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HNEPIAHYH

Ewoayoyn: H owoppoeiric omotedel poo kotnyopio TNKTIKOV datopoyodv. Ta
CUUTTOUOTO, TTOL TOPOLGLALoVTOL Efvat 1 U PLGIOAOYIKN TEN TOV AiOTOG, 01 EAPVIKEG
KOl EKTEVEIG apopparyies, n epdvion apdpOpmv mov ywpic KATdAANLo XEPIoUd, PTOPOHV
V0L 00MYNGOVY GE€ SLVNTIKT 06TEOTAOELN KOt TOVO. AVTE, £XOVV EMMTMOGELS KO GTNV YUK
vyeia TOV ApoppoPIMK®OV aclevadv Kot Yoo Tov AdyYo avutd, 0 VOONAELTNG GTO TAGVO

QPOVTIONG OPEIAEL VO KAADTITEL TOCO TI COUATIKEG OGO KOl TIC YLYIKEG OVAYKES TOV.

Ykomog: XKkomdG NG mopovcos epyociog €ivar M mpoypotomoinon PipAloypoapikng
avVOoKOTNONG YO TNV TOPOVGINGT TNG VOGOV TNG GLUOPPOPIAaG Kol TV avAadelEn Tov

VOONAELTIKOV pOAOV GTN dlayeiplom TS vOGOov.

Yik6-Mé£0oodog: TlpaypatomromOnke avackdnnon g oebvodg PipAloypaeiog oTig
niextpovikég Paoeic dedopévov PubMed ko Google Scholar. To vikd cviiéyOnke
votepo amd evdeheyn HEAETN TG OYeTIKNG PPAoypapiag, N omoio TPoEKLYE amd TNV
EMIAOYY] ONUOCIELUEVDVY GpBpwV TNV TEAELTAIN KUPIOE deKaAETi TNV AYYAIKY] YAMOOO.
Eniong ocvAhéyOnkoav mAnpoeopiec amd €mMOTNUOVIKA GLYYPAUUOTO GTNV OYYAIKY] Kol

eEMNVIKN YADGGO.

Amoteléoporta: H ypovia avt) vocog dakpiveton oe tpelg koarnyopieg (A, B & C) ue
TOPOLO10. CUUTTOUOTOAOYIOL Agv glvarl 1AGIUN KO GUVETMG 1) TPOANYT| EIvat TO KLPLOTEPO
OTAO Y10 TNV SlaXEIPIoN TNG LECH TNG TPOPLACKTIKNG Bepameiag Kot TG EKTaidEVONG TV
acOeVOV GYETIKA e TN VOCO KOl TNV EMPPON| TG 0TV KaONUePvOTNTAS Tovg. Me Vv
MY aVTOV TOV LETP®V 0 VOOAELTNG eEacpaM el yia Tov acBevi pio KoADTEPT TO10THTO

Comg.

Xvpmepdopata: O voonievtng dwbétovtag TIc KATAAANAES EMOYYEAMLOTIKES OeE1OTNTEG
ocuoupdrer onuavtikd otV eEeMKTIKY] mopeio. TG vOGOL. XE GLVEPYOSIO HE TOVG
VIOAOMOVG emayyehpaties vyelog SHOpPOVEL TO PEATIOTO TAGVO @POVTIONG TOV
TETVYOIVEL TNV UEIMOT TOV GCUUTTOUATOV, TNV TPOANYT ETTAOKAOV KOl TNV KOAVTEPN

TPOCAPLOYT TOV acBevn 61N vOGO.



A&Earg-KAEWOA: apoppoPiria, Tapdyovteg TENG, cvumtdpoTa, Oepaneio, TpoOinym,

VOGNAEVLTNC.



ABSTRACT

Introduction: Hemophilia is a category of coagulation disorders. The symptoms that occur
are abnormal blood clotting, sudden and extensive bleeding, the appearance of joint
bleedings that without proper handling can lead to potential osteopathy and pain. These
symptoms also have an impact on the mental health of hemophiliacs and for this reason,
the nurse in the care plan must cover both his physical and mental needs.

