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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ n

ENNIXTHMONIKH OMAAA EPTAXIAX

1.TPOYZH EAIZABET (Zvvtoviotpla), AlpuatoAdyos, Zuvtoviotpla Aevbovtpla
E.Z.Y.N.Y. Awwodooiag I''A.O.N.A. «O ATIOZ ZABBAZ».

2.BAXIAAKOIIOYAOX OEOAQPOYX, AwoatoAdoyog, Kabnyntig Awatoroyiog
E.K.ILA., AqpatoAoyucti KAk T.N.A. «AATKO».

3.BOYATAPEAHX MIXAHA, Kabnyntg Maboroywkng Puoloroylag-Alpatoroyiag
E.KILA., I'.N.A. «<AAIKO».

4. AHMOY MAPIA, Awpatoroyog, Akadnuaikos Ymotpo@og, Awpatoroyikny KAwvikn
I'.N.A. «<AAIKO».

5.KATXAPOY OATA, Aevbivtpua EXY, IlabBoAdyos- latpelo Awdotaong, I.N.A.
«AATKO».

6. KATTAMHX ANTQNIOZX, INawiatpog, Kabnynmg Madatpikig Alpatoroyiag -
Oykoloyiag (KE®), A’ IMMadiatpikn KAwikn [Mavemiotnuiov ABnvwv I'.N. laidwv «H
ATTA 20PI1A».

7. KOYPAKAH AAEEANAPA, AwatoAoyog, AtevBivtpla E.X.Y., AjpatoAoyikd Tunua
[MaBoAoyiknc KAwvikng ILI.N. Matpwv «[TANAT'IA H BOHOEIA», YrtievOuvn Movadag
Meooyelakng Avalpiog Kot AlLoo@alpvoTadeiwy.

8. KQXTEAIAOY OEOAQPA, Awvbivtpia Movadag Awodoociag, KAwiknig
Awatoroyiag, [INéEng-Awpodotaong, Qvaoelo Kapdioxepouvpywko Kevipo (Q.K.K.).
9.MITIAATAAAKHX IQANNHY, AwatoAdyog, AtevBuvtnig
Awatoroywng/Asppwpdtwv  KAwvikig  kat  Movadag M.M.O. T.N.A.  «O
EYAITEAIZMOZX».

10.MA'QNH MAPIA, AwyatoAdyog, AtevBovipla  AHATOAOYIKNG-AELPWUATWV
KAwikn g kat Movadag M.M.O. I'N.A. «O EYATTEAIZEMOZ».

11.MANATIQTIAHY TANATIQTHEX, KaBnyntig Awatoroyiag, E.KILA. T.N.A.
«AAIKO».

12.IIAATA EAENH, AwatoAdyog, AwvBovipix  EXY., T.NA. «AAIKO».
13.XAKEAAAPH IQANNA, AwoatoAdyog, AlevBuvtpia AwatoAoykny KAwwkn -
Movada M.M.O. I'.N.O. «I".ITAITANIKOAAOY ».

14.ZNYPIAQNIAHE AAEEZEANAPOYX, Awatoroyog, Kabnynmg AwatoAdoyiag,
[Tavemiotnuiov Matpwv.

15.TEPIIOX EYAITEAOZX, AwoatoAdyog, KaBnyntig AwatoAoyiag, OepameuTiki
KAwwn E.K.ITLA. T.N.A. kAAEZEANAPA».

16.TEIPITQTHE MANATIQTHXE, AwatoAdyog, Avaminpwtng  Kabnyntig
Awatoroyiag latpwkng ZyxoAng E.KILA., B’ Ilpomaidevtiky IMabBodoywkn KAwikm,
I1.T.N. «KATTIKON».

17.0HPAIOX EAEYOEPIOX, I'evikdg/Owoyevelakog latpog, Atevbuvng E.Z.Y., K.Y.
Bapng, Ipoiotaupevog Tevikng AevBuvong OAIINY A.E., Tevikdg Ipappatéag tng
latpuwn g Etaipeiag ABnvov.

18.MHTPOY IMANATIQTA, EwWwog IlaBoAdyos - AwxfntoArdyos, ASaktwp
[Mavemotnuiov ABnvwv, Ilpoictapévn Avtotedols Tunqpatog OgpaATEVTIKWV
[TpwTtok6A WV kat MnTpwwv AcBevwy tov Yovpyeiov Yyelag.
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ENIXTHMONIKOI XYNEPTATEX I'lA TH XYITPA®H TOY ITIAPONTOX OEPAINIEYTIKOY
INPQTOKOAAQY

NopwkoV Ev@poovvn, Awatordyos, AwcvBivipla, Emotnuovikry YmedOuvn,
Noookopelaxn Ymmpeoia Apodoaoiog- Kévtpo Alpoppo@dikwyv I'.N. “ITtmokpdatelo”.

IT'PAMMATEIAKH YIIOXTHPIZEH

Toanapikov Auntpa, TE Emokentpiov Yyeiag, Avtotedés Tunua OepameuTikmy
[TpwTokOA WV Kal MnTpwwv AcBevwv.
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MEO®OAOAOTIA ANAIITYZHX ITPQTOKOAAQN

MNPOTYNO AATOPIOMOY AIAINQZHZ

B) MapakAWIKEG EEETATELG

S’ S
Apxuwn Ertickein Emavektipnon
-Aayvwon MapdapeTpoL EKBaCNG yLa TNV EMAVEKTIUNGN
Alayvwon cupwva PE
A) KAwika kperpla

la ekt MPOTEWVOUEVO TTOGOTIKOTIOLNUEVO EPYAAELD yLa TRV
*Anotipnon tng ékBaong
*Avtanokplon otn aywyn

Stdélo Nocou |

\Z
] ] *Mota KAwikd SeSopéva artattovvroat (Ssikteg)
Evbelkvuopevn QapUOKEUTIKT *Mowa tapakAwvikd Sedopéva amnattovvrat (Seikteg)
Aywyn ( ATC4 ) ATC5) V

