y ATC5) v

XPOVIKO ALAOTN L. TTOU TIPETTEL
va pecoAaBel yia tnv

gnavektipnon /
enavaglohoynon

MPOTEWVOUEVEG EKBOXEG LA TNV CUVEXLON TNG
OEPAMEVTIKNAG AVTIUETWTILONG ME Bdon Ta
Sedopéva EkBaong avtamnokplong

ZXETIKA PE TNV AVATITUEN TWV BEPATEVTIKWOV AUATOAOYIKWV TPWTOKOAAWY €xel An@Oel
vToym

e 1] KATNYOPLOTIOMON TWV BEPATEVTIKWVY CYXNUATWVY 1) BEPATIEVTIKWV GUVSVACUWY OE
veoSLayvwoBév voonua/vedTAaopa

e 1] KATNYOPLOTIOMON TWV BEPATIEVTIK®OV CYNUATWV 1) BEPATTEVTIKWOV GCUVSVACUWY OF
VTOTPOTILAlOV 1 AVOEKTIKO Voo /VEOTTAXG LA

ne Baon apyikd kpitipla (EYkekplUéves evleilels, amodeSelypévn aMOTEAECUATIKOTNTA,
amolnuiwon @APUAKEVLTIKOU KOOTOUG) KAl HE aVU@POPA O€ SOCOAOYIKA OXNHATA,
BepamevuTikoUG KUKAOUG, Slapkela Bepatmeiag Kal EMAVAANTITIKOTNTA KUKAWY, HE OCLVOSA
KpLTpla Evtadng/amokAelopov/amotuyxiag aywyng.

ElSk6TeEpa, 0NV KATNYOPLOTIONOT TWV OEPATEVTIKWY OXNUATWY, CUVEKTIUNONKAV 0T
Slapdép@won Tovug:

o  DgpamevTiKG oyNUaTa Tou €xouv NON E£YKPLOT OTNV AVAEQEPOUEVT] YPAUUT
Depameiag, TEKUNPLWUEVO ONUAVTIKO KAWVIKO O@PEAOG £vavTL GAAWVY BEPATIEVTIKWV
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OYMUATWY, TIEPLYPA@OVTaL 0TIS SleBveilg 08nYieg pe onpavtiko Babud tekunpiwong
KOl KOTA CUVETIELX ATTONULWVOVTOL ATO TOV AOQUALGTIKO (POPEX

BepamevTiKG oYNUATA TOU €youv NON EYKPLOT OTNV QVAPEPOUEVN] VPO
Bepamelag, TEKUNPLWHUEVO CTHAVTIKO KAWVIKO OQEAOG EVAVTL AAAWV BEPATIEVTIKWV
OYNMUATWV OTIWG KATASEIKVUETAL ATIO TIOAUKEVTPLKEG UEAETES Slaitepns BapvtnTag
aAAG TOU xpelalovTal PEYAAUTEPO SLACTNUA TtapakoAovOnong Yo va emibeifouv
TAEOVEKTNHX OULVOALKNG emBlwong Teplypagovtal otis Olebvels odnyieg ue
ONUaVTIKO PBabpd Tekunplwomng Kal KOTA CUVETELX OTMOlNULOVOVTAL ATO TOV
ACPAAMOTIKO @opéa (0 avapovy NG emavasloAdynong TG GUVOALKNG aglag Twv
oYPLpwyv deSopévwv Toug)

BepamevTikd oynUata Tou €youv NON EYKPLON OTNV AVUEPEPOUEVT] YPALUUT
Oepamelag, aAAd eite w@EEAOVV OUYKEKPLUEVEG opGdes aocBevwv, eite £xouv
TIEPLOPLOPEVO OPEAOG/ 1] KL OTUAVTIKY TOEKOTNTA £VAVTL AAAWV EYKEKPLUEVWV
BEPATEVTIKWY GYXTNUATWY TIOV ETIONS ATTOLULWVOVTAL KOl IOV 0TLS SLeBVels 0dnyieg
EVOEXOUEVWG TIEPLYPAPOVTOL LE ALYOTEPO OTUAVTIKO BaBud tekunpiwong.
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OEPANEYTIKA MPQTOKOAANA TIA TH OEPANEIA THZ NOzOY von
WILLEBRAND

ICD10: D68.0

INAPAT'ONTAX von Willebrand

0 mapaywv von Willebrand (VWF) eivat pa yAvkompwteivny vmAov poplakov fapoug mou
KUKAO@OpPEl 6To TTAGopa vTtd popen oAvpuepwv MB améd 500-20.000 kD 1} kat Tapamavw,
HE (PUOLOAOYLKN ouYKéEVTpwon 5-15 pg/ml [1,2]. ZuvtiBetal oTa PEYOAKAPUOKUTTAPA KOl
ota evloOnAlakd kOTTapa Kol amobnkevetal ota cwpatidia Weibel-Palade. EpumAéketal
OTNV aPYXIKY AlLooTaon. ZuyKekpipuéva o VWF Twv alpoTeTaAlwy, evE0oONALHK®OVY KUTTAPWY
Kol KUTTApWwV G PBacikig pepBpdvns twv ayyeiwv emdysl v TPOOKOAANGCT TWV
QLUOTIETOA WY 0TO onpelo TG ayyelakns BAGPNS uéow tg GPIba. Xt cuvéxela padl GAieg
TPWTElvEG TPookOAANoNG Jeopevetat amd tv  GPIIb/Illa twv evepyomomuévwv
QLUOTIETOA WY TIPOKAAWVTAG CUGGWPELCT AVTWV. EmimAéov cuvdéetal e Tov Tapdyovta
VIII (FVIII) kat amotelel Tov PETA@OPEN TOV, TIPOGSiSovTag oTafepdTNTA GTO HOPLO TOV
FVIII tpootatevovtag Tov amd mpwtedivon [3,4,5].

Eival mpwTteivn ofelag paoews Kol 11 oUYKEVTPWOT] TOU UETAPBAAAETAL GE PAEYHOVWOELS
kataotdoels. H ouykévtpwon tov oto mAdoua eivat xaunAdtepn katd 30% ota dtopa Ue
opada aipatog O [5]. AvEavetal katd v kinon, ™ ANYPn amd ToU GTOUATOS OLGTPOYOV®Y,
TOV oaKYapwdn SN, ML NTATIKOV VOCWV, AUECWS UETEYXELPNTIKA Kol o€ kABe ofela
v000. ETil yuovaukwv ta emimeda Tov Sla@épouy aTig SLAQOopES PATELS TOU KUKAOU, YU aUTO
KOl OUVIOTATAL 0 €AgyxoG va yivetat v 51-7m nuépa tou kOkAou [6]. Meiwon twv
emméSwy TOu mapatnpeital emi vmoBupeoslSlopoy, evw 1 emitevdn gvBLPEOELSIKIG
KATAOTAOTG GUVOSEVETAL ATO ATTOKATAGTAOT TWV eTIMESWV Touv VWF [7].