Purpose: The purpose of this thesis is to present the disease of hemophilia and its aspects
and to highlight the nurse’s role in the management of the disease.

Material-Method: The international literature was reviewed in the electronic databases of
PubMed and Google Scholar. Data was collected after a thorough study of the relevant
literature, which emerged from the selection of published articles mainly during the past
ten years in English language. Information was also provided from scientific books

published in the English and Greek.

Results: This chronic disease is divided into three categories (A, B & C) that heve similar
symptoms. It is not curable and therefore prevention is the main weapon for its
management, through prophylactic treatment and educating patients about the disease and
its impact on their daily lives. By taking these measures the nurse ensures a better quality

of life for the patient.

Conclusions: Nurses, having the appropriate professional skills, contribute significantly to
the evolutionary course of the disease. In collaboration with other health professionals, they
formulate the optimal care plan that achieve the reduction of symptoms, the prevention of

complications and the better adaptation of the patient to the disease.

Keywords: hemophilia, coagulation factors, symptoms, treatment, prevention, nurse.



KEDAAAIO |

EIZATQI'H

H mapovoa nruyoxn epyacio amotedeitor amd €& kepdiaio. To mpdTo KEPAAO amoTeAeT
TNV EI0AYOYN TNG EPYACING. ZTO OEVTEPO KEPAANLO TEPTYPAPOVTOL O GKOTTOG KOt 01 GTOYOL
mg epyocioc. Xto Tpito KePOAoO yivetor €KTEVIG avoeopd otn vOco, OmOoL
Tapovctdlovtol 0 0pIGUAG, 1 IGTOPIKH OVOOPOUN TNG VOGOV, M EmONUIOA0YIDL TG, N
nafo@ucloroyio TOV 0dNYEL GTNV EUPAVION TS VOGOV, KOOMOS MG OVTILETMOTILETOL KOt
TOG EUTAEKETOL O VOONAELTNG OT1N dwyelplon TG vOoOL. TN GUVEXEW OTO TETOPTO
KePAAato moapovotaletor 1 pebodoroyia yio eOpeon TV VEOTEPWOV OEOOUEVOV CYETIKAL LLE
N OO TNTA {ONS TOV 00OEVAOV LLE QILOPPOPIALD KOl TY) VOC|AEVTIKT OPOVTION. TO TEUTTO
KEPAAOLO TOPOLGLALOVTIOL TOL OMTOTEAEGUOTO TTOL TPOEKLYAY Omd TNV avalntnon Twv
veOTEP®V OESOUEVDV, EVD TO £KTO KEPOAOMO TEPIAAUPAVEL TOL GLUTEPAGLOTO TOV
TPOKLTTOVV amd OAN TV epyacia. Télog, mapatiBevtal ot PIPAOYPAPIKES aVaPOPES OTIG

omoieg Paciotnke N cvYYpOEY| TNG EPYACIaG.



KE®AAAIO I

XKOIIOX KAI XTOXOI THX EPT'AXIAX

YKomOG NG TAPOVCAG TTVYLOKNG EpYaciag eivar n mpaypatonoinon pog PAloypapikng
avacKOTNoNG ™G 61e6voug PifAoypapiag oyeTikd pe TV apoppo@idio Kot To pOAOG TOV
VOONAELTH. ZTOYOl NG €PYOCIOG OMOTEAOVV M TOPOLGIACT] GUYYPOVAOV CNUOVTIK®OV
TANPOPOPLOV TOV APOPOVY TNV VOGO LE TPOTO KATAVONTO GTO VPV KOO (VOGNAELTIKO 1|
un) Ko Ty avAadeEn Tov VOGNAELTIKOU PpOAOL GTNV OVTILETOTIOT — dlaXEIPIoN TG VOGOL

wote va cVUPAAAEL otV Bedtimon g TooTnTag {ong Tovg.