XPOVLKO ALAOTNO TIOU TIPETTEL
va pecohaBet yia tnv MpoTteVOUEVEG EKSOXEG YLOL TNV CUVEXLON TNG

s 28

enavektipnon / OEPATMEVTIKAG QVTLETWTTLONG e BAoN T
enavaélohoynon Sedopéva €kBaong avtamokplong

TXETIKA HE TNV QVATITUEN TWV BEPATEVTIKOV AUATOAOYIK®OV TPWTOKOAAWY €xel An@Oel
oy

1 KATNYOPLOTIO(Non TwV BEPATEVTIKWY GXNUATWVY 1) BEPATIEVTIKWY GLUVSVACUWY OE
veoSlayvwoBév voonpua/vedmAaoua

1 KATIyopLloToinon Twv BEpameVTIKOV CYXNUATWY 1) BEPATEVTIKGOV GUVSVACUWY OE
UTOTPOTILALOV 1) AVOEKTIKO VOO /VEOTIANT LK

pe Baon apykd kpltipla (eyKekplUéves evOelEels, amoSeSelyévn AMOTEAECUATIKOTNTA,
amo{nUiwoT  @EAPUAKEVTIKOU KOOTOUG) KOl HE ava@opd O€ S0COAOYIKA OXMUATO,
BepaTEVTIKOUG KUKAOUG, Stdpkela Bepamelog Kol EMAVAANTITIKOTNTAH KUKAWY, UE GUVOSA
KpLTNpLa EVTagnG/amokAELT OV /ATTOTUXIOG oy WYTG.

El8ikdTepa, 0TV KATNYOPLOTIONON TWV OEPATEVTIKWV CYNUATWY, GUVEKTIUNONKAY 0T
Slapdép@won Tovug:

BepamevTikd oxNuata Tov €xouvv MON EYKPLON OTNV  AVAQEPOUEVT] YPAUUN
Bepatmelag, TEKUNPLWHUEVO ONUAVTIKO KALVIKO O@QEAOG £VAVTL AAAWY BEPATIEVTIKWV
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ H

OYMUATWY, TEPLYPA@OVTAL OTLS SleBveils 08nYieg pe onpavtiko Babud tekunpiwong
KOl KOTA CUVETIELX ATTONULWVOVTOL ATTO TOV AOQUALGTIKO (POPEX

BepamevTiKG oYNUATA TOU €youv NON EYKPLOT OTNV QVAPEPOUEVN] VPO
Bepamelag, TEKUNPLWHUEVO CTHAVTIKO KAWVIKO OQEAOG EVAVTL AAAWV BEPATIEVTIKWV
OYNMUATWV OTIWG KATASEIKVUETAL ATIO TIOAVKEVTPLKEG UEAETES LOLaitepnS PBapvTnTOg
aAAQ ToV xpelalovTal PEYAAUTEPO SLACTNUA TTapakoAlovOnong Yo va embeifouv
TAEOVEKTNHX OULVOALKNG emBlwong Teplypagovtal otis Olebvels odnyieg ue
ONUAVTIKO PBabpd Tekunplwong kKal KATA OCUVETELN OTOlNULWVOVTAL ATO TOV
ACPAAMOTIKO @opéa (0 avapovy NG emavasloAdynong TG GUVOALKNG aglag Twv
oYPLpwyv Sedopévwy Toug)

BepamevTikd oynUata Tou €youv NON EYKPLON OTNV AVUEPEPOUEVT] YPALUUT
Oepamelag, aAAd eite w@EEAOVV OUYKEKPLUEVEG opGdes aocBevwv, eite £xouv
TEPLOPLOPEVO OPEAOG/ 1] KL OTUAVTIKY TOEIKOTNTA £VAVTL AAAWV EYKEKPLUEVWV
BEPATEVTIKWY GYXTUATWY TIOV ET{OTG ATTOTULWVOVTOL KL TIOV 0TLS SteBveis 0dnyleg
EVOEXOUEVWG TIEPLYPAPOVTOL LE ALYOTEPO OTUAVTIKO BaBud tekunpiwong.
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ H

OEPANEYTIKA NMPQTOKOAAA TA TH OEPANEIA ENIKTHTHZ
AIMOPPO®IAIAZ KAI ENIKTHTOY 2YNAPOMOY VON

WILLEBRAND
ICD-10:
e D68.31 Awoppayikn dtaBeon ou odeldeTal otV al€non Twv AVILCWUATWY
€vavtL tou napayovta VIl
e D68.32 Alpoppayikn 61aBeon mou odelletal otnv alENon TwWV AVTLIOWHUATWY
EVaVTL AAAWV TTapayoviwy RENG

AU€&non tou(twv):
* QVTIOWMATWY £vavtl Tou tapadyovta Von-Willebrand

A. ENIKTHTH AIMOPPPOOIAIA

I'ENIKA

O eniktnteg Alpoppodidiec amoteAoUv omAVIEG, OAAG QTEIANTIKEG Yol TN {WH OLUOPPAYLKES
Slatapay£g mou anattouv gykatpn Stayvwaon Kol Bgpareia and AlpatoAoyous. Xapaktnpilovral
and awpvidla Evapén aluoppaylkwv ekdNAWCEwWY, eVioTe ameAnTIKWV yla Ty {wh, o€ acbevn
ME QPVNTLIKO LOTOPLKO OLoppayiag KoL apvNnTIKO OLKOYEVELOKO LOTOPLKO alloppaylog Tou
T(POKOAE(TAL OO AUTOAVTIOWHATA EVAVTL EVOG TTAPAYOVTA TTRENG.

