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H vdoog tov von Willebrand Oempeitar 1 mo ovyvi) dwatagoyn tng aNEng agov avevpioneTal TeQIToOv
010 1% tov yevirov mAnBvopov pnetd amo eQyaoTnELaxo €heyyo o€ Tuyaio mAnbvomaxro deiypa. Katd
OUVEREL, OEV EIVaL LOWOITEQU OTAVIO 1) «OUVUTTAEEN» TNG pe o ®¥unon. H aobeviig mov megryodgetar
PEQEL LY. OYETIRG TTLO OTEAVLO, ®oL fagld Loyt T vooov. H oot magaxorovdnen »i o €yxaigog moo-
YOOULOTIOROG UITOQOVY VA EAATTOCOVY TV MOAVOTNTA ERLPAVIENG EMTAORDY, LOYO TS VOOV, EVOD &i-
vou eEEQQETING OTULOVTIXOG TETOLO TTEQLOTATIXA VO AVTINETORICOVTOL 0€ TOLTOPdOma zEvTQa 6oV vrde-

YEL 1] RATAAANAN ALLaToAOYLX1] VTOOTHELEN.

A€Eeig xAerdid: wimon, véoog tov von Willebrand, ovyyeveic diarapayég g miEng, mapdyovrag VIIIL, Bpoppomevia

Ewayoyni

H véoog tov von Willebrand (von Willebrand’s
Disease-vWD) eivar wa ovyyeviig dataQayt] mTov
yopoxteitetan amd €Menym Tov TaEdyovio von
Willebrand (von Willebrand Factor-vWF). Metadi-
OETaL UE QUTOOMUATIXG ETURQUTOVVTO YOLQUKTHO
EXTOG QTG TOV TUTO 3 ROl OQLOUEVES TTEQUTTWOELS
oV TUITOV 2. O@empeital 1) o ouY VY OLoTaQOY1] TOV
unyoviopoy e miEng tov aluatog apov avevol-
OXETOL TTEQLTTOV 070 1% TOL YEVIROU TANOUOHOY, pe-
Td 0TT6 €QYUOTNOLAKG ENEYYO OF TuYaio TANBLoWwLO-
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%0 delyna (Rick, 2005). Evrovtolg, ovumtdpata eu-
QPOVICOUV UOVO €Vl RO KAAOUO TV TOUWY UE TN
duatogoyn, YU autd xow M emimtwon ue Pdon tov
aplBud Twv acBevey IOV TOQATEUTOVTIOL OF HE-
VTOO. cpuoEOopLAiag vmoAoyitetar oto 0.002 €mg
0.01% Tov yevirot winBuopov (James, 2006). Avt
N ueydin dwapoed wmopel va eEnyndel 1600 amd
™V N TOQEN TTOV TAEOVOLALEL 1] VOOOS OTOL TTE-
LOO0GTEQN GTOUC GO0 %L ATtO TNV AOUVAUID VY V-
QLONG, TOMES POQEES, TOHV EAVOOOVMV ETELOODINV
onuavtirig awpoppayias (Rick, 2005). Zvumtduoto
aQytCouv va epupaviCovrol GTov VITtdoyEL TTOCOTIRN 1]
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Kvnon nat véoog tov von Willebrand

molotki] duohetrtovpyia, tov VWF nau powdlouvv pe
enelva Tov ouvodeUouY TIC TOBNOELS TV CULUOTTETO-
Mov agot mepuhaufdvouvy Ty emiotaln, TLg aLuoQ-
oayiec autd Tto d€pua OAG RO TV TUQUTETAUEVY
QLUOQEOY(0. UETA TG TEOVUOTIOUS PAEVVOYOVLOV
ETULPOAVELDV (T, OTOUOTOPAQUYYIRG, YOLOTQEVTIEQL-
%0, evdountoro) (Rick, 2006).