To yovidio Tov (mov amoteAeitatr amd ~178 KB kot mepiéxel 52 efwvia) edpaletal oto
12p13.2 xat to Pevdoyovidio oto xpwpoocwua 22. To mpoidv Tou yovidiov eivar pio
mpwTteivn 2813 apwoiéwy, mou amoteAsital amd éva HOVOTETTISW 23 auwvoiéwv Tov
ovopudaletal pre-menTidlo, éva HeydAo mpo-memtidlo 741 apvodéwyv Kal TO WPLLo HOPLO TWV
2050 apwvotéwv. Meprapfavet 4 emavadapPavopeveg TIEPLOYXES TIOV ElvaL VTIEVOUVVES YL TIG
OULVOETELG TOV poplov He Ti§ Stdpopes ovoies [1,4,5].

210 MAGoUA VTIAPXEL LooQUYL0 HETAE) TNG TAPAYWYTNS TWV TOAU HEYAAWY TIOAVUEPWV TOU
VWF «kat Tng OSudomaong Touvg o€ pkpotepa  moAupepr (e Tt Spdaom NG
petaAAMompwrteivaons ADAMTS13). H Aertoupywdémta Ttwv moAvpepwv touv VWF
efapTdTal ONUAVTIKA amd To pEyeBdg Tous. Ta peyaAdtepa ToALUEPT, TPV TN SldoTooN
Toug, SlaBétouv auinuéves alpooTatikeG kat BpouPoyodves 8lotnteg, SeSopévou OTL
StaBetouv mMoAAamAég Béoelg o UvEeons Kal IAANAETIIEPAONG E TA OTOLXEIX TOV AYYELAKOU
evSoOnAiov KAl TA ALUOTIETAALA.
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ENIIITQXH KAI TYIIOI THX NOXOY VW

H vbéoog von Willebrand (VWD) eivat n o ocuyvi] KANPOVOULKY] OLUOPPAYLKY) VOOOG UE
eMiMTwon oto yeviko mAnBuopd and 0,6% £ws 1,3%, evpog mov egaptdtal amd Tov TUTOo
TV EMAEYUEVWV a0BEVOV Kal TA SLAYVWOTIKA KPLTNPLL TIOU €X0UV  £@APUOCDEL,
amoteAwvtag to 15-20% twv acbevwv pe apoppayikn Siabeon. Lotodoo 1 emimTwon g
Baplag vooou ue ocofapn awuoppaykny Swabeon mouv amoitel Ogpameio eival TOAY
XAUNAOGTEPN KoL Kupaivetal mepimov o€ 1:1.000-10.000 dtopa [3-5].

OpelAetal eite 0€ TTOCOTIKEG £(TE O€ TOLOTIKESG SlatapayéG Tou popiov VWF kat petadidetot
KUPIWG HE AUTOCWUATIKO EMIKPATOUVTH TPOTO, YEYOVOG TOU omuaivel OTL 11 vOOOG
gu@avifetal pe v (8l cUXVOTNTA TOGO GTOVG AVEPEG OG0 Kol 0TI yuvaikes. [Tapoia avta
SLAYLYVWOKETAL CUXVOTEPA OTLG YUVIKEG AOY®W TWV ELSIKWV ALULOPPAYIKOV EKONAWMOEWY
Kol TTPOBANUATWY, OTIWS OL UNVOPPAYIES ) 1] alpoppayia LETE TOV TOKETO. ZE APKETES OELPES
Kol unTpwa acfevwv pe vWD 10 T0600TO TWV yuvalkwv @Bavel to 60-70% [8].

H emintworn ¢ vooov efaptdatal akoun kot amd Ta SlyVwoTIKE KPLTpla Ta omola
e@apuolovtal. ApKETEG TIPOCYATEG KATELOUVTNPLEG 061 YIEG XPNOLUOTIOLOVV SLAPOPETIKG
cut-off emmédwv VWF yia ™ Sdyvwon g vWD tomov 1. Etov  yevikd mAnBuoud ta
enimeda tov VWF kvpaivovtal petadd 50-200 1U/dL.. Ztig teAeutaies katevBuvtnpleg
odnyies mov ekd6Onkav to 2021 amd ASH, ISTH, NHF, WFH 2021 mpoTteivovtal wg loyupn
ovotaon emimeda VWF <0.30 IU/mL aveEdptnta alpoppayIknis TAONG KAl Yot GTOUX UE
avinuévn awoppaykn SudBeon emimeda <0,50 IU/ml ywx v Sudyvwon. Qg vWF
avaépovtal ota emimeda tou VWF:Ag 1M/kat TG €EapTOUEVG aTO TA QUUOTIETAALX
Spaoctikotntag tov VWF (mx. VWF:GPIbM ,) [9-12,14,17].

H tpéyovoa tagvounon ¢ vooou BacileTal oTn UEPLKN 1) OALKY TIOCOTIKY £AAEWPT TOL
VWF (t0mog 1 kat tomog 3) Kot 6Ty ToloTikn dtatapaxr avtov (tomog 2). H vWD tomov 2
Stupeital mepattépw oe téooeplg mapardayég (24, 2B, 2M kat 2N) avadloya pe TO
@awotumo mov gp@avidel (mivakeg 1 kat 2). EmmAéov n vWD tOmov 2A eival px
£TEPOYEVNG OpGda Statapaywyv (Tov £xovv Tagivounei wg IIA, IIE, IID kat IIC), dTov 1 kabe
o o@eideTal o SL@OPETIKO HOplaKO TaBoyeveTikd pnyaviopo. H vWD tOmouv 3
HETASISETAL WG QAUTOCWUATIKI] UTOAELTOUEVT] Slatapayxn HE EMKpATNOTN TEepimov 1-
5/1.000.000 mAnBuopo oTOV YeVIKO TANOULOWUO, HE TIGC UEYAAVTEPEG OUXVOTNTES Vva
TAPATNPOVVTAL OE TIEPLOYESG UE VYNAO TTOG0GTO ouYyYyEvelag [3-5].

KAHPONOMIKH METABIABAXH

H vWD petaBialetal pe aUTOOCWUATIKO ETIIKPATOVVTA 1) UTTOAELTTOUEVO TPOTIO AVAAOY X [E
Tov tomo ¢ Swatapaxns [3,5]. O tomog 1 upetafifaletar Kuplwg HE AUTOCWUATIKO
ETIKPATOVVTA TPOTO, efoutiog €TEPOlUYWV TAPEPUNVEVCIUWY UETAAAGEEWY (missense
mutations) mov €xouv kupilapxn O6pdomn. XTov TUTO AUTOV TA HEWWUEVH ETITESH TOL
avtiydvou kat g SpactikotnTag tov VWFE gvdexopévws cuvdéovtat pe petwpévn ovBeon
auToL Tov o@eidetal o€ ekundeviotikd aAAALa (null alleles) ou @épouv peydieg eAdeifelg
Tou YoviSiwpatog (large gene deletions), petaAdagels kwdikoviwv ANéEng (stop codons) kat
HeTaAAGEELS petatomiong mAawoiov (frame-shift mutations). Oplopévol etepoluywTeg TWV
OAANALWY AUTOV EPPAVICOVY NTILX CURTITWOUATA KOl KATATACCOVTAL GTOV TUTIO 1, Evid GAAOL
Sev  eu@avitouv apoppayikés ekdbniwoelg kat dev  Slayryvwokovtal O tomog 3
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petafiadetal He AUTOCWHATIKO UTIOAELTTIOUEVO TPOTO UE TIG TOAPATIAV®W OSLATAPAYEG OE
opoluyn 1 GUVSVAGUEVT LOPET].