H ouvnBéotepn popdn (>90% Twv mepmtwoewy) lval n Eniktntn Awwoppodlia A (Acquired
hemophilia A, AHA), n omoia xapaktnpiletal and tTnv Mapoucia CUTOAVIICWUATWY EVAVTL TOU
ntapayovta VI (FVIII). Imoavidtepa Ta AUTOOVTLOWHATA UTopel va kateuBUvovtal £vavtlt GAAou
napayovta mAENG cupmepthapfavopévwy twv FVIIL kat FV. H AHA pmopet va gudaviotel os
cuvluaoud Pe autoavooa voohpata, kakonon voonuoata, AfPn pappdkwy, AoLHWEELS 1 KATA
v Aoxela. Qotdoco oto 50%-60% Twv MepUTTwWoewv, 6ev PBplOKETAL KAVEVAG OULTLOAOYLKOG
mapayovtag. H emintwon tng ekTdtal os 1-4 MEPUTTWOEL AvVA EKATOUUUPLO, N omoia Baivel
auéavopevn. OL cuvnBelg awpoppayieg adopouv To Sépua Kal toug PAevvoydvoug, HUEG Ko
pHoAQKOUC LOTOUC, evw Ta aipapBpa mou tumikd spdoavilovral otnv cuyyevr) Alpoppodihia,
onavifouv. Av KaL n TARPNG Udeon emITUYXAvVETOL O Tepmou 50% twv acBevwv Tou
AauBavouv avoooKaTaOoTAATIKY Bepamela MpwTNEG YPAUUNG, OL Tieplocotepol acBeveic (80%)
teAkd pBavouv oe mARpn Udeon PeTA anod SLaUeco XPoviko dldotnua 10 eBSopadwv. Metd T
SlOKOT TNG QAVOOOKATAOTOANC, TepPimou Tto 25% Twv aoBevwv umotpomialouv. Itnv
EYKUHOOUVN 0 Kivduvog UmoTpomn¢ eival mepinmou 22% oe eMOUEVEG EYKUMOOUVEG. H Bvntotnta
unepBaivel to 20%, kot odeidetal kupiwg elte oe Aoluwéelg mou oxetilovral e
0vVOOoOKATOOTOATIKN) Oepameia (mepimou 20% twv Bavatwv) | TO UTOKE(HEVO voonua
(kakonBela).
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

AIATNQXH

H &8udyvwon Baoiletar otnv mapdtacn Tou XPOVOU EVEPYOTIOMUEVNG  UEPLKNG
BpoppomAactivng (activated partial thromboplastin time, aPTT) pe @uoloAoywkeg Tig
vmoomeg Sokipuaoies aviyvevong g awpdetacns [xpdvog mpobpoupivng (prothrombin
time, PT), Ivw&oydvo].

EmiBefaiwvetal pe v dokipacio Hel€ng pe @UOLOAOYIKO TAACUX KATOTILV EMOACTG GTOUG
37¢ C eml 2 wpeg, n omoia advvartel va S10pBwoel TNV TAPATACY, KATASEKVUOVTAG TNV
Tapovoia avactaAt) TG ™ENs. O TITAOG TOU avaoTaATy VToAoyileTal pe v SoKlpaoia
Bethesda kot ek@paletar oe BU/ml. H Sidyvwon emo@payiletal pe tnv PETPNOT TWV
emméSwv touv mapdayovta FVIII, mov eival eAattwpéva.

OEPAIIEIA

AmooxoTel a@evOG 0TV AVTIHETOTILON TWV ALUOPPAYIKWOV ETMELCOSIWV KAl APETEPOV TNV
efarewm tou avaotaAt) (Lakpoxpovia Bepameia).

A 6k£A0G: AVTILETWOTILGT) ALpoppayiag

XpnowoTmolovvtal Tapayovtes mapakaulng (bypassing agents)

o Avaouvduvaopévog evepyomompevos mapdywv FVIla (r-FVIIa) oe 66on 90ug/Kg ava
2-3 wpeg €wg 0Tov emitevyOel aootaon. Ta pecodlaoTipata kot ot 860elg pmopel
va tpomomomBolv avoddyws Ttng PBapdntag Tng awgoppayiag aAAd KoL Tou
BpopBwtikol kivdvov Tou acBevois (amatteitat e€atopikevon).

o EvaAlaktikd upmopel va yopnynOel evepyomomuévo mpoBpopufivikd cUumAsyua
(aPCC -FEIBA) o€ §6om 50-100 IU/Kg ava 8-12 wpes. Opoiwg ot §6oetg Svvatal va
TpomomomBovv (efatopikevon).

e H xopnynon twv moapaydévtwv mapakapyms (r-FVila) ovviotdtar emiong
TIPOPUAAKTIKA TPV amo emepBatikn pébodo.

e AX\oL avacuvSUaoHEVOL ) TAQOUATIKOL TTApAyovTeG KaBws Kal 1 SeopoTpeaaivn
(DDAVP) 6ev ouvioctwvtal, Tapd uovo av dev elval StabBéoyol oL TapayovTeg

TapaKkaumg.

e *To HOVOKAWVLKO avtiowpo emicizumab, sival eykekpLUEVo Kal XpnoLUOTOoLELTOL
w¢ mpoduAaktiky Bepameia acbevwv pe kKAnpovoulkn atpoppodhia A pe n
Xwplc avaotaAtéc. Eni tou mapodvroc dev €xel enionun €vésitn otnv AHA, aAAa
£XEL XpNOLUOTOLNOEel PUE KAAA ATIOTEAECUOTO O TIOANEG TIEPUTTWOELG A0OEVWV
KoL O€ QPKETEG OELPEC. B okéAog: EEadenm avaotaAm

Tuviotatal OAot ot aoBeveig pe emiktnTn Awoppo@iia  dueca va  EEKLvroouv
VOO OKATAGTAATIKY XYWy
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e Oepameia MPWTNG ypapung: Koptikootepoeldn 1mg/Kg/muépa yia 4-6 efSopnadeg,
Hova 11 o€ ouvdLaoUO e KUKAo@wo@auidn 1.5-2mg/ Kg /muépa yla peyloto ewg 6
eBdopadeg.

o Oepamela devtepng ypapuung: Xe mepimtwon amotuyiag 1 cofapwv avtevdei§ewv
™m¢ Bepameiag MPOTNG YPAUUNG, CUVIOTATAL aywyn HE avTi-CD20 povokAwvikd
avticwpo_(rituximab). Abvatal va xpnoiuomomBel povo 1 e cuvduvacuo pe GAAa
OVOCOKATACTAATIKA @Appaka, o€ 660m 375mg/m2 ava efdouada et 4 eSopades.

o Y& avBekTikoVG otnV Bepameia avaoTaATEG SuvaTal va xpnolpomonBovv Sid@opot
ouvlLAOHUOl AVOOOKATACTOATIK®WV KOl KUTTAPOTOSIKWOV  QUPHAKWY  OTIWG:
Bwkplotivn, kukAoomopivn, afabelompivn, tacrolimus, mycophenolate mofetil
(CellCept), sirolimus.