KED®AAAIO 11
BIBAIOI'PA®IKH ANAXKOIITHXH

3.1 Ietopuci) Avadpopn

O TpdTEG AVAPOPEG TTOL KATOYPAPNKAY Y10l TNV ALLULOPPOPIALQ, YPOVOAOYOLVTOL TTEPITOV
tov 2° awova pu.X.. Xe efpaikd keipeva tng emoyng (Rabbinical writings) avagépetot
YOPOKTNPLOTIKA TG «O TPITOg V1O oG yuvaikag pmopet va eEapebel g meprtoung, av
Ta dVO TPMOTO Ayopla TG elyav meBavel amd apoppayio petd and ovt» (Franchini &
Mannucci, 2014).

Me v whpodo Ttov YPOVOL, ONUEONKAV KOl GALEC KOATOYPOPEG TEPIOTUTIKMOV
apoppayiog mov odnyovoav o Oavoro. Mo cuykekpuéva, o watpog Albucasis, Apafikng
KaToymyngs, Tov 12° audva, mapovciose TV TEPImTOON UG OIKOYEVELNS OtO TNV 0TToid Ol
Gppeveg mEBavay and ooppayio, énerta omd acnuavto tpovpotiond (Franchini &
Mannucci, 2014).

H mpodm emionun meptypaen g apoppopiiiog amodidetor otov wtpd Dr. John Conrad
Otto, and ™v Néa Yopxmn, 6mov avédeile ™ oyéon g vOoOL UE TNV QUAETIKN
KANPOVOUIKOTNTO KOl TOV TTpO®pPo Bdvato émerta amd opoppayio (Franchini & Mannucci,
2014).

IMaporo mov o 1tpog Dr. John Conrad Otto wepiéypaye ) vOG0, | TpOTN YPNoT TOL OPOL
«opoppo@iioy amododnke amd tov Friedrich Hopff 1o 1828, evdd o Nousse 10 1820
ONAMGE YOO TPAOTN QOPA TS 1 CUOPPOPIAio. KAnpovoueital €€ oAokAnpov amd To
naboloyikd OnAvkd dropa oto apoevikd (Franchini & Mannucci, 2014).

E&attiag g cvuyvig epedviong g vooov ce ToAAL LEAN POCIAMKOV OKOYEVEIDV TNG
Evpoang, n apoppopiria yapaktnpiotmke og «Bactukn vocogy (Franchini & Mannucci,
2014).

H ompopiréotepn mepintmon apoppoeirio oty 1otopia, givar ovt) g Pacilicoag
Bwtoplag g AyyAlog mov PBaciteye to 1837-1901. Znv mopeia, amodeiybnke noc o
6Y000G V1O¢ MG, AgomOAO0C, €macye kol aVTOS amd T voco, kabmg amefince ota
tpravtoéva (31) tov €t and eykepolkt| arpoppayio. Axdun dvo madia e faciliccag,
N AAikn kot 1 Beatpikn, ntav gopeig g vocou Kot icmg ovtd avadekvdel T dlocmopd
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™G apoppoPidoc o€ dbpopes Paciiikés owoyéveleg g Evpodmng, o6mwg avty g
Iomaviag adAdd kot ¢ Pooiog (Franchini & Mannucci, 2014).

3.2 Opopdg Aypoppo@riiog

H awyoppo@irio 1| opo@idio ivan pio KAnpovoukn dtatopoyn g méng tov aipotoc. H
dukplomn g o€ Tpeig dapopeTikég poppég A, B kot C opeiletat o avendpkeia 1| EAAeym
tov mopayoviov mnktikomrag VI IX kor XI avtictorya. Ot 000 mpdteg HOPPEG
petofipalovtar pe LIOAETOUEVO QUAOGVUVOETO YOPOKTNPO, KOl CUVETMG eRpaviovton
KOTA KOPLO AOYO GTOVG AVIPEG, EVM 1 TEAELTOHN [LE CVTOGMUIKO EMKPATOVEVO YOPAKTIPO

(Totdaxn, 2014).