IHagovoiaon Ilegrotatizoy

TTapovoldCetal n epimtmon wag Noonhevtowog 31
€TV 1TOL TtdoyeL 0rté VWD timov 2M. H dudyvwon
elye tebel oe veapn nlxio uetd amd TEOATTIRG
Eleyyo mov €yLve apoU T TEQLOOGTEQO, UEAT TNS OL-
NOYEVEIOS TS EmAOYOV TG auT T vOoOo. AgV o~
QOVOTHOE TOTE AVTOUATES ALUOQQAY(ES OTIS PBQW-
Ol M OToL pohond uoELo. ko auto@evyOnxray ot
OLeYYELONTRES 1] UETEYYELONTIRES CULUOQQAYIEC UE
TEOPUAOXTIXY]  YOQHYNON  TOU  OREVAOUNTOS
Haemate-P™ mowv amé xdaBe eméufaon oty omoia
€tuye va vofAnOel oty mdpodo tav etV (eEaym-
] pooviuity, dLayvwotixy amdEeoy, AUTOQOOXO-
anon). T ™y amopuyn Tmv unvoeEayLdY YooN-
youvtav Agopompecoivn (DDAVP) oe 6An ) dudo-
%neW nd0e TeELodov M omola, Opms, ETae Vo eival
OQITOTELECUATIXY] TTQLY ATTO UEQLRAL Y OOVLOL.
TTapovoldomxe oto €106 Matevtrd EEmtepund
Totpeto yioo aoBeveic pe dwatapay€s ™g apudoTo-
ong tov Noooxroueiov Royal Free oty 6 gfdoud-
da g #imong. Ot TEWTES AUUATOMOYIRES EEETAOELS
NTOV QUOLOAOYIKES KOl O O0ELOUGS TWV CLUOTTETA-
Mov fjtav 213000. NoonhevOnre v 9n epfdoudda
MOy VITEQEUEONS TN HUNONG CAA, ROTA TOL AANQL, M)
eyrupnoovvn g 0ev Tapovotaoe LLTeEQX TEOPA-
uota. Agv vTEEaY ETELOGOLO ROMTLRMY ALUOQQU-
YUV Tad 1o YEYOVOS OTL 0 mAarovvtag PoEOnxre
va €xeL YOUNA] TEOOEUON 0T OLAQEAUELL TOV VITEQY-
¥OYQUPNUOTOS TOU 20V TOoLunvov. Ty 26n epdoud-
da voonhevOnxe Aoyw amethovuevov ITpdmweov To-
ETOV O OTTOL0C OVTLUETWITLOTNHE ETULTUY DS UE XOOY|-
ynon Atosiban. Zvyyodvmg, xoonyrOnxe mpoguia-
nurd xow Haemate-P™ (30IU/kg) yua va amogev-
¥0el  cwpopoayio e meQITTMOoN TOXETOU OAAG %L
AOY® VS VITOYOQLOVIXOU CLLUOTMUATOS TTOV EVTOTTi-
OTNXE VTEQNYOYQUPIXA ROTA TNV €L00YwYY]. ATO
TOV aLUATOAOYIRG €heyyo Po€Onre 6t 0 VWF:Rco
Nrav 15.31U/dl (puotohoyuég Tuég 50-17510/dl).
2 dudoxrela g ®imong to enimeda tov Iapdyo-
vta VIII (FVIII) rjtav guotohoyud, old 1 ovyré-
vrowon tov VWF Poiorovrov mdvro og mohd youn-
M emimeda (PA. Ilivara 1). O vmepnyoyQomrdg
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Eleyyog emavalpOnue ot 32 epfdouddeg Omov
AamoTwON®Re GTL TO VITOYOQLOVIXG CULUATWUO ETYE
eEapaviobel naL 1 TEACEPLOY TOU TAAKROVVTA 1TAY
oe puoloroywry B€on. To oyEdLo aVTLUETOTLONG TTE-
otehdupoave ) yooriynon Haemate-P™ oe GAn
OLAEHEL TOV TOXETOV TTQOXELUEVOU VO TTROANPOHOTVY
TOUVES QUTOUATES OLUOQEOYIES OMNG ®aL YL TNV
00O TOoToOETNON TOV RAUOETOO THG ETLORANQLOT-
ov. Svonjdnxe, d¢, va amopevyBolvv oL OLdpoEs
emeufatirég TeYVIRES EAEYYXOV TG RAM|S ROTAOTO-
OoNgG ToV €UPEUOV RO VAL TTOOTLUNOEL 1) ROLOAQLRY| TO-
uf €vavil evog SUOROAOU %Ol TQUUUOTIXOU KROATTL-
%OV TOXETOV.

"Eywve mpoxAnon toxetov otig 42 efdouddec Aoyw
opdTaons xunong 1 ool ratéAnge o Kawoapuni
Toun AOyw un eE€MEnc. Tevwijnxe €va Twvtavo,
vyl€g BMlv veoyvd ue Pdoog odpatog 3658g. H
ENTLUOVUEVY] QUTOAELD Qoo Ot OLdEXELD TS
eméupaong Nrayv mepimov 900ml alhd dev yoeLdot-
%ne UeTayylon aiparoc. H yoprjynon tov Haemate-
P™ ovveylomne yia 7 ovvolxrd nuépeg (PA. Tiva-
®a 2) evad yua 10 nuépeg petd mijoe ydma ToaveEa-
wxov o&€og (Tranexamic Acid-TA). Aev avopép-
Onrav emeloodio peyaing awpwopeayiag ot dudo-
%ELOL TG AOYElOS. ATIO TO VEOYVO €yive MjYm emon-
MOX@OV RUTTAQMV OTT6 TN OTOUOITLXY KOLAGTNTOL OE
nixio 3 pnvav o fEEOre va @EeL TV Ol ue-
TAAAOEN ne ) untépa tou (4247 T/A).

Zutnnon

O mapdyovtag von Willebrand (VWF) xatéyer wa
0€on #hewdl ot dradiracio g apdoTaong agou:
i) elvor amwoalTNTog yLoL TNV TEOORSAAN O TV aL-
UOTTETOM WY TO0O UETOEDY TOUS GO0 %L OTO ONueio
TOOVUOTLONOU TOU VA0ONALOL ®au, ii) Aettovpyel wg
edwog popéag Tov IMapdyovta VIII (Factor VIII-
FVIII) mpootatevovids Tov amd v TQmTEOAVON-
%O, KOTA OUVETELD, CUEAVOVTAS TNV NULTEQ(I0dO
Cowng Tov-aAAd %ol ®aBodNydvTog Tov oto onueia
Toaupatiopov tov evdodniiov (Rick, 2006). O vWF
elvor €vo ueydho moAUUEQES YAUROTOMTEIVNG TOV
ovvtifetal amd ta evOoONMaKrd ®UTTOQM KL EXXQI-
VETAL OTO TTAAOUO %Ol OTO VITEVOOONAARS OTOMDUCL.
YrevBuvo yio ™) ovvBeon tou eival €va yovidlo
ov Poloreton oto yowudowuo 12. Méyol ojueoa
€youvv aviyvevlel meploodtepeg amd 250 uetalld-
gelg autoU Tov yovidiov, alld Oev vmdQyeL axdun
yovotumiky ®atdtoEn g vooou (Mannucci, 2004).