MapakoAoV0161) AGOEVOV LLE ETKTNTI ALLOPPOPALX

o Metpnon mapayoviwv TMENG kol TITAOU avaoTOAT] ava efSopdda Katd T
SLAPKELX TNG OVOCOKATHOTOATIKNG Ogpameiag Kot €Ml MANPOUG AVTATIOKPLONG
TApPaKoAoVON oM avd 6unvo.

B. EMIKTHTO 2YNAPOMO VON WILLEBRAND

I'ENIKA

To emiktnto ovvdpopo von Willebrand (Acquired von Willebrand syndrome, AVWS) eivat
efalpetika omavio. ExkdnAwvetat  Slaitepa 0TOUG NMAKIWUEVOUG aOBEVEIS HE TTILEG
ALLOPPAYIKEG EKSNAWOELS.

To AVWS mpokaAeital amd Std@opouvg pnyaviopols. Ot onpavtikdtepol, mapepfaivouv
Héow auinuévng kabapong tov mapayovra vW (VWF), péow Snuovpylag el8ikwv 1 un
€KWV AUTOAVTICWHUATWY TIOU OXNUATI(OUV KUKAO@OPOUVTA OVOGOCUUTAEYLATA, HECW
TPOCPOPNONG TOU ATIO TA KAKONON 1 dAAa KOTTAPA, HECW ATTOSOUNONG AOYW QUENUEVNG
StatunTiknig tdong (shear stress) amé v petaArompwtedon ADAMTS13, kot péow
AQUENUEVNG  TIPWTEOAVTIKNG Spactnplomrtag. Xe acbevels pe AEP@POVTEPTAACTIKA
VOO|UATA, OCUUTEPIAAUBAVOUEVWV TWV TANCUATOKUTTAPIK®V SUoKpaAowY, Sld@opotl
unxaviopol pmopel va odnynoouvv ae AVWS, aAdd o€ kavévav amd autols Tous acBeveis Sev
Bpednkav avtoavtiowpata évavtl tov VWE. Ze oAU Atyous acBeveis £xel meplypael 6TL
To AVWS mpokaAeitat amo petwpévn ovvBeorn tov vWF (m.x. utoBupeoeldiopdg), Stkomaon
tov VWF pe T pecoAdfnon mAacuivig ov oxetiletal pe vmepvwdoAvon, 1| amd GAAov
AYVWOTO UNYavIopo (VOG0G amoBNKevon s YAUKOYOVOU, (ApUaKa).

To AVWS oxe80v mavta oxetiletar pe vmokeipevo véonua. H mAsoymneia twv
TEPITITWOEWY  EXOUVV OUVEEDEl PE AEUPOVTIEPTIAACTIKA 1) GAAA OLUATOAOYIKA VOOTUATA

Eniktntn Alpoppodidia kat Entiktnto ocuvépopo vW | 8



ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ n

OTIWG TA HUEAODTEPTIANOTIKA VEOTMAARCHATA, KAKONOELEG, qUTOAVOCA VOOTUATQ,
KapSLoAOYIKEG TabNoels, AOUWEELS, UTOBUPEOEISIONOG Kal oplopéva  @appaka. Ot
TEPLOCOTEPES TEPITITWOELS EP@avilovTal o€ peydin nAkia (Stapueon tiun 62 €1n) Kupiws o€
aoBeveig pue kapdlayyelako voonua, kKakonoela 1 Aep@olTEPTAACTIKO VOO U KAB®E KAl
0€ TIEPLTITWOELS LOVOKAWVIKNG YaUPaTaBelag akaBoplotng onpaciag (MGUS), (Mivakag 1) .
[Tepimov To MOV TWV AcBEVWV £X0UV HX Aep@OVTIEPTAACTIKY Statapaxt, To 20%
KapSlayyelakn altia, cupTepAAUBavVOUEVNG TNG GTEVWONS TNG KOPTHS KAL TWV GUGKEVWV
vmofonfnong TG aplotepns kKoldiag (Left Ventricle Assist Device, LVAD), 15%
HUEAOUTIEPTAQOTIKGO  veOTAaopx (kuplwg Slomadr) Bpopfokuttdpwon), evw £xouv
TEPLYPA@EL Kal SLA@opa ALyOTEPO CUYVA EP@aVI{OpEVA aiTIA.

Ewdwotepa to AVWS amo ta puedovmepmAaotikd veomAdopata (MYN) oxetifetatl kuplwg
ne aAn 61 moAvkuTTapapia kat Wlomadn BpopfokvtTapatpio, aAAd pmopel va ep@avicBel
Kol o€ TPWTOTadn pueAoivworn kKol xpovia UVEAOYEVT] Aguyaluia, kKabws kal oe ofeia
Agvyopio. Tapdtt oL TApAyovTeG KIvEUVOU Yo TNV eu@avion alpoppayiog ota MYN Sev
elvat amoAVTws kaboplopévol, oL TEPLOGOTEPEG AVAOKOTINOELG KATAAYOUV GTO OTL O TIOAU
vmAdg apBudg awometadiwv (>1500x109/L) eival onpavTikog TapAyovtag Kvdvvou.
IOUQVA PE UEAETEG UTIAPYEL avTioTpo@n oxéom PETall Tou aplBpol Twv ALUOTETAAIWY
kol Tov Adyouv VWF: RCo/Ag 1} vVWF: CB/Ag oe acBeveic pe MYN. Q01660 0TNV TTPOOTITIKNY
oelpd Twv Mohri et al aAAQ KoL 0€ TILO TIPOCPATES GELPES, 0 SLAPECOG APLOUOG ALUOTIETAALWY
Twv acBevwv e MYN kat AVWS fjtav povo 638x109/L (eVpog, 120-1305 x109/L), yeyovog
IOV VTIOSNAWVEL OTL TIPOCOETOL TAPAYOVTEG KIVEUVOU, OTIWG Ol AELTOUPYIKEG SLATAPAXES
TWV APOTIETAA WY, cUPBEAAOVY oV alpoppayia. QG ek TOUTOU CUVIOTATAL ATIO APKETOVG
gpeuvnTeg oL aoBeveic pe MYN kot apoppayia va eAéyyovtal téoo yio AVWS 660 kat yio
AELTOVPYIKES SlaTtapaxés Twv alpometodiwy (BAEme ke@aAalo: Ph- MuelobmepmAaoTika
NeomAdaopata). MapaAAnAa ot acBeveis autol gp@avitouv kat auinuévo kivéuvo
Bpoppwong mov pmopel va avinbel mepaltépw amd TV @appolopevn Bepamela yia Ty
alpoppaylia.