3.3 Emonuoroyikd Xroyeia Alpoppo@riiog

O cvVOMKOG aPOUOS TV POPPOPIMKOV acBevdV Tov {ovv vToAoyileTon TEPITOV GTOVG
400.000 pe ovyvotnra yevvhiicemv 1/10.000. H apoppogidia tHmov A eivar n wo ouyvi
kol kotoAapPdver mepimov 1o 80-85% TOL Opoppo@iAikov  mANnBvouov.  XTig
VTOAEIMOUEVEG PLAOGVVIETEG A Ko B, 1 ouyvotnta toov appévav veoyvav sivon 1/5.000
kat 1/30.000 avtiotoyo. H apoppopirior C eppavileton og yevikd manboouod (dvipec &
yovaikec) pe ovyvotnto 1/100.000 (Mehta & Reddivari, 2022).

3.4 ®vcrohoyia Aipotog

3.4.1 Ietoloyio Aipatoc- Alpatoroyio

To aipa givon évag eEg101KELIEVOC 16TOG KOl ATOTEAEL GNUAVTIKO LEGO Y10 TNV LETAPOPA
Opentikdv ovoldv, Prrapvedv, oppovav, Beppommtag kot 0ELYGvVoL GTOLG 1GTOVG TOV
opyaviopov. AkOun GLUPAAEL GTNV OO LAKPLVGT) XPNOTMOV OLGLOY OTMG T, TPOTOVTA TOV
petafolopot kot to 810&gido Tov dvOpaxa. Avti N pHeTapopd amoterel onuavtiKd LEGO
YL TNV EMTEVEN TNG OUOOGTAGNS GTOV OpYOVIoUO. AKkOuN, TO oo GuVOVTATOL e HEGO
oyko S5 AMrpwv otig yvvaikeg kot 55 Altpov otovg dvipes. AmoptiCetor omd to

epuBpokvTTapa, To AeVKOKVTTOPA (T OTTO10 ATOTEAOVV TaL EUHOPPA GTOLXEID TOV OipLATOG),
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KOl TO, QLOTETAAO To oToia TePEyovTal og €va cuvBeTo vYpod, to TAdoua (Sherwood,
2016).

3.4.1.1 MMiGopa

To mhdopa amoteretl t0 55% oL GLVOAKOV dykov aipatog. Eivar éva vroxitpvo vypo,
amoteheitoan Katd 90% vepd kot cupPlArel ot UETOPOPE OVOPYOVEOV KOl OPYOVIKMDV
ovclov. Opopéva avopyava cuoTatikd gival ot niektpoAvteg pe to Nat+ kou to CL- va
Bpiokovtat og peyoldtepn mocdHTNTO 6TO0 TAGGHA, ev®d GAAa 10vTa dmwg K+, HCO3- kot
Ca+2 og pikpotepec TocOTNTEC AALA e €E IGO0V ONUOVTIKO POXO. XTOL OPYOVIKA CLGTATIKA
T0 UEYOADTEPO TOGOCTO TO KATAAOUPAVOLV Ol TPWOTEIVEG EV® TO LTOAOUTO TOGOGTO
Opentikd cvotoatikd (.. YALKOLN, apvoééa, Autido ko Prrapiveg), daypnota mpoidvta
(1. kpeaTwvivn, yoAepvOpivn kot ovpia), dStdvpéva aépio (02 & CO2) kot téAog opudveg
(Sherwood, 2016).