Ol TrepLOCOTEPEG TEPITTWOELS TUTIOU 2 O@EAOVTAL OE TAPEPUNVEVOLIUEG UETAAAGEELS
(missense mutations), oL 0Toileg GUVEEOVTAL YEVIKA UE ELOIKEG AELTOUPYIKEG TIEPLOYEG TOU
yoviSiou, 081 YOUV G€ GUYKEKPLUEVOUG EPYACTNPLAKOUG (PALVOTUTIOUG, Kol peTafifalovtoal
LE NUTOOWHATIKO eTKpaTOLUVTA TPOTO. Eaipeon amoteAovv tumog 2A 1IC, kabwg kot o
tomog 2N (o omoiog yapaktmpiletat amd yaunAd emimeda FVIII Adyw edattwpévng
oVuvdeoms auTov Ue ToV pHeTaAlaypevo vVWF) Tou KANpovouoUvTal LE UTTOAELTTOUEVO TPOTIO.

KAINIKH AIATNQXH - XYMIITQMATA

H Stayvwotikny mpooéyylon apxilel pe tnv KAWIKN a§loAGYN 0T EVOG ATOHOU TIOU XVOQEPEL
ouuTTOUATA BAevvodepuatikns atpoppayiag. Mpemel va An@Oel vTOYMN TO TPOOWTILKO KAl
OLKOYEVELNKO LOTOPLKO apoppaylkwv ekdnAwoewv. H afloddynon mpémel va eotidlel ota
XAPAKTNPLOTIKA TNG ALUOPPAYING OTIWG 1] 6ofapOTNTA KAL 1) EVIOTILOT, KAl KUPLWG av €XEL
TPoKANOel autopATA.

[ Vv ektipnon kal v TPOTUTIOTIONGN NG AHOPPaYIKNS StdBeong £xouv avamtuyBel
Suapopa epyareia BaBupovounong (scores), ue okomo va Bonbnoovv atn Sdyvwon twv
ALLOPPAYIK®V Slatapaywv. Meplkd amd autd eival YeEVIKA Kol HEPIKA elval 18IKE Y Ta
ovuntwpata. H Maykoéopia Opoomovdia Awpoppo@riag (Word Federation of Hemophilia,
WFH) €xel avamtigel epyadeia 0mwg to “Molecular and Clinical Markers for the Diagnosis
and Management of Type 1 [MCMDM-1] VWD Bleeding Questionnaire”, kat to “Pictorial
Blood Loss Assessment Chart [PBAC]” [4]. Avtiotoiya n Alebvrig Etatpeia ywa ) Opoupwon
kot v Awootaon (International Society of Thrombosis and Haemostasis, ISTH) éxet
avamtugel To “Bleeding Assessment Tool (BAT)”, yvwoté wg ISTH-BAT mou xpnouomoteitat
EVPEWS TNV KAWIKN TIpddn, Kot pmopel va e@appoatel kat oy afloddynon emni vmoyiag
SuoAettovpylag Twv awuometoadiwy. EmmAéov, efummpetel tov efopBoAoylopd Tovu
gpyaomnpiov oOTIS TEPIMTWOELS Slepelivnong aoBevwv HE ava@EPOUEVT] ALLOPPAYLKN
Suabeon [13]. Ta ep@TMUATOASYLX QUTOV TOU TUTIOU TIEPLAAUPBAVOUY aSpA EPWTNOELS OTIWG
QUTEG TIOU AVAPEPOVTAL OTOV Tiivaka 3, evwy LTAp)Xovv edikol Tivakes Babuovounong
avaAoya pe TNV BaplTNTA TWV CUPTITWUATWY, TO TEAKO score Twv omoiwv Bonbdel otov
kaBoplopd ™m¢ mbavotntag VTTaping alpoppaykic Siatapaxng [14].

It vWD 1 awpoppayikn taBeon mowkiAAel svpvtata avadoya pe Ty BapluTnTa KoL TOV
TUTIO NG vooov. Ot acBeveig pe voco tumov 1 kal 2 €xouv N alpoppayikn SiaBeon
(e0KOAEG EKYVUWOELG, EMOTALELS, auoppayles amd TO TEMTIKO KOl €T YUVALKWOV UNVo-
untpoppayieg) [5, 14]. H mpwtn KAk ekdiAwon pmopel va elval PETEYXELPTTIKY,
UETATPAVHUATIKTY 1) LETECAKTIKY] aloppayia.

Ext66 Tou TUTov 2B, 6ev mapatnpolvtal cuvnBws alpoppayies KAt TNV €yKupoovvn 1) Tov
TOKETO 0UTE 6TO VEOYVO Adyw avEnong tov FVIII kot vWF 18lwg katd To Tplto Tpiumvo g
KUNonG. Ztov tuTo 2B 1 6TOV AUOTETAALKO TUTIO TNG VOGOL 1 avénon Tou TaboAoyikol
VWF katd v Sldpkela ¢ KONONG TPOKUAEL AUTOUATN CUOCWPEVCT] ALUOTIETAAIWY UE
amotédeopa cofapt OpopPoTmevia kot atpoppayies.

Ou aoBeveig pe TOmo 3 ocvvnBws €xouv cofapn alpoppayikn SlaBeon mapdpol pe TtV
KAaooKN apoppo@dia A (ev Tw Babel puikd apatowpata, aipapbpa, alpoppayies amd to
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TIETITIKO, UEYAAEG UETEYXELPNTIKEG KL UETATPUAUHUXTIKEG QLUOPPAYIEG Kol €M YUVALKWV
BapUtateg unvo-punTpoppayies).

H amovaoia alpoppayikwv ekbnAwoewyv Sev amokAgiel T vooo, 18{ws av dev £xel TponynOel
KATIOlX TIPOKANON  TOU UNMXAVIGHOU TNG alpoctaons (0Tws e€aywyn Sovtiov, tpavua 1
gyxelpnon). L& onuavtiko mTooooTtd aobevwy, 18lwg pe TOTO 3 Kat NAkiag dvw twv 50 eTwv
OUVUTIAPYEL AYYELOSVUOTIANG(A AETITOU KAl TIOXEWG EVTEPOV IOV UTIOPEL VU S1Loupyncouvv
00BapES EMITTAOKES.