Apketéc  kapSlayyelakés Satapoyés (OTwG ouyyevels kapSlomabeles, TPOCOETIKES
BaABiSes kal evéokapSlakés ouokevéG) €xouv cuvoxetiotel pe AVWS. Tlepimov 20% twv
evnAlKwV pe ovyyevels kapdlakég madnoetg £xouv AVWS Tov o@eleTaL 0TV EAATTWOT TWV
moAvpepwV Tou VWF umAol poplakol Bapous, wg amoTéAeopa auinuévng SLaTunTikng
Tdomng (shear stress) kalt ™G emakOAoLONG ATOSOUNOTG TOUG, OTIWG EMIONG KOL OF
EVKOAOTEPT TTPWTEOAVON amd To évlupo ADAMTS13. Adyw NG avinong g ep@UTEVONG
poviuwv LVADs kat g xpriong HeRpavav e§womwpatikng ofuydvwong pe pepufpavn, o
emmoAaopog tov AVWS aviavetal Ta kapSlayyelakd aitioe avTImpoo®wTeVoUVV £wG KoL TO
40% Twv Stayvwopevwv onpepa aVWS, 0Twg avagépetal o Tpoéo@ateg avackomoels. To
AVWS mov oxetifetal pe LVAD moapatnpeital Kupiwg UE CUOKEVEG TPWTING KAl SEVTEPTS
YEVLAG, Kt o€ KPOTEPO BaBuod pe TPITNG YEVIAS.

[Swaitepn voooloyikn ovtotnta amotedel to oVvdpopo Heyde mov mepllapfavel tnv
EUPAVIOT O€ NAKIWHUEVA ATOUX YOAOTPEVTEPIKNG ALUOPPAYIAG 08 GUVOVAOUO LE OTEVWON
™G aoPTNS AOYw aoPEOTWOoNG, KAl O@EIAETAL OE ATIWAELX TWV PEYAAWVY TIOAUUEPDV TOU
mapayovta VWFE Adyw ™G Statuntiknig tdong (shear stress) kat g Siaomaong tov VWF
amd Vv petaAldompwrteivaons ADAMTS13. H tavtdxpovn mapouvsia ayyelodvomiaciwv
Sev elval MANpwG katavonth, OAAG pmopel va ogeidetal oe  éva ouvSuacpd NG
(PUGLOAOYLKNG YNPAVONG TOU ayyelov Kat TG BAABNG TwV apoTETAAlWY, TIApAYOVTWY
amopaitnTwy ya T Slatipnomn tou ayyslakov evéodniiov. Ta cupmtopaTa apoppayiag
VTIOXWPOVV oLVNOWG HETA TNV AVTIKATAGTAOT TG BaABiSag.
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AIATNQXH

Avadoya pe v mabo@uolodoyia Tou cuvdpopov, oL TieplocoTePeG mepmTwoelg AVWS
ppovvtal ouyyevn voco von Willebrand (vWD) tOmovu 1 1) 2A. H Siadyvwon tov Baaciletal
0TO LOTOPIKO TOU acBevols, otV EAAELPN OLKOYEVELAKOU LOTOPLKOU OLUOPPAYIKNS VOOOU
KOl 0TIV £pYaOTNpLaKn afloAdynon twv mapapétpwyv touv VWFE. H epyaotnplakn Stayvwon
glvat SUoKOAN YU aUTO KoL ATALTEITAL ) CUVEPOUN ECELSIKEVIEVOV EPYATTNPLOV ALUOGTAOTG.
01 e€eTaoelg SLAAOYNG YL TNV TIPWTOYEVN Kal SEVTEPOYEVT] apdoTaot ivatl Tadoloyikés. O
XPOvog GUYKAELONG IOV UETPATAL PE TN ¥priomn Tou avaivuth PFA100 eival mapatetapévog
kot o APTT elvau emiong ouyva mapatetapévos. H Sokipaoia avauiEng 1:1 pe @uololoyiko
TAdopa Seiyvel oparomoinon tov APTT, 810tL o avtiBeon pe tnv AHA, Sev utapyel utapxet
avaotoATtns évavte tov FVIIL

Ta amoteAéopaTa TWV EPYACTNPLAK®V €EETATEWV Yo To AVWS elvat TTapOpoLla e auTd Tng
vWD kat pmopel va mepAapfavouy pelwpéves tipeg tov VWE: Ag, tov vWF: RCo kat tou
FVIIL: C, (BAéme mpwTtokoAA0: Nooog von Willebrand). H avaivon twv moAvpepwv tov vVWF
UIopel va eivat UOLOAOYLKY), AAAG EVEEXETAL VO ATTOVGLAlOUV T VMAOU popLakov Bapoug
moAupepn (HMWM), elkdva tapdpola pe avty g vWD touTou 2A.

