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NaveAARvio AtpatoAoytko Zuvédplo

0 POAOZ TOY AIMATOAOTOY XE ANOXOANEMAPKEIEZ, NOXO VON WILLEBRAND KAI AIMOPPOOIAIA

EMNIKTHTH NOZOX VON WILLEBRAND: MIA AIMOPPATIKH AIATAPAXH ME ETEPOTENH AITIOAOTIA KAI NTAOOTENEIA

OMIAHTPIA: Avva Koupapma

0 naBoguatoloyikdg pnyaviopde ¢ AvWS givar etepoyevii¢ Kat e¢aptatat amo
T0 UTIOKE[HEVO vOONUa, XWPI¢ WOTO00 KAMOI0¢ amd auToug va €ival €OIKOC yia
ouykeKpipevn vooooyikr ovtotnta. H AvWS éyel dlayvwabei o€ d1dpopa voorjpata
Onw¢ AeppoimepnAactikd (48% Twv mepmtwoewy), puehoimepmAaoTikd (15% Twv
MEPUTTWOEWV), KAKONOELES, ANoIHWEELC, aUTOAVOOa, KapdlayyElakd voorjuaTa Kat JETd
TNV APN 0PIOHEVWV QAPUAKWVY.

21ou¢ maBo@uatoloyikol¢ pnyxaviopoug ¢ AVWS ouykataAAéyovtal n pewpévn
ouvOeon tov VWF kat n avénuévn amopdkpuvony tov amd tnv Kukhogopia. Ot
unyaviopoi mov epmAékovtat otV avénuévn amopaxkpuvon tou VWF amd tnv
KUKAo@opia givat: (a) avaoTatikr dpaon Tne Asrrovpyiag Kat avénpévn amopakpuvaon
(mapovoia avtoavtiowpatwv katd tov VWE), () avénuévn mpoopo@non o€ KApKIVIKA
KUTTapa ) evepyomoinuéva atpometaia, (y) mpwtedbAuon KUTTapIkic 1 apHAKEVTIKAC
arttooyiag Kat (0) unyaviki kataotpo@r Aoyw avénuévng dlatpntiki¢ tdong (shear
stress) Twv vYnAol poptakov fdpou¢ moAupepwv Tou VWF.

(a) Avtiowpata kata tov VWF éyouv mepiypagei o€ mepimtwoel¢ kahorifoug

UMTEpYappao@aipvatpiac, ato moAAamAoOV HUEAWHIA Kal 0€ avoooNOYIKEC HlaTapayec.

(B) Auénpévn mpocpopnon tov VWF oty em@avela KAPKIVIKWY KUTTAPWY, OTG)C
070 moAamhouv puéhwpa, pakpoo@aipvaipia Waldenstrom, non-Hodgkin's Aépowya,
TPIYWTI AcuYaIia Kat KapKivo Twv EmvePpLOiwv.

(v) Mpwredhvon tov VWF: e mepumtwoel pe otévwon tne aoptikng BaiBidag, n
0TpoBIA@ONC por TOL APATOC EVEPYOTIOIWVTAC TA AIPOTETAMA auéAvel TRV TIPOoPOPNON
Twv moAvpepwv Tov VWF otnv emedved toug. ANot pnyaviopoi mou éxouv evoyomnoindei
yia tnv epgavion e AvWS oe aoBeveic pe otévwon aoptikic afidag €ivar n mpwtedAvon
tov VWF and tnv ADAMTS-13 kai/rj pnxavikn Kataotpo@n (enhanced shear stress) twv
ueyawv mohvpepwv VWE. Mpwtedluon tov vWF éxet mapatnpnOei kat o AANEC KATAOTAOEIC,
omw¢ ovpatpia, avtifotika (ciprofloxacin), petd t yopnynon DDAVP oe aoBeveic pe
HueAoumepmAAOTIKG voorjata. To @avopevo autd amodidetal oTnv evepyomoinon amod Ta
QIPOTIETANA OVOETEPWV TIPWTEAOWV Kal EAAOTOOWY, Ol OTOIEC UTOPOUV Va TIPOKAAEOOULY
npwtedAvon tou VWE,

Ta amoteAéopata Twv EPYAOTNPIOKWV ¢€TAoEWV yia Ty AvWS &ival mapopota pe autd tng
VWD kat pmopei va mepthappdvouy peiwpévec Tpég tov vWF:Ag, tou vWF:RCo kat tou FVIII:C.
H avdAvon twv mohupepwv Tov VW pmopei va givat @uotohoyikr, aAAd evoéxetal va €ival
ehattwpéva Ta vPnAou poptakov Bapoug moAvpEPr, EVw N UTAPEN AUTOAVTIOWHATWV KATd
Tou VWF omévia éxet emPePatn0ei (25-30%). L€ PepIKEC TEPUTTWOELC Eival AmAPALTITI Kal N
KUTTapopETpia pori¢ yia tov evromopd £ktomwy umodoyéwv GPIb (CD42b) iy GPIlla (CD61).

H Beparmeutikn avtipetwmon otnv AvWS amookonei atov EAeyxo/mpoOANYN Twv aIOPPaYIKWY
ENELO0GILV, TNV ECOVOETEPWOTN TWV AUTOAVTIOWUATWV KAt TNV AVTILETWILON TS UTTOKEIEVINC