H »otdrtaEn me vWD onuepa paciCetal ota powvo-
TUTTXA, (OQOXTNOLOTLXA THS VOOOU ®aL dLomQivovToL
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Hivaxag 1: Zvyxevrodoeis twv FVIIL vIWF:Ag xat vVIWF:Rco oty didoxeta tne xinons tne aobevois mwov wa-

povotdletal

EBdonddae »imong 26m 28n 34n
FVIII (1U/dl) (Pvororoyirnég tuég=50-150) 15.3 141 95
vWE:Ag (IU/dl) (Pvororoywég tiuég=50-175) 35 37
vWEF:Rco (IU/dl) (Pvotoroywnég tiuég=50-175) 8.5 15 <10

3 tomot: o Timog 1 elvan o ovyvoTeQOg, apoed To 60-
80% tov meQUTTOOEMY %ol UETOOIDETOL UE TOV Q-
TOOWUATIRG ETUARQATOUVTO YAQOUXTHOO. XAQUXTNQL-
Ceton s wo e €mg pétorer EMenpn tov vVWF
%o tov FVIIT (5-30% tov @uolohoynot) mou €xeL
¢ amotéleoua NLEC Emg UETOLOL PUQLES AUTOUOTES
awpogoayiec. H ovurrtopatoroyion eEagtdral omd
™ OLeLodUTIRGTNTO TOV YOVIdioU RaBMS %L atd THY
oMNAeT{d00ON TOV pe dAAOVG YEVETIHOUS TTOQAYO-
VTEG OIS EXEIVOUC TTOV EAEYYOUV TNV EXPQOON 1] T
300oTELOTNTC. TV ELOXMV VITOOOYEMY TOOOROA-
Mong twv owpometolimv oto xohhaydovo (Rick,
2005). O timog 2 agoed to 10-30% tmwv aoBeviv ue
vWD, yopoxtnoitetor omd pwo wolotky OvoAeL-
tovpYyio Tov VWF o €xovv meorypapel 4 duapope-
ot vrrotvrtol. O timog 2A ovviBwe petafiLpaleton
UE TOV CUTOOMUATIXG ETRQOTOVVTIOL Y AQOXTHOO %Ol
TEOROAEL TNV EAATIMON TWV EVEQYOTOUEVWV TTO-
Mpepwv tov VWF mov odnyel, teMnd, oe puétoua
€wg Papld avtouparn awpoppayio. Ou Timor 2B xon
2M yopoxtnpiCovrol omté avEnon 1 eAdtTmon, avti-
otouyo, TS wavomroag ovvdeong tov VWF ot
OVAAOYES TTEQLOYEC TWV CULUOTETAAIWY TOOXRAA®-
vtag, TeMnd, uEToLo E0g PooLd aupnoEaryry Oudoe-
on. H avénon mg wavdmrag ovvdeong tov vWF
OTIC AVaAoYES BEOELS TV OULUOTTETAAIWY UTOQEL, UE-
oES PoEg, va xotahiEel oe Bpoupomevion AGyw
TOU CWENUEVOL QUOUOT CITOUARQUVONE TWV CLLILOTIE-
TaMmv artd v ®uvrhogopia. O dvo autol timot pe-
TaPAlovior ue ToV UTOoMUATIRG, ETRQATOVVIO
yapaxtjoa. O timog 2N elvol oyeTRA OTTAVIOC, UE-
ToPpdletar ue TOoV OUTOOMUOTIRG VITOAETOUEVO
YOQOKTNOO KOl YOQOXTNEICETAL Otd EAATTWON TG
duvardmrog ovvdeong tov VWF otov FVIIL. Avté
€YEL MG ATOTEAEOUO VO, ENOTTAOVETOL 1) NULTTEQT0DOG
Comg Tov TELEVTAIOV YU QUTO %L 1] OUMITTOUATOAOYICL
Tov BupiCel exeivn g Aywogpogihiog A. Ztov timo
3 n ovyrévromon tov VWF eivar mohd younin €mg
un aviyvevowun (Aydtepo amd to 1% tov guoloho-
ywoU) eva emiong eAOTTOUEVY OAAG aviyvevoLun
elvan 1 ovyrévipwon tov FVIII (1 €mg 10% tou gu-
owohoyrov). O timog autdg eivar TOAD OmAVIOg
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(evromiCetan oto 1 €wg 5% tov aoBevav) ®ow HeTo-
O{deTOL 1UE TOV CUTOOMUOTIXRG VTTOLELTTOUEVO OO0
umjoo (Mannucci, 2004; Rick, 2005; Rick, 2006b).
H emiztym pooen g véocou tov von Willebrand
elval mold omdvia (1 enimtwor] g vmohoyiCeTal
oto 0,04% 1wv aoBeviv) rouw oyetiCetal e ovyxe-
HOWUEVES VOOOUS OIS TO TOMOTAOUY WuéAmua, o
oVOTHUATIROS £QUONUOTWONS AMI%OG, 0 VITOBVEEOEL-
ALoudg aAAG ®ow pe ®ATOLN PAQUOKO OTTWE EIVOL TO
Baimpoins vatoro (Rick, 2005; Eikenboom et al.,
2006). XogoxmeiCetor amd pun gupavion Twv
QLUOOTATIXMV OLOTOQOY MYV, A0 ATTOVOT0. AVAAOYOU
OLXOYEVELAXOU LOTOQLHOV, OTtd TAQATAOY TOU Y O0-
vou pepurig Bpoufomlaotivig %t amd xounhy ov-
yrévrowon tov VWF xouw tov FVIIIL. H moaBoguoto-
hoyio tov epuhaufdvel v mewtedAvom, ™V ehaT-
touévn ovvleon, ) ovvdeon tov vVWF ue veomha-
OUOTIXA, RVTTOQO. -TTOV KOTOAYEL OF CUENUEVO QUO-
U OITOUARQUVONS TOU OITO TNV KURAOPOQIOL-XAL TO
oynuatioud  ovtiowudtov  €vavit  tov VWF
(Eikenboom et al., 2006; Lipkind et al., 2005).