Omwg 161 avaeépbnke Ta autoavtiowpata maifovv péAo otnv TaboyEévesn opLoUEVWVY
aoBevav pe AVWS, 18laitepa o€ ekelvoug Pe AEUPOVTIEPTIAACTIKA VOO LA TA. € avTiBeon pe
v AHA 1 omola o@eidetal o e§oudeTepwTikd avtoaviicwpata katd tov FVIII, oto AVWS
TO QUTOAVTIOWUATA UTOPEL va TIpokaAéoouy Sopkég 1) Aertoupykés Satapayés tov vWE,
elte mapepPaivovtag ota alpomeTdAla 1) oty déopevon tov VWF pe To KoAAayovo, 1) otV
avinon g kabapong tov VWF amo mAdopa. Movo to 20% twv aobevwv pe AVWS gyxouv
avtoavTiowpata katd tov VWF, yeyovog mov uvmodnAwvel 0Tt ot Stabéoiues pébodol umopet
vV UMV Eval EMAPKWS evaiotnTeg yla TNV aviYveuon Twv avTIoWHAT®wY 1| 0Tt To AVWS
umopel va unv €yel mavta avtoavoon PBaon. Iap o6Aa avtd, 1n mapovoia avti-vWF
QUTOOVTICWUATWY O oUVSUAOUO UE aluoppaylkny Siabeon kabBuotepnuévng evaping,
APVNTIKO OLKOYEVELNKO LOTOPIKO ALHOPPAYING, EPYACTNPLAKA EVPTUATA TIOV HIHOVVTAL TN
vWD kot Omapén vmokeipevng vocov mouv ouviBwg oxetiletar pe AVWS, evioyvouv
TeEPALTEPW TNV Sldyvwon touv AVWS. EmumAgov, 11 TapakoAovOnon twv emmédwv Twv
QUTOAVTIOCWUATWY UTIOPEL va fonBnoel otV TapakoAoVON O TNG ATTOTEAECUATIKOTITAG
™G Bepameiag. Tnv tedevtaia Sekaetia €xovv avamntuyBel Sokpacieg ELISA pe vyman
EBIKOTNTA TIOV ElvaL XP1IOLUES OTNV SLAYVWOoT).

Ye aoBevels pe MYN mou ep@avilouv alloppaylkes ekONAMOELS 1) VAL ACUUTTWHATIKOL Kot
€xouvv LYPNAO6 aplBpod awpometarionv (>1.000x109/L) poteivetar pétpnon tov vVWF: Ag, Tou
vWF: RCo kat tov FVIII: C yiwax ™ Stdyvwon tov AVWS, eve SlakomTeTal 1} €V ouvioTaTal 1
AMym aomipivig avtiotoya (BAETE TPpwTOKOAAO: Ph- MugAoimepmAaotikd NeomAdopata).

OEPAIIEIA

H Oegpameia ™G awoppayiog mowkiAder avdioya pe ™ oofapdtntd Tng, TNV
aVaoTPEYIUOTNTA TNG VUTOKEUEVNG alTiG Kol GAAEG OGUVUTIAPXOVOEG OULUOCTOTIKEG
Statapoayég (Y Tig omoleg Ba mpémel va xopnynOel n kataAAnAn Bepameia). ' v o
oofapn awloppayia, TA ovpumuKvopata Tov Tapdayovta von Willebrand (VWF)
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XPNOLUOTIOLOVVTAL HOVA TOUG 1) 0€ GUVSUAOHO PE AAAeG peBOSoug TTou cuvolyii{ovtal atov
Tivaka 2. AvoAutikoTtepa:

e H yopnynon ev8o@AéBlag avocoo@aipivng (1 g/kg /muépa yia 2 nuépeg 1 0,4
g/kg/muépa ywa 5 nuépeg) SlopBwvel TIS epyaoTnplakés avwpadies péoa oe 24-48
WPEG KAL BEATIWVEL TA CUUTITOHATA aLpoppayiag oe mepimtwon vmokeipevou IgG-
MGUS (aAAa 6xL oe IgM-MGUS), kabwg kot oe AVWS dAAng avocoAoyikng attiag. Ot
eyxVOElG avocoo@alpivig pmopel va €gouv apeco Bepamevtikd amotéAeopa. H
KAWLk  avtamdkplon Swaxpkel mepimov ywr 21 muépeg kat 1M TMEPLOSIKY
ETIOVAXOPNYNON UTIOPEL VO 08N YN OEL O€ TTAPATETAUEY avTaTokplon. H xoprynon
TPedVI{OVNG, AAAWY AVOCOKATAOTOATIKWVY Kol Rituximab emiong £xouv meprypapel
ot BBAoypaia pe mokida amoteAéopata.

o Y& aocBeveig pe AVWS mou oxetiletal pe IgM-MGUS, 1 IVIG Sev elval xpriown Kot m
Oepamela ovvioTaTAl 0f CUUTUKVOUATA TAPAYOVTWY Yl VO OTAUATHOEL 1)
algoppayia kat MAacpa@aipeon yia ) peiwon g IgM M-pwteivng.

e H amotedsopatikdétnta ¢ Yopriynons mapayovra VWF/FVIII MAQopaTiknG
TPOEAEVOTG EIVaL TIEPLOPLOPEVT], KABATL AUTOG UTIOKELTAL ETIIONG OTOV VPLOTAUEVO
UNXOVIOUO KATOOTPOENG. Ze Tepimtwon kapSloAoyikng emepfaong  yopnyeital
Aueca TPOEYXEPNTIKA  e€wyeviic  mapayovtas VWF  yia v mpoAinym g
alpoppayiag, aAAd Adyw avénuévng kaBapong Tov Tapdyovta, ouvnBws xpeldleTal
emavayopnynon g 86ong. H katdotaon vmotpomialel oe ePIMTWOT VTOTPOTING
™G KApSLaKNG avwpaAiog.