EPTAXTHPIAKH AIANQXH

Onmwg Mo €xel avapepbel 1 Stdyvwon g vocou BacileTal 0TO ATOUIKO KAL/1] OTO
OLKOYEVELKO  LUOPPAYIKO LOTOPIKO O OUVOUNOMO HE OUYKEKPLUEVA Kol ELSIKA
gpyaomnplaka kptmmpla. To alpoppayikd otopikd afloAoyeital kupiwg ue to ISTH-BAT
score, VW OL EPYNOTNPLAKES SoKlpaoieg mepAaufavouy Ti§ SoKIHAGIES avixvevong NG
ALLOOTAONG, TIG SOKIHATieg TPWTOL emMESOL Yia TN Stdyvwon g VWD kat Tig Sokipacieg
Sevtépov emimédov.

AoKLaGLEG aVIXVELOTG

H apxwn epyaotnplaxn a&loddynon g alpoéotoong, HE TNy ovopacia «SoKLUao(eg
aviyvevoneo», meplappavel t yevikny aipatog (Complete Blood Count, CBC), tov xpo6vo
mpoBpoufivng (Prothrombin Time, PT), tov Xxpdvo evepyomomuévng WUEPLKNG HUEPLKNG
OpoupomAactivng (Activated Partial Thromboplastin Time, APTT), kat to wwdoydvo
(Staypappa 1) [3]. Ot Sokipacieg autég Sev pmtopovv va amokAsicouv 1] va emfeBaiwaoouy
™ VWD, aAAd umopovv va VTTOSNA®MGOUV oV 1) AVETIAPKELA Ttapdyovta TMENG amoTeAel
SuvnTkn attia ™ apoppaykns Siabeong tov acbevoug [15]. Opopfomevia pmopel va
eppaviotel oe aoBeveic pe vWD TOTIOU 2B, YU auTO KOl TIPETEL va YIvETaL TTAVTH PETPTON
Tou aplBuov Twv aometarinwv. Xt vWD, n avendpkela tov FVIII eival amdtokog g
QVETIApKELXG 1] NG OuvoAettovpyiag tov VWE, a@ol amotelel TpwTeiv peETa@opEQ.
Emopévwg, otn vWD, to anotéAeopa tov APTT eival mapatetapévo povo €av to emimedo
tovu FVIII elval emapk®§ petwpévo, 0Tws cupfaivel otn vWD tomov 3 1 vWD tOmov 2N. Ze
oplopéva epyaoThpla xpnolpomoleitat o xpovog pons (Bleeding Time) kat o avaAvtig
AELTOVPYIKOTNTAG TV alpoTeTaAiwv PFA-100®.

0 xpovog pong mapadoolakd Bewpeltal onpavtikd otolyeio ™G Sidyvwong AmoteAsl
Sokpaoio AAANAETISPAONG TWV ALUOTIETAAIWY LLE TO AYYELNKO TOXWUA KoL WG €K TOUTOU
eAéyxel Vv apxkn awpdotaon. Iapdataon autol mapatnpeital €Ml TOCOTIKWV Kol
TIOLOTIKWV SLATAPAY DV TWV ALLOTIETAA WY, TTOGOTIK®VY KAl TTOLOTIK®WV Statapaywv tov VWF
Kol €TI0 SLATOPOY WV TOU AyYELOKOU TOXWUATOGS. ‘Ouws 1 akpifela kat n emavaAnPuotnta
TOU €aPTATAL ATIO TOV EKTEAOVVTA KAl EMOUEVWS VTIAPYXEL adLVapia TTpoTUTIOTIONONG. Agv
amoTteAel evaioOnTn Sokuacia yia 60Aovg Toug TUTIOVG EKTOG ATtd ToV TUTO 3, XWwpPi§ OHWS Vi
eu@avilel onuavtikn §L0pbwon petd ™ xopnynon cvumukvwpévou FVIII/VWEF, yU autd kal
Sev xpnowoTmoleltal wg Seiktng mapakoAovOnong g Bepameiag. Oplopéves HEAETEG EXOUV
Sei&eL 6TL 0 PFA-100® Sivel TaBoAoYIKA ATOTEAEGUATA GTNV TIAELOVOTNTA TWV ACOEVWV e
vWD. QoTto00, otepeital evatoOnoiag Kot EIKOTNTAG WOTE VA XPNGLULOTIOLOVVTAL LOVOG TOU
wg Sokpaaoia Staroyng [16].
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AOKINXOLEC TPWTOV EMMES OV

Ot Sokiuacieg mpwtov emmeédov (apyikés Sokipaoies) yia T Sidyvwon g VWD
mepAapavouv:
o TN UETPNON TWV TAACUATIK®OV EMITESWV NG TNKTIKOAOYIKNG SpACGTIKOTNTOG TOU
FVIII (FVIIL:C),
e 1OV TPoodloplopd Tov avtiyovou tov VWF (VWF:Ag), kot
™mv péTpnon ¢ Aettoupykotntag Tov VWF mou e€aptdatal amd ta alpomeTaAta . Ot
TeEAEVTAlEG KaTevBLVTPLEG 0dnylesc TpotTeivouv T YPNON TWV VEDTEPWV
Sokpaoiwwv VWE:GPIbM,VWEF:GPIbR évavtt t¢ maAldtepa XpMOLLOTOLOVUEVNG
Sokaciag Tou cupmapdyovta g piotooetivig (VWF:RCo).[17].

Ta amoteAéopata Twv SOKIUACIOV QUTWVY ek@palovtal oe Slebveic povadeg eite avda
SexaMtpo (IU/dl) eite ava xtlooto touv Altpouv (IU/ml) ocOppwva pe ta TPOTUTIA TOL
[Maykoopov Opyaviopot Yyelag (ITOY) [15]. Ot Sokipacieg autég odnyovv oty Sidyvwon
Kol katnyoplotoinon g vWD OTw¢ ava@EPETAL GUVOTITIKA 6TOV Trivaka 4.

Avodvtikotepa:
e O tOmog 3 pmopel va SayvwoBel otav ta emimeda touv VWF:Ag elvatr pn
Tpocdlopioa.

e Ta emimeda tov FVIII:C ivat Tavta eAattwuéva atov TUTo 3 Kt otov TUTOo 2N, Ve
UTopel va eival EAXTTWUEVA 1) UOLOAOYIKA G€ OA0UG TOUG GAA0UG TUTIOUG TNG VWD.

e Avaloywn pelwon toco VWF:Ag 6co kat vWF:RCo pe vWF:RCo/ vWF:Ag >0,7
vmodnAwvel tumo 1 vWD.

o Xxéon vWF:RCo/ VWF:Ag <0,7 B¢étet uoia yia tumoug 24, 2B kot 2M.

o Elattwuéva emimeda FVIII pe @uolodoyikés 1 oxedov @uolodoyikés Tiués vWF Trou
o8nyovv oe FVIII:C/vWF:Ag ratio <1, mbavotata cuvééovtat oe VWD tOmov 2N 1)
Nma apoppo@ria A, evw FVIIL:C/vWF:Ag ratio >1 ocuviBwgs cuvdéovtat pe vWD
Tomov 1.