H dudyvmon e vWD PaoiCetor 010 1eoommxkd %t
OLXOYEVELOXRO LOTOQWO TTOU YOLOOXTNEICOVTOL 0Ttd
EMAVELMUUEVO ETTELOODLOL LATAQUYWY TS OLLUO-
OTOONG OAMG RO OE OUYREXQUUEVES EQYUOTNOLUKRES
dontpaociec. Ot daToQOYES TS AUGOTOONS TTEQL-
Aopupdvouv v gvroln dnuoveyio cpatmudimy,
™V EMLOTAEY, TN UNvoEEayio, TV cLUoQQOYio UeTd
TOV TOXETO %Ol TNV OLUOQQOYIO UETA Ot emeufd-
oelg ot otopotiry xohotnta. H mabohoywn amd-
VINomn o€ medEelg mov BEtovy og doxuaoio To un-
YXOVIOUO TS OLUOOTAONG OIS EIVOLL LKL YELQOVQYL-
w1 eméuPaon, N eEaywynq rdmowov doviov N Eva
Toavua, ival mo evaiodnteg evoeiEelg oe oUynQL-
on UE €va LOTOPWO ETAVEIMUUEVWY ETELOOOINV
emiotagng M unvoppayiog (Federicci, 2004). “Eyxel
mootafel va avatntdtor n mboavémro VroaEng
vWD o¢ aoBeveic mov €xouvv eugpavioer TOuAdyL-
otov 3 ehdooova 1 2 peifovo L0601, GLUOQQO-
yiag, e0rd netd amtd ramoia exéupaon M toaiua
BArevvoyovou 1) eEaywyn dovtiov (Federicci, 2004).
O epyootoLands €heyyog TeQUAaUPAVEL: TO AVTL-
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yovo tov vVWF oto mhdoua (VWF:Ag), ™ dpaotn-
owomrta tov VWF oto mhdopa (Ristocetin cofactor
activity, vVWF:Rco), m dpaomoidmra tov FVIII,
TOV EVEQYOTOMUEVO YQOVO UeQXI|S Boouporhaori-
wng (activated Partial Thromboplastin Time, aPTT),
tov xoovo miEng (BT), v xatavoun tov molvue-
ov Tov VWF og nhextpopdonon o gel xal t ovo-
OWEEVON TV aruometalinwy mapovoio Ristocetin
(Ristocetin Induced Platelet Aggregation, RIPA).
Ot televtaieg dU0 dOXLUAOIES TOOYUOTOTOLOUVTOL
OTOV RATOLOL OITO TLC TTEONYOUUEVES Elval TaBOohOYL-
%1} (mpoxeluévou va Egymplioovue HeToED Twv VITo-
tonwv g VWD) 1j dtav elvar €vrovn 1 xMvirij vwo-
Pia VTapENS TS VOoOU QA T UOLOAOYIRA OTTO-
tehéoparta (Federicci, 2004; Rick, 2006). H avdiv-
o1 TV ATOTEAEOUATWV ®OBEWAS a6 AUTES TIS 00-
nUaoieg avdloyo ue tov vmotimo TS VOoou Ee-
pevyeL amo ta TAaiow auTng ™S tapovotaong. I'e-
VIrA, Ol *MVIKES EXONADOELS TG VOOOU Elval NTTLo-
TEQEC OTOV TUIo 1 evad elvon PopiteQeg otovg TU-
mtovg 2 xow 3. DalveTan vo VITAQYEL CUOYETION UETO-
g0 Mg PagUiTog ™S ¥AMVIXIS OUUTTOURTOAOYIOGS
%o g ehdttwons tov vVWE:Rco 1 tg dpaotoud-
mrog tov FVIIT adld Oy pe v mapdtoaon tov }eo-
vou QoNg 1 ™S ouddag alpotog ™S aobevoig
(otovg aoBeveig pe oudda aitparog Rhesus O, ta
emimeda tov VWF eivar younidtepa natd 25-30%
oe ovyrowon ue oaobeveic dMov  ouddwv)
(Federicci, 2004).

Ou Bepamevtnéc emhoyeg v v VWD mepthau-
Bavouv ta €&€1c (Mannucci, 2004; Rick, 2006b):

i) H Aeopompeooivy (DDAVP) gaivetor va avgd-
vEL TN OVYrEVTOWON T6o0 Tov VWF 600 %ol tou
FVIII yia 8-10 odpeg petd t xoviynon. Mmopel va
yoonynoel evoophéfia, vmoddoia M evooELVIXRA
XOL 1 ATAVTNON TS AoBeVOUS WToQEt Vo exTiunOel
ue uérgnom mg ovyxrévromwong tov FVIIL xow g
vWF:Rco. Ov aoBeveic pe vWD timov 1 elvan mo
mBavo va amovtijoovy o auty ™) Bepameion v
eneivolr ue VWD timov 2M, 2N xou 3 tapovotdtovy
7oA TN 1 %O ®apior 0TTORELOY. AEV OUOTIVETAL
N xoon mg oe aobeveig e vooo timov 2A ool o
vWF duohertovpyel. H DDAVP avtevdeixvutol og
meputtwoels ue VWD timov 2B ool umopel va
mooxrahéoer Bpoupomevia. Ov avembiunteg evép-
veLeg meQAaUPAVOUY T SLdQQEOLNL, TOUS EUETOVE %Ol
™MV ®eQaralylo aAAd 1 o cofaon amd autég &i-
VOLL 1] UTTOVOTQLOLALUIOL YU OUTO KOl CUOTHVETAL 1) TTE-
QLOQLOUEVY TTEOOM Y vEQOU 0 GAOVS TOVg aoDE-
V(g OV T1) YONOLUOTOLOUV.