o Ilpémel va emonuavOel 6tL n Ogpameia Twv AVWS kol 11 QVTILETOTILON TWV
QALLOPPAYIK®V EKSNAWOEWVY eEapTATAL ATO TO €(60G TG UTOKEILEVNG SlaTapaxns.
'Onwg mpoava@épbnke, . xopnynomn eEwyevoig mapdyovta VWF/FVIII aAdd kot
Seopomnpecoivnig (DDAVP) £xet SeiyBel OTL €xouv TEPLOPLOPEVT] AULUOOTATIKY
QTIOTEAECUATIKOTNTA OTIS TEPIMTWOEL  eAdTTWONG VWF Adyw KATAoTPOEMNS.
AvtiBétwg 1 Bepameia VTTOKATACTAONG €lval ATMOTEAECUATIKY] O€ TEPIMTWON
HELWMEVNG oUVOeonG Tov Tapdyovta VWF. Ze coBapés alpoppayKeg TEPITTWOELS,
mov 8gv amavtolv OTIS Topamdvw BOepameieg €xel avagepBel n ypron ToL
avacuvdvaopévou evepyomompévou mapayovta VII (r-FVIia).

e Y& aoBeveic pe MYN n kuttapopeiwtiky Ogpameia éxel SeyyBel ot €xel wg
amotéAeopna tn BeAtiwon tov AVWS, kat Oa pémel va amotedel emiAoyn o€ aoBeveig
He oawpoppayia. Zuvnbwg, OUws Sev eival AUECK ATIOTEAECUATIKY Kol UTopel va
amottovvtal emmAéov Bepameieg o aobeVeEl§ IOV ALPOPPAYOVV EVEPYH. BEWPNTIKA
to DDAVP Ba mpémel va eivat 1 mpotipwpevn Oepameia, emedn o VWF mov
amelevBepwvetal amd Ta evéobnAlakd kUTTapa TEPLEXEL TTOAD LYMAOY poplakon
Bapoug ToAvpept], LEYaAUTEP AT gKelva IOV TreplExovTal ota okevaouata VWF.
Qoto600, To DDAVP pmopel va amotiyel o€ KATAoTAOELS 0&elag atpoppayia eiartiag
™G ToyvLAatiog 1§ eav N kwnrtomoinon tov VWF amnd t de€apevn amobrkevong
Tov evloBnAiov £xel 10N Yivel péow GAAWY uMyaviopwy. Ta ava@ePOUEVA TTOGOGTA
emituyiag tov DDAVP oe aoBeveic pe MYN kot peyaAn awgoppayio avépyovtal 6To
21%. I'a ta okevaopata tov VWF emiong dev avagépovtat vymAdtepa TOCOOTA
emtuxiag, oAAG oVp@wva pe oplopévous el8kovs vPMAGTepeS SO0EL TwV
okevaopatwy autwyv (m.x. 50 IU/kg 2 1 3 @opéc nuepnoing) odnyolv oe kaAvtepa
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amoteAéopata. EvoAdaktikd, oe cofapt apoppayior avOeKTIKY 0TI AAAEG HOPPES
Bepameiag umopel va xopnynet o r-FVIla.
o  Ava@oplkd pE TNV AVTILETWOTLON Tou BpopfwTikoy Kivévou o€ auTOUG

TOUG a00evelg, CUVIOTATAL TPWTOYEVNS TPOPUANEN HE aoTpivn YEVIKA
OTNV TOAVKUTTApPALia Kot otny Wlomadn Bpopfokuttdpwon, €kToO§ av
avtevdeikvutat Ot kUpleg avtevdeilelg elval 1 Sucavedia kot n apoppayla,
eV Tekunpwpévo AVWS oe acBevels ywpic awpoppayio Tpémel va
Bewpeital emiong avtévdeldn.

Y& QOUUTTWHATIKOUG ooBevelsc pe TOAV VYMAG aplBud alpoTETOAIWY
(>1500x109/L), o6mov @aivetar 0Tt To AVWS elvar ouyvd, cuviotatat 1
£vapen s aomipivig va avaBAAAETaL HEXPLS OTOU TA ALUOTIETAALX POACOUV
<1000x109/L PETA ATIO KUTTAPOUELWTLKN BepaTeia.

Edv og aovpntwpatikovg acBeveis pe AVWS epgpaviotel Bpopfospfoiko
eMEL00610 oLVNBWG YopNYoUHE avTIOPoUBWTIKA @APUAKA OTIWG KAl GTOV
Yevikd MANOuopd. Autd TEPAAUBAVEL TA AVTIXLUOTIETHALOKA PAPUAKA YIX
TA OPTNPLAKA CUUPBAVTA KOl QVTITINKTIKA yia Ta @AePkd ocvppavta. Ze
TEPIMTWON  TAUTOXPOVNG EUPAVIONG BpoUBwWTIKOU KAl AUOPPAYLIKOV
emeloobiov, N eMAOYT KAl 1] §0G0A0YIA TWV PAPUAKWY EEATOUIKEVETAL, UE
YVOLOVA TNV ATOQUYT] KATA TO SUuvaTov @apuaKwy Le ueyaAn Bpoufoydvo
Spdom kat TN xopnynon avtifpopfwTikwy oty £VTaon TOoU amalteitaol
aAAG va gival avekT).

Mivakag 1. Noonuata Kal KATAoTAOELS TTOU GLVEEOVTAL UE TNV Ep@dvion AVWS.

Noonuoata

NeomAaopatikad | AtpatoAoyka: MGUS, MoAAanAo M\puéhwpa, Makpoodatpvatpio

voonuata Waldenstrom, Xpovia Aepdokuttapikn Asuxatuia, Tpixwtn
Aevxauuia, Aepdwpata, ISlomabng BpopBokuttdpwaon, AANBAG
TIoAUKUTTapaLpia, Xpovia pueloyeving Asuxatpia,

Juprnayeic oykol: Oyko¢ Wilm’s, Adevokapkivwpa mvelpova Kot
oupobOYoU KUOTEWG

Autodvooa ZUOTNUATLKOG EpuBupaTwdNG AUKoC, Autodvooeg Bupeoeldomndbeleg,

voonuata Nooruata cuvdetikol Lotou, GvHD

Oadpuoka AvtiBlotika (ypileodouABivn, outpodAofacivn), AVTIETUANTITIKA
(BaAmpoiko ofu), Mapayovteg Statripnong evdayyelakol OyKou
[plasma volume expander (HES)]