Aoklpacieg sutépov emmESov

Ot Sokipaoies Seutépov emMESOL Elval ATTAPAITNTES YIX TNV TAEVOUNOT) TWV UTIOTUTIWV TNG
vWD. Ilpaypatomolovvtat 6tav avevpiokovrtal yaunAda emimeda vVWF 1 o0tav vmapyet
avavtiotolyia petadd Twv emmeSwv Tov VWF Kot TG AELTOUPYIKOTNTAS TOU TIOU £€apTATAL
QTIO TO ALUOTIETAALX KoL TEpLAapavouy:
e TN pétpnon ovvdeong tov VWF pe to koAdayévo (VWF:CB),
e 11 ovuykOAAnon oawpometaiiov pe plotooetivn (Ristocetin-Induced Platelet-
Agglutination, RIPA),
™MV avaAvon ToAvpepwv tov VWF
™ pétpnon oVvdeong vWF pe FVIII (VWF:FVIIIB),
™V avdAvon tov evdoatpometaitako vVWF,
™ Sokpacia €yyvong depompeccivng (DDAVP),
™ oxéom mpomentidiov tov VWF (VWFpp) pe to vWF:Ag (VWFpp/vWEF:Ag ratio),
KoL TEAOG
e TNV poplakny avdivon ¢ Swatapaxns (avaivon ariniovyxiag DNA yia tnv
aveVPEOT) TNG YEVETIKNG BAAPTS).
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Edikdtepa, n RIPA mpaypatomoleital e cUYKOAANTIVOUETPO OTIOU EKTIUATAL ) ETIISpaOT
600 SLAPOPETIKWYV OUYKEVTPWOEWY PLOTOCETIVIIG 0 TAAOHA o0BevoUg TAOUOLO OF
awpotetdAia (PRP). Zuocowpeuon TwV aHoTETaAlwY 0To UOLoA0oYk6 PRP mapatnpeital oe
VUMAEG GUYKEVTPWOELS PLoTOOETIVNG (>1,2mg/ml) aAAd oxtL o€ xaunAég (0,3 - 0,5mg/ml). H
avaAvon twv moAvpepwyv tov VWF pe nAgktpo@opnon oe SDS-ayapolng amoteAel ) Baon
™m¢ Tagvopnong g voocov. H avaivon oe gel xaunAng cuykevipwong ayapolng (xapunin
avaAvon) avadelkviel TNV am®Asla Twv vPmAol poplakol Bapoug moAvpepwv (HMWM)
Kol Slaywpilel Tov TuTo 1 amd tov TUTo 2, KaBws kat Tov TOTo 2A (amwAeta HMWM kat
evllapecov poplakov Bapoug moAvpepwyv [IMWM]) and tov tOmo 2M (6mov eivatl mapovta
o0Aa ta moAupepn). H avaivon oe gel vymAdtepng ocuykevipwong ayapolng (evdiapeon
avaAvon) avaSelkvUeL TNV E0WTEPLKN SoUN] TWV TOAVUEPWV KAl avaAVeL TV Soun NG
TploTymG VNG TWV HEUOVWUEV®V OALYOUEPWYV TIOV TIPOKVTITOUV aTo TN SLAGTIHGT TIOU
TPOKOAEL 1) peTaAdoTpwTeivaon ADAMTS13. Eta uolodoyikd datopa 1 Tplotiyn autn Soun
amoTeEAELTAL ATO pa KEVTIPLKT {wvn Kal §Vo eEwtepikég (triplet bands: a central band and
two outer sub-bands).

Ta amoteAéopata Twv SOKIHACLOV aUTWVY 06nyoUv ot Stayvwaon s vWD wg €€nc:

e O tOmog 2B xapaktnpiletar amd ovinuéevn RIPA (awinuévn ovoowpevon
QLUOTIETOALWY 0€ XAUNAEG CUYKEVTPWOELS ploTtooetivig (<0,7mg/ml), evw n RIPA
elval eAattwpévn otoug TuTous 2A kat 2M (>1,2 mg/ml).

e H avaivon twv moAvpepwv tov VWF (nAektpo@dpnon mAdopatos o€ gel ayapolng)
umopel va avadeilel TV amwAsld TwV TOALVUEPWY LYMAOU poplakol Bdapoug
(HMWM), emitpémovtag T Sta@opikn Sidyvwon Twv TOmwv 2 ¢ vocou (TTog
2A: anwAelr TwV MOAVUEPWY HEoOVL kal vPmAov MB, tumog 2B: amovcia twv
ToAvpepwv LPMAoV MB, TOTog 2M: ITapovaia 6Awv Twv ToAvpuepwv VWF).

e O Abyos mpomemtidbiov VWFpp/vWE:Ag eival avinuévog otov tomo 1 evw 1
numepiodog {wns Tov VWF eivar petwpévn (<3wpeg).

e H OSoxwacia xopnynong DDAVP avadeikviel toug aocBeveic Tou eu@avifouv
BoAoywn avtamokpion oto DDAVP, eugavidouv Bpaxeia avtamokplon 1 Sev
avtamokpivovtaL

e H pétpnon vWE:FVIIIB elval onuavtiki yia v Sta@opikn Siayvworn petadl Nmiog
awgoppo@riag A xat vWD tumou 2N, kal TPEMEL VA TPAYUATOTIOEITAL TV
FVIII:C/vWF:Ag ratio <1

1o Sudypappa 2 amekovifetal aAyoplOpog ya m Siayvwon g vWD, mou mepdapfavel
TIG SLaY VWO TIKEG SOKIHAGIEG TOV TPWTOU Kol SEVTEPOL ETITESOV.

OEPAIIEYTIKH ANTIMETQIIIXH

H avTiuet®mion g vdoou amooKoTEel 0Ty eMioEoN TG ALUOPPAYING KPEVOS KAL  GTNV
TpOANYM autig (emi xelpovpyeiov 1 GAAwV emepfatikwv pebodwv), agetépov [5, 14]. Emi
HOKPOV TIPO@UAAEN OTNV AYYELOALHOPPO@PAIA OoTaViwG amalTeltal, €KTO¢ (owg amd T
Bapeia vOoo e VTTOTPOTILALOVTA ALUOPPAYIKAE ETIELCOSLA KAL GUVVOCT|POTITEG.
XpNOHOTIOLOVVTAL OL AKOAOVOOL PAPUAKEVTIKO[ TTAPAYOVTEG:

1. Agopompecscivn ( DDAVP): cuvOeTikd avaAoyo NG avTiSLoupnTIKNAS 0PUOVNG TTOV
mpodayel TV £€kAvon tou VWF  amd ta evdobniiakd kOtTapa. Xoprnysitat
evbo@AeBiwg 1 vodopiwg (86om: 0,3mcg/Kg) 1 wgs pviko6 spray (to tedevtaio Sev
elval Stabéopo oty EAAGSa). Aev ouvioTtdtal 1 xprion tov mépav 3-5 nuepwv Adyw
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ekdNAwong tayveuiatios. Mpo Tng xopnynong, emPBardletor va SiefoyOel n
Soxpacia avramokpiong. Acbeveic mov ocuviibwg w@erobvtalr amd T
Seopompesaiv elval oL TAoYoVTEG aTd Tov TUTO 1 Kot TOTo 24, KaBw¢ Kol KATIOLEG
TEPIMTWOELS aoBevwv pe tOomo 2N kat 2M (aAA& amaiteitan e€atopikevon). H
Sdeopompeoaivn 6ev gxel Béomn otnv avtetwmion acBevwv pe tomo 3 (Bapeia
vO00G) KAl WG EK TOUTOU €V CUVIOTATOL