ii) To ®péono Maywuévo Midoua (Fresh Frozen
Plasma-FFP) mepiéyel téoo tov FVIII 600 »au tov
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VWF aAAd amouteiton n xoonynon ueydalov oyxov
TTOOXELUEVOY VO, EMTEVYOEL TO QUTAULTOVUEVO CLLUO-
OTOTHG ATOTEAECUL.

iii) To Kovoilnuo mepLéyer xow tovg dvo madyo-
VTEG 0€ VYNAOTEQES OUYREVTQMWOELS O€ OUYHQLOT UE
to FFP al\d dev epapusCovtal, oe goutiva, uébo-
J0L XATUOTQOPIE TV LAV,

iv) Ta mpoidvta vroratdotaong ouvvibmg TeQLE-
yovv 1600 FVIII evdidueong xobapdtntag 600 ®al
vWF vymc ®aBapdttag, oe SLapoQeTinég ovyre-
vipwoelg. To Haemate-P™ mov yonoipnomonidnxe
010 dwO Hog TEQLOTUTHG Elval €va. TETOLO TEOTOV
ov eQLEeL ueyalitepes moootytes VWF mapd
FVIIL "Oha cutd to ToidvTa 40UV TooTeQLmbel 1
€yel moonyn0el emeEepyaoio vitd Oepudmra mEo-
®xeWEvou va ehayrotomonbel o xivouvog uetddo-
ONG aLUaTOYEVWV AolumEemv. "Eva vEo moidv mov
nepLéyer VWF mohd vyminigc rabapdmrog folonetal
auty T ottywr] o€ #Avirnég SoxLWES pdong 3, eV
€VOL TTOROOXEVAOUNL TTOV TEQLEYEL ALVATUVOVUOUEVO
VWF gh€yyetan mg Tog ™V aopAAELOL RAL TV OITO-
teheopomndmro. Fevivd, o oromog wog TéETolag
Oepameiag elvor va duatnonbovv to emimedo Tov
VWF:Rco peta&i 50-100% ywo 3 €og 10 nuépeg pe-
Td Ao WL ONUOVTIRY aLpoQEayia 1 wo pueiCova
enéupaon. H ovyrévromon t6oo tov vVWF oo nan
tov FVIII npémel va ehéyyovrol ®abnueovd agou
€yovv avagepbel meplotatird piefrng Booupoeu-
folg Stav 1o emimeda tov FVIIL Eemepvouv to
200%.

V) AvTuvomdoAUTIRA OULVOEEN OIS TO E-CLULLVOROL-
7TEOI®S 08V 1] To TEOaVEEAULRSG OBV UImoQovV Vo Yon-
olomoBovv uéva Toug o€ NLES WOQQES TS VO-
oov 1] g ovumAnompotiry Oepameio oto DDAVP 1
OT0, TTEOLOVTA VITORATAOTAONS, OTH OLAOXELN EMCLO-
OOVOV 1] UELLOVWV ETEUPACEMV.

Egdoov n vWD eivor o véoog tov petofipdlertal
UE TOV OUTOOMUOTIXO YOQOXTHOM, 1 ETTTWOY TG
070 YeVIXO TANBUOUS OVOUEVETOL VO E(VOL TTOQO-
o, xa ota dvo @UAa. Evrovtois, gaiveton va
elvo TTL0 OUYVY OTLS YUVOIXES %Ol O€ OAXL TOL XEVTOU,
QUUOQQOPLALOG, TTaryROOWLD, EIVOL TEQLOOGTEQES OL
yuvaixreg mov taoyovv and vWD og oyéon ue tovg
avdpes (Kouides, 2001). To «wapddoEo» avto evon-
wo urtoel vo eEnynoel amd to yeyovog Gt otig yu-
VORES «OORLUATETOU» TTLO OUY VA 1] OTTOTEAECUOLTLRO-
TNTO TOU UNYaviopwoy miEng tov alpotog AGym g
euumvopeuotag »atl g ®inongs. H unvoppayia aso-
tehel €va ammd To oUYVATEQD oVUITTOUOTO TS VWD
agpoU mapatnoeitanr oto 70-80% twv aoBevav, ava-
Lhoya ue tov timo g véoou (Kouides, 2001). Kat’
avahoyo tedmo, 1 dudyvmon ™ vWD tibetal o Eva
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Hivaxag 2: 2vyxévrowon twv FVIII xai vWF:Rco mow xai uetd ) yootjynon tov Haemate-P™, ueteyyetonrind

Meteyyeigntizi nuéoa 1n 4n 51
FVIII mowv ™ xoejynon (IU/dI) 170 400 360
FVIII petd m xoevjynon (IU/dI) 240 380 400
vWF:Rco mowv m yoevjiynon (IU/dI) <10 126 120
vWE:Rco petd ™ xoonynon (IU/dl) 146 168 168

oxeTrnd VYN mTOOo00TS CoBEVMV TOV TOCEQRYO-
vTaL ot Aol SLEQEUVNONS WOS UNVOQQOLYTOS
(mepimov 13%) (Kadir and Chi, 2006). H avtiuetod-
7O QUTOU TOU CUUTTOUOTOS TEQLAAUPAVEL GAaL TOL
UETQOL TTOV TTEOOVOPERONRAY RaBWS %ot TO cuVdVa-
OUEVO avtloUAMNTTLKG OLoxio, To amd Tov OTOUNTOS
TEOYEOTAYOVA, TO €VOOUNTOLO OVOTMUC, aTeAeVOE-
owong Aefovogyeotpéhng (Mirena™) nabmg xow
OLAPOQEES TEYVIXES TTOV €YOVV OUYV OROTO TNV KOTO-
otpopn Tov evdountoiov (Kadir and Chi, 2006).