Oocov agpopd TIc TPOTEIVEG TOL TAAGLATOG, TOPAYOVIOL GTO MIap Kot ddpopotilovv
KATOALTIKO pOAO GTNV SLOTHPNOT TOV OYKOL TOV TAAGUATOC, GTNV 1310TNTA TOL VO OPaL (G
pLOUIOTIKO dtdAva o€ peTaPoréc Tov PH kot dtakpivovtol o€ Tpelg OpAdES, TI aAfovpiveg
N AEVKOUATIKES, TIG opopiveg a, B Kot ¥ kol TéA0G T0 vwdoydvo. Kabe tomog mpwteivng
npaypatonolel opiopéves evépyeles. Ilo ovykekpéva, ot arfovuiveg mov elvar Kot
apOUNTIKG TEPIGTOTEPES, EXOLV TNV IKAVOTNTA VO SECUELOVY 0VGIEG OTMG 1 YoAePLOPivN,
YOMKG GAOTO KO 1] TEVIKIATVI] KOl VO TIG HETAPEPOLV MG KO OVTEC, €ivol Aot
dwAvtég oto mAdoua. Emiong, cvuPdAilovy onuoviikd Kol 6TV KOALOEWO-OGUMOTIKN
nieon. KoAloegbo-oopuwtikny mieon, yopaxtnpiletor n 010Popd GLYKEVIPMONG VEPOL
petald 1OV TPOTEVOV TOV TAAGUOTOG KOU TOL HECOKLTTAPIOL LYPOV, KAODS M
OLYKEVIPMOOT] TOV TPOTEVOV TOV TAAGUATOG £fval LEYOADTEPT KOl 1] GLYKEVIPWOGT VEPOL
LIKPOTEPN LE OMOTELEGLOL O TPOTEIVES VAL UMV EIGEPYOVTOL GTO LEGOKVLTTAPLO VYPO. ETo1,
1 PO PE QLT TOV TPOKVATEL, ONUIOVPYEL O OCUOTIKNY pLeTaKivon vepol 1 TPOTEIVOV
amod TNV TEPOYN VYNAOTEPNG GLYKEVIPOONS TPOS TNV YOUNAOTEPN, TOL 0dNyel oTO
OYNUOTIGUO TNG KOAAOEWO-OOUMTIKNG Tieong pe néso 6po ta 25mmHg. Xtig cpapivec,
TopATNPOVVIOL TPELS vIokaTNyopies, ot cpapiveg a, ot B kot ot y. Kdmoeg and T1g

Aerrovpyieg TOVG, Etval 1 LETOTPOTT TPOTEIVAOV TOV TAAGUATOS OO TPOIPOLLO, LOPLOL LEGM
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Jweopwv  puOUoTIKGOV  Olepyacidv o evepyd. T mopdderypo, mn  a-ceopivn
OYYELOTEVOIVOYOVVO UETATPEMETOL GE OYYELOTEVGIVI Y10 VO OTOKATAGTNGEL TO 160 0Y10
NAEKTPOALTAOV GTOV 0pYAVICUO. AKOUN, 01 GPOIPIveS o Kot B, EKTOC OO TN TNKTIKY] TOVG
dpdion, €yovv kol TV KavoTTO Vo decUEVOVV eAdyloTa S10ALTEG Ovoieg OTMMC M
YOANOTEPOAN KOl O GIONPOG Kot VoL TIG HETOPEPOLY 6TO TAdGua. TEAog, ot y-ceaipiveg,
elval yvoOoTEG KOU OC OVOCOGQUIPIVEG 1 OVTICOUOTA TOL OPYOVICHOL e&attiog TV
QULVTIKOV Agltovpyudv tovs. H tedevtaio katnyopia mpwteivng mAdopatog sivar 1o
W®S0YOVO OV AMOTEAEL I0MC KOl TO O OTUAVTIKO TapdryovTa Thg apootoong (Sherwood,

2016).

3.4.1.2 'Eppopoa Xroyyeio Aipatog

Ta gpuBpa KOTTAPO givon T peyardtepa e aplud omd to EPHOPPO GVOTATIKA LE KOPLOL
Aertovpyia Tovg TV peTaopd o&uydvov oto aipa pe ™ Pondeia g apocearpiving mov
nepiEyovv. [Hapovsialovy éva 1dtaitepo oy OUEIKOTA®Y ICK®OV TOV TOVE ETITPETEL TNV
tayeio d1dyvon Tov 0&uydvov. Ta Aevkd KOTTOPO TOL aipaTog ivol YVooTd og N duovva
TOV 0PYaVIGHOV Kot dlakpivovtal o€ dvo opadeg (Sherwood, 2016):
o) Ta moAvpopeomHpnvae KOKKIOKOTTOPO:

e Ta ovoetepdoira

e Tanwowdepiha

e Ta pacedpira
B) Ta povomhpnva a-KoKKIoKOTTOPO:

e Toa povokvttapa

e Toa lepgoxvrTapa
Ta apometdAia etvon pikpd Bpavopato Kuttdpwv, aneievbepdvovtatl and ToV HUEAd TV
0GTMV KOl GUVEICOEPOVY GTNV CUOGTACT, ONANOT T S10KOTH TUYOV ooppayiag eEantiog

NG IKAVOTNTAG TOLG Vo THCOVV TO aipla pEcm TG dnpovpyiog Opdupov (Sherwood, 2016).