2. Xkevdopata mapayovrtov VWF (Oegpameia vmokatdotaong): Awakpivovral oe
OKEVAOUATA TAAGUATIKIIG TPOEAEVGNG £vlaueons kabapotntag Tmov
meptéxovv mapdyovta FVII, kat vgmAng kaBapdtnTag - pe eAdxlotn mMOGOHTNTA
FVIIL. Ze aoBeveig pe xaunAoé mapdyovrta VIII mov Ba AdBouv okevdaopata VYmAng
kabapottag VWF mibavwe Ba xpelaotel cuyxoprynomn cupmukvwpévou FVIIILL

3. 'Exet kukdo@dpnoel kat o avaovvdvacuévog mapdyovtag VWF (vonicog alfa ,
2015 ¢éykpuon and FDA kat apyotepa and tov EMA) yux Bepateio alpoppaytov.
[Ipog to mapov dev SatiBetal onv EAAGSa. Evdsikvotal g evijlkeg (Nhikiag 18 etdv
kot Gve) pe vWD, oOtav m Oepomeion povo upe deopompeocivy (DDAVP)  eivan
OVOTOTEAEGLLATIKY 1] dgv evdeikvuTal Yo

- TNV AVTILETWTILOT) TNG ALLoppayiag Kot TNG atpoppayias katd tn StapKela
XELPOUPYIKNG eMEURaoNG
- TNV TPOANYPM NG aloppaylas KATA TN SIAPKELX XELPOVPYLIKNG ETEULAOT.

4. Emkovpikn) Ogpansia katd mepimtwon: MepapPavel  avti-vwSoAuTikoHg
TAPAYOVTEG OTIWG TPAVEEXAUIKO o0&V, Tomikd emBépata Opoupivng, xopriynon
OPUOVIKOV OKEVAOUATWwV (0LoTPOYyOvVa) OTIS yuvaikes. EImaviwg pmopel va
amai el xopnynon rFVIla oe aobeveis pe Bapeia véoo (tvmog 3), ot omoiot
€xouv avamtLEEl AALOQVTICWUATO UETA TNV XOPNYNOT OKEVACGUATWY TIAPAYOVTWY
vWF. Metayyioeig aipontetadiwv pumopei va Bonbrjoovv acbeveic pe Bapeia vooo
KL QVOEKTIKOUG GE XOPN YN 0T TTAPAYOVTWV.

r 14 A 14 14
Ta 8ocoAroykd Oepanevtika oynuata cvvoyifovtat 6Tov ivaka 5.
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ITAPAPTHMA

Mivakag 1. Baokn tagvounot), cuxvotnta kot KOpLa xapakTypLetikd tms vwD
TYmog KAnpovopwkotnta Zuxvotnta Awatapayr) Awoppaykr)
Suabeom
Tomog 1 Zwpatikos kuplopxog 70 -80% [Tocotkn ‘Hra-pétpla
Slatapoaym
vWf
Tomog 2A TwHaTIKOG KUplapxog 1) 15% Mootk Zuvibwg pétpla
UTIOAELTIOUEVOS Slaxtapoaym
vWE
TVmog 2B Zwpatikos Kupilapxog 5% Mootk Zuvibwg pétpla
Slaxtapoayr
vWIE
TVmog 2M TwHaTIKOG Kupiapxos Imaviog Mowotikn ZuvnBwg pétpla
Statapoxm
vWf
TVmog 2N ZWUATLKOG Imaviog [Towotikn ZuvnBwg pétpla
UTIOAELTIOHEVOS Swatapaym
vWf
TVmog 3 ZWUATLKOG Imaviog [Moootikn Bapla
UTIOAELTIOEVOG 1/1.000.000 Swatapoym
vWf

Mivakag 2. Kbpra xapaktnplotikad TG vWD BEGEL TNG aVAAVGTG T@WV TIOAVUEPDV

TYINOX vWD

Aldtagn ToAvpEp®V

Kvipto SLayvwoetiko

vWD
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XOPAKTNPLOTIKO

TYINOX 1 0 mAaopatikog VWF pmopel va tepLéyet peTaAAayéveg UTTOPOVASES, QALK
£XEL UOLOAOYLKT] AELTOUPYLKOTNTA avdAoyn pe Ta emtimeda tov VWF:Ag, evw
1 avadoylo TWV HEYAAWY TIOAVHEPWDV SEV EIVAL CTILOVTIKA HELWHEVT|
TYIIOX 2A Awtapoypévo poplo pe avemdpkeld | o EAQTTWHEVES TIHEG SPACTIKOTNTAS
Twv HMWM kot IMWM kat VWF kat vVWF:CB o€ oxéon pe 1o
HLELOVEKTIKY aAAnAetiSpacon vVWE- vWF:Ag Tov ogeidetal otnv
alpoTETAAIWY, eiTe Adyw amtwAea twv HMWM ko IMWM
Swatapayng ot ovvdeon Twv e RIPA: shattwpévn
TIOAVLEPWV, E(TE AOYW QUENUEVNG
TPWTEOAVONG
TYIIOX 2A IIA
AnwAea twv HMWM kot IMWM Avinuévn evaobnoia oty
TIOV GUVSEETAL PE EVIOYVOT) TWV mpwtedAvon amd tnv ADAMTS13
“triplet bands”
TYIOX 2A IIE
Métpla anwAsia twv HMWM movu EAattwpévn evatobnoia otnv
ouvdéeTal Pe amovoia Twv “triplet mpwtedAvomn amd tnv ADAMTS13
bands”
TYIIOX 2A IID
AntwAgia twv HMWM mov cuvdéetat AntwAisla HMWM pe mapovaoio
LLE TNV TTAPOVCLX AVWOUUAWY AVOUAAWY TIOAVHEP DV
TIOAVHEPWV AVALECH OTA KAVOVIKA
oAtyopepn
TYIOX 2A IIC
AntwAsia twv HMWM xat IMWM EAattwpévn evasOnoia otnv
TIOU GUVSEETAL LLE aTovsia TV mpwtedAvoT amd tnv ADAMTS13
“triplet bands”
TYIOX 2B Alatapaypévo HopLo pe avpaio o Auvénpévn ovyyévela pe Tov
TIOAVUEPLOUO KOl HETPLA ATIWAELX vmodoxéa GPIb
Twv HMWM e Yuxvd vmdapxet Bpopfomevia
e RIPA: augnuévn
TYIOX 2M Awxtapaypévo PopLo e aTwAEL e Melovektikn aAAnAentiSpaon vWF-
{wvoV aAAG TTapovsia OAwV Twv alpomeTaAiwy ov Sev ocuvéetal pe
TIOAVUEPWV amovoia twv HMWM
e RIPA: edattwpévn
TYIOX 2N Moapovoia OAwWY TV TOAVHEPDV e Melovektikn aAAnAeniSpaon vWF-
FVIII pe ouvénewa ) peiwon tou
Xpovov nuioelag {wng tov FVIII
e RIPA: gpuolodoyikn
TYINOX 3 [IANpn¢ amovoio tov VWF
AypomeTaAlakog Awxtapoyr tou apoteTaiiakov vtodoxéa GPIb, ov £xel avinuévn