H winon amotelel wo peiCova modxinon yuo tov
QLUOOTATIXO UNYXaviouo ™ yuvaixog ue vWD. 1da-
vird, Omwe nat yuo ®dbe dAlo xodvio véonua, Bo
€moeme va yivetow pio ovtrimon ue v aobevy mov
EVOLAPEQETUL VO XUOPOQNOEL TTOLV OROUT ETTLYELON -
o€l T CUMIMY. Oa €mpeme va evuepwbel Gt 1) -
Bavotta va mdoyel to madi mg aé vWD eivan
mepimov 33% av n dua wdoyer até vWD timov 11
OTt6 TIC TEQLOOOTEQES LOQYPES TOV TUTTOV 2 KOl PUOL-
%nd av 0 woTépag dev elvar oeEag. Autd To evonua
urtoel vo eEnynoel amd v mowriAn diewodvtndt-
Ta % €xgoaon touv yovidiov (Kadir et al., 1998).
Tp€mer va eEnyndel ot yuvaiza Gt 0 ®ivduvog yio
QLUoQEOYioL ®otd, ™) SLAOXELD TG RUNONG KO ELOL-
%nd AUEOMS UETA TOV TOXETO elvan owENuévog. TTpé-
TEL VOL TOVLOTEL OTL O avENBel 1 ouYREVTOMWON TO0O
tov VWF 600 »ouw tov FVIIT % vty n avEnon wo-
oel va emupépel O16pHMON Tov YEAVOU POYS-TINENG,
ewdwd oe yuvvaires VWD twimov 1 (Kadir et al,
1998). Evtovtolg, avti 1 0uopBwon dev Ba ovufei
TOW 1O TE(TO TEIUMVO (0poy 1 CUYREVIQWON TMV
vWF xou FVIIL dev ovufaiver mowv 10 t€hog Tou
OevTEQOV TOUVOV) %o elvol TOM mBavo vo unv
QTdoeL TOTE Oto. EMTEDQ TOV TAQAUTNQOVVTUL OTIS
«UOLOAOYIRES» EyrVES. AUTO onuaver ot o %ivov-
vog oawpopoayiog dev ehaytotomoteitar ot dudQ-
AELQL TOV 10V %Al TOV 20V TOLUHVOU %Ol CUOTHVETOL O
Eheyyog g ovyrévipmong twv FVIIL, vWEF:Ag nan
vWF:Rco oty agyn g »inong (og onueio avogpo-
0dGg) ®oL O¢ TaxTA Xeovird diaotipata oty dido-
ELAL NG ROL TOW Oé %AOE TOOYQUUUATIOUEVY
emeufanry dwadiraoia (Kouides, 2001). Ztov tomo
2 g vWD vdoyel po torotry) OUoAELTOVQYIC TOV
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TOQAYyovTa- %L vt eEnyel v atovoia ®Mvirng
Peitimong g aobevoig ot ddereLe TS ®UNON G-
eve otov Tomo 3 m avEnon twv FVIIT zaw vWEF eivou
ehdyrotn (Kadir et al., 1998). XoeiwdCletan 1dwatiteon
poooyn otig €yxrveg ue vWD timou 2B agov 1 gu-
oohoyry, ot OLdEXELD TS ®UNONS, AUENOT TOV
vWF odnyetl oe mapaywyn moboloyirdv molvue-
QWYV TOV TTOQGYOVTO TO OTTOI0. WTOQEL VO TTQORAUAE-
oovv Bpoupormevio Tov vo EMTAEEEL OmAUN TEQLO-
006teQ0 TNV ®Unon (Burlingame et al., 2001).

H mbavomta awpwopearyiog ot dudoxela tov lov
%noL 200 TOLVOU QaiVETAL VO Elval auENUEVY OF
6\ovg Toug Timtovg T VWD aAAd 1 mbavatnta -
TOUOTNS EXTEWONG OeV dLapEQEL atd EXElV TOV Ye-
vixov minBuopov (20 xow 13-15%, avtiotouyo)
(Kadir et al., 1998; Kouides, 2001; James, 2006).
‘Ohat ToL ETELOODLOL CLLUOQQOLYIOS TTOV TTOQOTNQOV-
VTOL 0T OLAOUELD TG ®UNONG TOETEL VO OLVTLUETM-
TCOVTOL UE TEOIOVTO VITOXOTAOTAUONS TWV TAQUYO-
viov, eldwmd otav 1o vVWEF:Rco elvar younidtepo
artd 50IU/ml. H DDAVP yevixd Bempeitor aopa-
Mg v to Eupouvo agov dev paivetal va damevd
tov mharouvtioxd gooayud (James, 2006). Evtov-
TOLG, OEV CUOTNVETOL 1) AVETLPUAOXT YONON TS OTN
dudpreLa TS ®¥UNONS Ay TS NTTLAS Oy ELOCVOTTO-
oTri|g ™S dpdong Tov umoet, BewenTtird, va. To-
noléoel mharovviioxy averdoxrewa. Exiong mapov-
o1aCel, Tovhdylotov Bewontird, dpdon mapduoa
ue exelvn Mg ogutonrivng, eve elvolr oENUEVOS O
%«{vOUVOS TS VITOVATOLALUIOG, TOOO UNTELRIS 600
o, mlavag, eupouinng AOYym ™S eAaTTOUEVNS
Ve TOS QUOULONGS TS WOUMTIXNG TTLEONS TOV Y-
oaxtnoiter v eyxvuoovvy (Kouides, 2001). To
ToaveEauno oEV (TA) umopet vo diameQdoeL Tov
TAOXOUVTLORG @OOYUS ahAd €yl yonouuomoinoel
o€ WwrEG aELOUd TEQLOTATIXMWVY YWEIC VO OVAPEQ-
Bovv moopAuato amd to €ufovo (James, 2006).
IMpémer va yopnyeltar mpogpuiaxtiny Oepameia
OV At ®AOE TEOYQAUUATIOUEVT emepportiny da-
duraota oty OLdErELa TS ®UNONS OIwe Eival 1 Te-
o{0eom ToU TEOYNAOU, 1] AUVIOTTAEAXEVTHON, 1| MY
yooLovixamv Aayvav N 1 drarom] g ®unong (Kadir
et al., 1998; James, 2006). Zvotijvetal, 0Ty OLAQHELN