13



3.4.2 Aypooctaon

H owodotaon eivar amotéhecpa pog oOepdg eVeEPYEIDV, KOl OCLYKEKPYEVO TOV
OLULOTETOA®V KOl TOV TPOTEWVAOV TOV TAACUATOG ONAAdT T®V TopayovIiov THEEMS TOV
ailoTog, TOL OTOYO EYEL TNV OWKOT TNG OHOPPAYING GE TEPIMT®ON TPAVUOTIGUOD
(Sherwood, 2016). Ot mapdyovteg TEemc TOV aipatog eivat dekatpeic kot cupfoAilovion
ue Aatwvikovg apBuove (Etavpidng kar ocvv, 1998). O unyavioudg mov odnyel oy
AVTIKOTACTOOT TNG aoppayiag, evepyomoleiton amd TNV oTiyun mov Tpavpatiletal to
alpo@opo ayyeio kot gvromiletal oto onueio mov TapaTNPEiToL 1 ATOAE TOL OHLOTOGC.
‘Emetra, axolovfel n dwdwkocio 6TEPEOTOINGNG TOV TAACUOTOS, TOV TO UETATOEL GF
pHopo1| YéAC. Ikavoromtik oapdotao, yopaktnpiletor n eE0VOETEPMOT TG ALOpPaYiog
LE TETO10 TPOTO MOTE VO EEAGPAMGTEL 1] ATOTPOTN TNG 1N EAEYXOUEVIG QLo PPOLYTnG, OAAGL
Kol po arwotedespatikn Opdpmon. Ot tpotopyIkéc PAGELS TOL OULOGTOTIKOD UNYAVICHOD
wepthapPBavovy ta €€Ng Tpio oTdd: TNV 0) TPW®TOYEVN apdotact), TV B) dgvtepoyevn

ALO0TOOT KOt ) TOV vmdoAvTiko punyaviopod (TCodeac & Blayoyiavvomoviog, 2018).

o) llpoTtoyeviig Aipdotaon

H mpwtoyevng apdotoon mepikieiel To oTAd0L 0YYEIOGVOTOCTC TOV TPOYLLOTOTOIOVVTOL
énerta amod T priéN Tov evootnAiov, KaOMOC Kot TN d1001KaG10 EVEPYOTOINGTG OUOTETAMMY
(TCoveag & Blayoyavvomoviog, 2018). H mpdt ot @don, otoyedel otov EAeyyo TG
aoppayiog 6To oNUEI0 TOV TPAVUATICUOD KOl 0TI GUYKOAANGT TOV OUOTETAAI®Y GTO
evooONA0 LES® TOV KOALAYOVOL, TPOTEIVY TOV GLVIETIKOV 16TOV OV PpiokeTol KAT® amd
10 gvdoOnio, kot tov Tapdyovto von Willebrand (VWF), i mpoteivny tov nhdopatoc. H
OLdKAGIoL VTN EMTLYYAVEL TN O1OKOTN OLPLYNG ULOTOS Ad TO CNUELD TPOVUOTIGUOV.
H ocvoompevon tov aporetodMov Kot Tov GAAOV TopoyOovVI®OV 001YOUV GTO GYNUATIGUO
wog palag, mov ovoudleton BpouPog (Sherwood, 2016). H palo Aowmodv avtn,
TPOCKOAAATOL ©0TO pryHa kot Ponbd ommv mpocwpwvn pelwon ™G SUETPOL TOL
TPOVLOTIGUEVOD OYYEIOV KOl GUVETADS GTNV EAATTMOT TG TOYVTNTOG PO TOV OHLLATOG LE