TUTog (Wevdo-vWD)

ovuyyévela pe tov vWF, (@avotumika mapopolog pe tov tumo 2B)

vWD

14



ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

Mivakag 3. Epotnuatoddylo Stepedvnong aipoppaytkig Stddsong

P®T1)0TE TIG AKOAOVOEG YEVIKEG EPWTIGELG:

» Eoeig ) k&molog ovuyyevig €€ ailatog xpeldotnke ToTé LaTpLky @povtida yo awpoppayia | oag eimav
moTé Ot elyate TPOPAN A atpoppayiag;

e Eiyate oTE kAol atpatodoykn Statapaym, | NTIOTIKT 1) VEQPLKT VOG0;

o Aappavete 1) éxete APl TPOCPATA AVTITINKTIKY YWY 1] AVTIXLLOTIETAALXKG QAPHAKA;

AV 0L ATIAVTIGELS GTLC TIAPATIAV® EPWTIOELG EIVAL OETIKEG, pWTIGTE
TLG AKOAOVOEG EPWTNOELG:

Eixate moté eoeig (0 aoBevig) 1] HEAOG TNG OLKOYEVELAG 0AG:

Awoppaywkn StaBeomn (apoppo@ria j vWD)

Hapatetapévn (>15min) 1) votpomialovoa awoppayia (7 nuéPes HETE TOV TPAUVUATIONS) 1
peTa amd emépBaon 1§ apuySaiektoun

EXYUU®OELG HETE aTIO EAGXLOTO TPAUUATIOHUO 1) AUTOUOTES

Avtopateg pvoppayieg mov Stapkovv >10min 1} xpetdovtat Latpikn Ttapéppaon

Hapatetapévn 1 vtotpomidlovoa atpoppayia HeETd eEaywyn Sovtiwv

Awloppayikég kevwaoelg xwpis avatopkn BAAPN (éAkog, ToAvTodag)

MeBapoppayikr) avatpio Tov xpelaletal HETayYioELg

Tofapn unvoppayia pe peyaAa mypata kat/Mq aAdayn oepPLétag 1} tampon og Atydtepo amd pia
®pan odnpoTeviky avatpia

N =

O N W

*Yrapyxouvv e18ikol mivakeg Baduovounong avaioya pe Ty BapiTnTA T®WV CUUTTOUATOV, TO
TEAMKO score Twv omoiwv Bonbdel 6tov kKaBoplopd TG TMOAVITNTASG VTIAPENG ALHOPPAYIKTG
Swatapaymg cvpneprapfavopévng kat T vwD [4,13,14].
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Mivakag 4. Epyactnplakt Stdyvwon vWD pe Tig Sokipacieg Tpwtov emmédov *
vWF:RCo vWF:Ag FVIII vWF:RCo/
(lu/dL) (lu/dL) vWF:Ag ratio
TVomog 1 <30%** <30%* XaunAdg 1 >0.7
(PUCLOAOYLKOG
Tomog 2A <30** <30-200** XaunAdg 1 <0.7
(PUOLOAOYIKOG
TVmog 2B <30** <30-200** XopnAog i Tuvnbwg <0.7
(PUOLOAOYIKOG
Tomog 2M <30** <30-200** XaunAdg 1 <0.7
(PUOLOAOYIKOG
Tomog 2N 30-200 30-200 <25I0/dL >0.5-0.7
Tomog 3 <3 <3 E€aipetikd xapniog NA
(<10 1U/dL)
XapnAa enineda 30-50 30-50 duololoyikds >0.7
VWF
®UOLOAOYIKEG TIMEG 30-200 30-200 duoloAoykdg >0.5-0.7
*OL TG aUTEG AVTITIPOCWTEVOVV TIG TUTIKEG TEPLTTMOELS. Q0TOCO LTIAPYOLV efatpénels OO amatteital
EMAVAAN YN TWV SOKILAGLAOV Kot EAEYX0G e TIG Sokipaoies Sevtepou emiméSov (BAEme Staypappata 1 kat 2)
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Mivakag 5. A0GOAOYIKA OEPATEVTIKA YT LT

Mapdyovtag Aocoloyia

DDAVP 0.3 pg/Kg
E®NY.A

® Amtatteital Sokpaoio avTamoKpLoNG TPV TV XOP1ynon.

® AodiSel otoug epLocdTEPOUG aoBeveig pe Tumo 1,
TotkiAn avtamdkpion otov TOTo 2, Sev amodidet otov TOTO 3.
® H §6om pmopel va emavaAn@bei avaddyws g Bapumtag Tov
alpoppaykov emelcodiov ava 12 1 24 wpeg.

® Méylom Sudpkela aywyng emi 3-5 nuépeg (kivéuvog
TaxveuAagiag).

® QL avenBOunteg evépyeteg meplappavouy Eam Tov
TPOCWTIOV, TAPOSIKY UTIEPTAOT 1] UTIOTAOT),

KEPAAAAY(Q, YAOTPEVTEPIKEG SLATAPUYES KOL KATAKPATNON
vypwv. Ot aoBevels Oa Tpémel va teplopilovv tnv

TPOSANYN VYPWV O€ eMITESA GLVTNPNONG Yla 24 DPEG LETA TN
xoprjynon DDAVP. Ot nAektpoAiteg opol TIpEMEL v
TapaKoAoLVBOVVTAL HETE ATIO XELPOUPYLKT eMEUPacT 1
moAAamAés §6celg DDAVP.

TKEVACHATA Meilwv apoppayia
VWF 1 Xepovpysio

ATtouteital apxikwg Kot emi
TpujuEpov Satrpnon
emmédwv vVWF:C kat FVIII
>100 IU/dL

Koty 7-14 nuépeg
Statpnon emmnéSwv 50-
100 IU/dL.

Apxwn 86om 40-60 U/Kg
eni TpMnEpoOV

Kot akoAoV0w¢ 20-40
U/Kg {w¢ 14 nuépec.

® H §60m yopnyeitat avd 12wpo 1 24wpo, avadldyws avayKwv.
® 01 800¢€1g KL 1M SLAPKELA TNG Ay WY G EVOEXETAL VA
TPOTOTONO0UV AVAAGY WG TNG KALVIKTG OVTATIOKPLOTG.