73



Kvnon nat véoog tov von Willebrand

TOV 20V TOLUIVOV, Vo YiveTow EuPoMaouds ot yu-
vaireg wov dev €xouvv avooio €vavtl Tov U TNg
Hratiwdoag B (AGym tov nvdivou petddoong tov
100 ®atd ™ OLAERELD YOO YNONS TEOIGVIMV alua-
10G), wa doxpacia ardvimong ot xorjon DDAVP
%o e extiunon oo Avawodnotohdyo (Roque et
al., 2000; James, 2006). Av %ot eV VIAQYEL OUOPO-
vioL OYETIRA UE TN CUYREVTOWON TOV TAQAYOVTO TG~
Vo ato TNV 0ol WTTOQEL VO EQPAQUOOTEL UE QLOPAL-
el TeQLOYLKY avouoBnoia, oy oL ToRAYoVTES Y-
Ene eivan dvow omwé S0IU/dL, o doxtpacieg eAEyyou
TOU TINXTLROU UNXOVIOUOU VOl (PUOLOAOYIXES %O
dev vmdpyovv evdeiEelg BoouPormeviag tote Oev
VLAY EL RATOLA OVTEVOELEN YLl TV EQOQUOYT TN
oe €ynveg ue vWD (Kadir et al., 1998;James, 2006).
O Ttoxetdg amotelel wo »piown teptodo 1600 yia
™MV €Y®V0 600 %Al Yo TO TOAVOS TEooPePANUEVO
umed me. H epapuoym emeppotindv uedddwv ma-
QaxoloUONONG TOU TOXETOU (T.)(. EOMTEQLXY] HOQ-
dlotoxroyQapia) 1) ®oL €vag eTeUPOTIHOS %L EQYD-
g Toretdg wrropel va mporaléoel oofay] evooe-
YREPOMKY cLpuoEayta 1 atpopoayic amd to d€pua
™S REPAM|S O€ €va VEOYVS mtov doyel amd vWD.
ZVoTHvETOL AOWTAY 1) ETTAOYY TS MYOTEQO TQOVNUCL-
Trig ueBAd0V TOXETOU TG00 Yo TV EYXVO 000 %Ol
Yo To €UPEUOo ®aL N TEMLUY Teoopuyy oe Katoapt-
%N Touy TEETEL VO TQOTLUATAL EVAVTL EVOC €QYM-
doug rohmrov toretov, (Roque et al., 2000; Kadir
et al, 1998). O onuavtirdTeQOg RIVOUVOGS YLt T Uy-
tépa elvar M awpogeayion uetd tov toretd (Post
Partum Haemorrhage-PPH), omv modwn 1 omyv
oyun pooen ™c. Ta mwooootd mov avagpEQovToL
ot Pphoyoaio Yo aocBeveig ue vWD elvor 16-
29% wow 22-29%, avtiotoryo (James, 2006), (Kadir
et al., 1998; Kouides, 2001), evd, oto yeviro whnOvu-
oud T avriotolyo. ooootd eivar 3-5% ywo v
o xan 0.3-1.2% yuo v yun PPH (Kouides,
2001). H oywun PPH epugaviteton péoa oe 15 nué-
QEC UETA TOV TOXETO aAAD €YOouV avagpeQDel xau mte-
QUTTOOELS EXOEONUCOUEVNC OLUOQQOY OGS UEYOL KO
mv S5n efdoudda g royeiag (Roque, 2000;
Kouides, 2001). H avEnuévn ovyvdomta eveg 1600
OTAVIOV YEYOVATOC 0TI OUYREXQLUEVT oudda aobe-
VAV WITOQEL va eQuNnveVBEl amd TV artdToun TTwon
NS OVYREVTOMONC TTOV Ttapovoldlovv o FVIIT naw o
VWF tic mpwteg nuépeg uetd tov toxreto. Ta mpo-
PUAOXTIXG LETQOL CUVIOTAVTOL OTOV EAAYLOTO TQOV-
UOTLOUO TS UNTEQAS (UE TNV CTOQUYY TTEQLVEOTO-
ung), oy toelon ovomaon g unteas (ue ™ Pon-
BEL0l UNTOOCVOTAOTIRWY TAQAYOVIMY) ROl OTY YO-
orjynon eite DDAVP 1] apaydviov mneng. O oxo-
7o¢ elvon va drarnonBel n ovyrévromwon tov FVIII
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zal Tov VWF:Rco mtdve arté 501U/, tovidyiotov
v 2 epdouddes uetd Tov ToxeTd ool 1 mbaveTy-
TOL ALUOQQOLY LS VEAVEL ONUOVTLRA GTOV EAATTAIVO-
viow avtot, eWdwd o FVIIT (Mannucci, 2004; Rick,
2006b). H DDAVP yoonyeiton evdophéPra eite ue
™V €vaEEn Tov ToxETOU 1] OTn dLdEreELn TOU 20V
01000V aot to embuuntd amotéleoua emLTVYY G-
vetan 40-60 Aemrd apydtepa. H avEnuévn ratonpd-
™on UOUTOS OV TEOXRAAEL TOOO CwTi] 600 %L 1 O5V-
Toxivy, Otav YoonyeltaL, WoQel vo odnynoeL o€ dy-
Atnotoon ot BOmE YU ouTo RO CUOTHVETOL 1) TTE-
QLOQLOUEVY YOONYNON VYQWV 2%ATA TOV TORETO
(James, 2006). H DDAVP &¢v aviyvevetal 0to un-
towo ydha (Kouides, 2001) xai, ovvenmg, umwoel
va yoonyn0el ot dudprera g Aoyeiag, udvn M o€
ovvovaous pe ToaveEamno o0&V, oe OAeg TG Aeymi-
deg omov €yel amodeyBel ot wrropel vo dpdoeL %L
ewdwd oe exeives ue vVWD timov 1 1 2A (Kadir et
al., 1998). Evtoutolg, og GAOVS TOUS VITGAOLITOUS TU-
7TOVG TS vooou, 1 DDAVP dev €yeL ndmowo amoté-
Aeoua 1 ot avievoeirvutol. Ze TETOLES TEQLITTM-
OELC YONOLWOTTOLOVVTOL OL (OLOL Ol TAQAYOVTES TT)-
Eng »aw 1 xoorynon tovg (401U/kg) ovveyiCeton yuo
3 €mg 4 NUEEES UETA QTS PUOLOAOYIXO TOXETO 1] YLk
5 ¢ 7 nuépeg otav mpoxertal yio Kawoapury] toun
(Mannucci, 2004; Caliezi, 1998; Kadir et al, 1998).
Av eugaviotel oy PPH xow m ¢oonynon tov
ToaveEaunot oE€wg (TA) dev agnret yia v aviL-
UETWITLON TNG TOTE CUOTHVETAL 1] ETTAVELOOYWYY| TNG
aoBevovc oto Noooxoueio yia vo yoonynOel xow
TEQUUTEQM 000N TV TAQAYOVTWV THEEWS TTOU A(-
movv. Ou aoBeveic mov yonowwomolovy to TA moé-
meL vou exstondevfovv €101 dote v avayvweilovy
EYRaLE0 ToL ®AVIRA onuela Wwog ev to PadeL gpiefo-
Bodupwong ool ovtd TOo OXEVOOUC WTOQEL VOl
dpdoeL ovveQYrd Ue TV 1eoowELvY] Bpoufopriky
dudfeon mov mapameeiton ot Aoyeior (Kouides,
2001). H eupdvion mg exixtmng pooeiic g vWD
ot dLdoreL TS ®UMONG elval TOAD OV aAAG M)
Oepauteia TAUQAUEVEL 1) (OL0L O€ YEVIRES YOUUUES EVAD
uwoel va wpooteBouv ®ot VYNAES OO0ELS AvOOO-
opaLpivng rat xoTrootepoeldav (Lipkind, 2005).