AN Kapdlomabeleg (Itévwon aoptrng, 2uyyevelc kapSlomabeleg,
MNpontwon ptpoetdoug, LVAD), Aolpwéelg (lol, Mapaotta), Oupatuia,
Ayyeloduomnhacia yootpeveteptkoU, AoBnAtng

Conditions
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Nivakag 2. Ospaneieg yia to AVWS

Ospaneieg

Adon

IXOALa

Osepanseieg Mou anookonouv otn Bepaneia tng atpoppayiag (f otnv tpoAndn TG XELPOUPYLKAG

awpoppayioag)

DDAVP (Aecponpeooivn)

IV 0.3 pg/kg (néylotn
660n 20 pg) in 50 mL
N/S evtog 20 min

e Mnopeiva
enavoAappavetat kabe
12 éwg 24 wpeg, aAAa
urnopel va epdaviodel
tayuduAalia peta amno 3
€wc 5 doosLg.

e [apakoAolBNnon tNg
avtanokplong oe 1 kot 4
wpeg (mpoadloplopdg
Sdpaoctikotntag VWF kat
FVIII).

e [lapakoAouBnon
eruunédwv Na opou petd
amno 2 €wg 3 600ELG TPOG
arnoduyn
urovatpLlatpiag (Unopel
va xpelaotel dStakomn).

e [Ipoooxn otn xpron tou
oe 00Beveig pe
KapSlayyelakn vooo.

Tuprnukvwpata VWF
(MAaopatikdgFVII/VWEF
avaouvéuvacpuévog VWF)

MAOOUOTIKOG
napdayovtag: Zuvnong
apxtkr 66on 40 - 60
units/kg IV
Avoouvbuaouévog:
Juvnong apxikn 66on 80
units/kg IV

e [lapakoAouBnon tng
avtanokpLlong
(6paotnplotnTeEC VWF
kat FVIII) og 1 kat 4 wpeg
yla va ektiunOet o
XPOVOo Nuwn.

e Mpooappoyn e doong
KQLL TNG OUXVOTNTOG
€yxuong avaioya He TNV
KALVLKH) TTOpEiaL.

e Efetdorte 10 evde)xOUEVO
ouvexoUG €yxuong Qv n
Bepameia ival
QmoTeAEOUATIKA OAAG O
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XPOvoG nu{wn¢ eivat
HLKPOG.

AVTIIVOSWAUTIKOI TTaOpdyoVTEG
[TpaveSapiké (TXA) R &-
apivokatrpoiké (EACA)]

TXA: 10 mg/kg IV 3
dopec/nuépa i 25mg/kg
per os KaBe 6 €wg 8
WPEG

EACA: 25 ¢wg 50mg/kg
per os 4 popég/nuépa

Mmopei va
XxpnoluomnounBel
omoloobnmote
TIaPAyovTag.

M'evika xopnyouvtal wg
OUUTTANPWHOTIKN
Bepamnela pe AAAEG
Bepaneleg.

Meiwon tng doong
anatteitol oe acBeveic
HE VEPPLKI QVETIAPKELQAL.

Avaouvduaopévog
gvepyoTtroinpévog VIl (rFVlia)

Juvnong 66on 90ug/kg
IV kaBe 4 £wg 6 WpPeC

Xpnotuormoleitat emt
ameANTIKAG yla tn {wn
oLoppayilag LETA TNV
amotuxia AAAwv
Bepametlwv.

Na anodelyetal o
aoBeveig pe
KapdLlayyelako kivéuvo.

Ogpanseieg MOV ANooKonouv otnv avénon twv emnédwv tov VWF Kat tTnv pHeiwon Twv

OLUTOOVTLOWHATWY

IVIG

1 g/kg /nuépa yia 2
nuepes N 0,4 g/kg/nuépa
yla 5 nUEPEG

Mo amoTEAECUATIKY OE
MGUS IgG kat og AAAEG
TIEPUTTWOELG TIOU
npokaAolvtal ano
QUTOAVILOWUATA.
Mmnopel va xpelaotouv 2
€WG 3 NUEPEC yLa
anotparnetl n avénuévn
kaBapaon tou VWF kat va
auénBouv ta enimeda
SpaotikétnTag tov VWF
o€ aoBeveic mou
avtamnokpivovtal otn
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Bepaneia.
M\aopadaipeon e Mia ouvebpia 1 €wg1,5 Mropei va
OyKoU MAAOATOG KAOe xpnotuomnownBetl wg

2 £wG 3 NUEPEG

TIPOCWPLVO LETPO (OE
OUVOUOOUO HE AANEG
Bepaneieg) o aobeveig
HE TTOAAQTAG pHUEAWUA R
nakpoodatpvatpia
Waldenstrom aAAsg
Slatapayeg pe vpnAa
enineda mopanpwteivng
IgM

ITIC TIEPLOCOTEPEC
TIEPUTTWOELG, YivovTal
OUVOALKA 3 €w¢ 5
ouvebplec.

QG uypO OVTIKATACTACNG
XpnolJoroleitat
aABoupivn.

H vmoxeipevn Statapay mov evBuvetal yia to AVWS Ba Tpémel va avTILET®TI{ETAL OTIOTE
elvat Suvatov. T'a v awoppayia xpnopomolovvtal ot l8ikeg Bepameieg. Ta @appoKa
UTTOPOVV VX GUVEUAGTOUV O€ TIOAAEG TIEPITITWOELS. AAAEG BepaTeles e GAAOVG PUNXAVIOUOVG
Spaong €xovv TEPLYPAPEL 0E aVAPOPES TIEPITTWOEWV- Tlapadelypata mepllapufdvouv
pLtovElpaumn  (voooKATAOTAATIKY), TN AevaAlbopidn (avti-ayyeloyeveTiky) 1 TNV
oktpeoTidn (nelwon g mMuAaiog pong aipatog), ol 0Toleg WOTOOO Sev elval EYKEKPLUEVES

v AVWS.
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