¢ ‘Otav xopnyoUvtat okevdopata vPmAng kabapdtntag
atmatteitat apxikwg pioa 86omn rFVII oe acOeveig pe emineda
FVIII < 20 1U/dL.

® Ta emineSa tov VWF: RCo 8ev mipémet va vmepPaivouv tig 200
IU/dL kain Spactikdtnta tou FVIII ev pémet va umtepPBaivel
T 250 IU/dL, yix Tnv peiwon tov kivdvvou gpeavions
0poppwong.

EAdoowv apoppayia
XEpovpYyEeio

Amouteital Siatrpnon twv
emmédwv vVWF:RCo kot
FVIII =2 30-50 IU/dL ywx 1-7

NHEPES.

Apxwn} 86om 30-50 RCo
U/Kg kot akoAov0wg 20-
40 RCo IU/dL.

® H §60m yopnyeitat avd 12wpo 1 24wpo, avardyws avoyKmv.
® Apxikd o€ aoBevels e KAAT avTATOKPLOT GTNV
Seopompeooivn, pmopel va xopnyn0el DDAVP kot emi un
LKAVOTIO N TIKTG AvTATOKPLONS, va 000UV okevdopata
TAPAYOVTWV.

o [l mia Ewg pétpla VWD, ot avTL-lvwSoAVTIKOL TTopAyovTeS
o€ ouvduacopo pe DDAVP elval

elval YEVIKA AmOTEAEOUATIKOL VIO OTOUOTIKES EMEUPATELS.

TuvaitkoAoyikd kot
RaLEVTIKG Opata

® To QVTICVAANTITIKA Ao TEAOVV Bepamela TPWTNG YPAUUNG
Yyl TV gpunvoppota atnv £@nPn 1 evijAikn yuvaika mou Sgv
eMOUEL EyKLHOGUVT.

e Katd ) Sudpkeia tov toketov, ta emimeda VWF: RCo kat
FVIII tpémet va eivat tovAdyiotov 50 IU/dL kat va
StatnpnBolv étot

3-5 NuUépEG HETA, PE TTapaKoAoVON N Yia KaBuoTeEPNIEVN
alpoppayio LET& TOV TOKETO.

Avti- Apwokamnpotkd o0
wwdoAvtikol e 25-50mg/Kg per os
Tap&yovTEeG: 4 @opéc/24mpo

Tpavefapiko o0&
*10 mg/Kg E.®.
3 @opég/24wpo

® XpnoomolovTatl HOvoL 1) 0€ CUVEVAGHO [LE TIAPAYOVTES
(ext66 NG SeopompedTivng).

® JUVIOTWVTAL O€ alpoppayies amd Toug BAevvoyovoug Kat
Suaitepa oy oTopatiky Koldtnta (Y e€aywyn 080vTwv).
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Awdypappa 1. Epyactnplakt) Stepediviion acBevois pe aipoppayikn udbeon vmomtn yra vWD

Apyur afLohdynon
{totopko, puokr] eEETaorn, ISTH
BAT)

— T~

BSETIKH

H//

APNHTIEH

T~

MOopLIEN avaiuon

Epyouotnplokr Agv BLEVEDYELTOL EQYCLOTN QLXK
GLEpEUVON) GLEpEUVTION
F
AoKlpaoier - : AoKLLOOLES MPWTOU EMUTES OV
avixvevong Mepovuyevn mapatacn aPTT yia ™ Suiyvwon mg VWD
* Tevikr oiporoc Tou BopBuveTal pue ml:upﬂﬁr] +  FVIEC
e« BT ) 1:1¢um1?hwmou . * .+ VWFAg
o APTT rr.hm:rum:m;'r', n q:.uamhnvmﬂ; « VWE-RCo
. BOKLUQTIES aviyVELTNT
*  vwdoyovo
Edw To ouoppoyko
LOTOPLKD EMVaL LoUpo Ba
TPEMEL Vil yivouw oL
SOKILOTLES TIPLITOU
EMELESOU = maBohoyLEED Dhec oL Soxuaoisg
GOKILOTIEC duouohovikEe
Y
“¥YmopEn dAhuww AOKLOOLES PUWITOU EMITESOU YL T MEpEDVIOT EAAWY DLW
ELDNLGTIOY GTHWE Suirywiman e vWD cupopporyknc Suebeons
Bpoppomevie®, vWF:CB
HEPOVIEVT) TEOLD CTOGT) RIPA
PT Avahuon mohupspury vWF
METprion cuvBeanc VW e
FYIN (wWTEFVINE)
Avdaiuon Tou VWF Twv
QULOTE TOA W
AEpevvTOn avaAoya e Aoxpogia DDAVP
m SlamapoT vWFpp/vWFAg ratio

COVTLNN KTLKG Tou Adkou.

Edw n oyppquen] shovir] exTinan unodniwvel ouoppaykn Sumapoyn MpeEneL va mpayparenomSouy oL apyxes
EQYQOTNpLOKES SoKpaies (GoKLaOies MpWTou EMUESOU) oUpdwVa WE Tov ayopuBuo [3,15].

* B popPOTEVI (W LELOVOUEVD EDQPRLLE LMOPEL VI UTIApKEL OTov TUTD 26,
**H umaptn avaotaitn tow FVI Sev Bewpelton mSovr eav n Suopbwon tow aPTT emmuydveral apeéws Kafwe Kol
METE EMwWaoT 2 wpwv. Evieyopuevg evBelnvUTOL GLIEpEUVNON YL0 GAAOUC MOpdyovTES TNe evboyevolc obol Kol yix
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Atdypappa 2. IpoTtetvouevog adyoplOpog yra T Siayvwon kat taétvounon tmg vwD

Kpirrpla 1) OsTikd awloppaylkd 2) Mewwpéva enineda 3) 'Ynapén olkoyeveLakoU
LOTOPLKO vWF LaTopLKOU
Aokipaaiec
VWF:RCo VWF:Ag FVIIIC TPWIOU
emumédou
<1lu/dl

! <0,7

vWF:RCo/ FviIl:C/
VvIVF:Ag vWF:Ag
>0,7 >1
2

<0,7 2

mg/mi mg/mi

Aoxipaoisg

VWFpp/
Seltepou

emmébou

vWF:Ag VWE:FVIIB

EMetmouy Yndpyouv

00

H apywn aflohoynon evoc acBevoic pe umohic VWD Ba mpénet va Aapfdaver umon to mpoowrtiko kot
OLKOYEVELOKO LOTOPIKG aupoppaykwy ekdnAwoewy. Itn ouvéyewa Ba mpénet va aflohoynBolv ta FVIILC, vWF:Ag,

ko VWF:RCo.
* Notooo, atny MeplTtwaon Twv TOTwv VWD pe unoAeutopevo tpomo kKAnpovopkotntac (dnA. Tomouc 3, 2AIIC kot
2N), To olkoyevELaKO LoTopikd Tou acBevolc pmopel va eival apvniko.

M) avTamdkpLon

Bpdyuvan t1/2

Avtanokplon

Moptakn Siayvwon
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