YUUTEQUORATIRA

e H vWD d¢v emmpedler ) yoviudtnta, ®ot dev
TTEOJLAOETEL OF CUTOUNTES EXTOWOELS.

® O €ynvec ue VWD €youvv avEnuévn mbavomra
VO TUEOVOLACOUV OLoEQay ot T6o0 »atd ™ Oudo-
%ELOL TNG XUNONGS 000 %aL 0t Aoyeia. H ovyrévipm-
on tov FVIII gaivetor 6t wropel vo mooPAéyet ue
aELOTLOTIO. AUTA TOL ETTELOOOLAL.
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e H ovyzévromwon twv FVIII, vWF now vWF:Rco
TEEMEL VO, TEOOOLOQILETOL OTYV Py TS #UNONG,
0€ TOUTA YEOVIXA SLAOTHUOTO OTY OLAQEHELD. OUTIG
(eWdwd omv apy Tov 30V TEWNVOU) %ot av elval
JUVOITOV RO TTOLV TOV TOXETO.

® H ovyxévrowon twv FVIII xwow vVWF moémel va
elvou peyohvtepn amré 501U/ wowy tnv tomobéton
TOU EMOXANQIOLOV ®OOETNO, TOLV TOV TORETO KO
ot dudoxeLla TG Aoyelag. Avtn 1 CUYXREVIQWON &l-
vau duvatd va emtevyOel ue m yoprjynon DDAVP
1 CUUWTVRVOUEVOV TOQAYOVTOV TENG.

® O toxeTOC TPETEL VAL YIVEL UE TETOLO TOOTO DOTE
va eivar 600 10 SUVOTS MYSTEQO TEOVUOTIRGS TOOO
Yo T unTéea 600 %o Yo to veoyve. H Kaitoapuxn
TouY TEETEL VO TEOTLUATAL EVOVTL EVOS €QYWOOUC
AOATTILROU TORETOU.
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Summary

Von Willebrand’s disease is considered the most
common inherited haemostatic disorder since it af-
fects almost 1% of the general population as as-
sessed by random laboratory screening. Pregnancies
affected by that disease are not very uncommon and
the case that we present is suffering by one of the
less frequent forms of von Willebrand’s disease and
one of the most severe ones. The appropriate ante-
natal care can markedly reduce the complications’

rate and it must be emphasized that delivery must
take place in a tertiary care center since expert
Haemophilia back up is necessary.

Key words: pregnancy, von Willebrand’s disease, inherited
coagulation disorders, factor VIII, thrombocytopenia
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