AmoTEAEG L0 TNV OmoKTAGTOOT TG apopparyiog (TCodveag & Brayoylavvomoviog, 2018).
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Ta PAuata yio 10 oynuaticpd tov Opopfov, eivar n HETATPOT TOV WMOOOYOVOVL, TOL
TopdyeTal oT0 Mmap, o€ Wwaddec, pe T Ponbewn g OpouPivng, evdc evlvpov mov
evromileton oto onueio tov Tpavuatoc (Sherwood, 2016). duvcloAroyikd, TO VYIEG
eVOoONAM0, HECH TNG EKGPACG OVCLADV, SIOKOTTEL TV EVEPYOTOINGT) UNYOVICU®V THEEMG
KOl EDVOEL TNV ayYE00106TOAY]. AVTIOETO TO TPAVUATIGUEVO EVOOONALO, EVEPYOTTOLEL TOVG
unyavicpovg méENG (eumpovextivn, Aovpvivn, Brrpovextivn kot iveg KoOALoyOvov), popla
TpockOAAN oG, Tov apayovia VWF kot ovsieg ayysiocvonaong (pevivn, ayyeloteveivn,
evdoOnAivn-1 ko OpopPoéavn A2), wote va dieyeipovv Toug Agiovg poeg tov ayyeiov. Ta
aomeTdAa €metta omd TV TPOCKOAANGNG TOVG e mopdyovies KoArlayovov kot VWE,
TPOTOTOOVV TN HOPOY| TOVG, Omd OIOKOEWEG 68 cQuPKd oynua pe mpoekPoréc. H
HETOLOAT OLTN TOL GYNLOTOG TOVG, EMTPEMEL TNV KAALYN peYoALTEPNS empdvelns. Ta
TPOTOTOMUEVA QT OUOTETAMO OVOLALOVTOL EVEPYOTOMUEVO, EKKPIVOVY TPOTNKTIKES
0VvaGieg OV TPOAyoLV TNV Evapén TS OELTEPOYEVIG MUOGTAOTG. TeAKO Prina amoTeAel 1
OLOGOMPELCT TOV EVEPYOTOUUEVOV OUOTETAAI®V GTO TPOVUOTIGUEVO AYYELD, HE TNV
Bonbewa tov wwdOYOVOV, pE amOTEAEGHO TN dNovpyia evog Tpwtov actadn Bpoupov,
7oL amoteAel T fAon Yo To SYNUOTIGHO TOV TEAMKOV Kol atafepov Opdppov (Tlovpag &

BAayoylovvomoviog, 2018).

B) Agvtepoyeviig AlpdoTaon

H évapén tg apdotaong eivar cuopPoAin] moAAdv 0mV kuttdpov ( Aeleg puikég ivec,
woPAaoTEG, OOTPOKLTTOPO, EMONAOKA KOTTOPO TVEOUOVO,  KOPOLOHVOKVTTOPOL,
afnpopatiky TAGKE, KOPKIVIKA KOTTOPO) Kol TNG EKEPOCNS 10TIKOV TAPAYOVTOL.
Amapaitn npodmodeom yo va Eekvioel 1 dgvtepoyevig apdotacn gival n vropén
EVEPYOTOMUEVOV LUOTETAAIDV KO TP YOVI®V TNEEMG, OV O TEPLGGOTEPOL AVTAOV Elvart
angvepyomompéva  Evivpa  (mpotedoeg oepivig), KOl EVEPYOTOWOLVTOL OTAV  OVTO
ypewletal, pe TeEMKO otdy0 TV EkKpion Bpoppivng kot v HETATPOT TOL WV®OOYHVOL GE
wmdeg. Or edoeig mov mephapPdver - devtepoyevng opdotacn etvan - €vopén, o
TOALOTAAGLOGOC, 1) d14d00T Kol TEAOG 01 puOuIcTIKOTL UnYovicpoi mov evepyomoovvTal

(TCwoveag & Broyoywvvonoviog, 2018).
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Amd ™V GAAN TAevpd TpokEWEVOL va un Yivel aveEEdeykTn 1 EKKPLoN Kot dpdon NG
Opoufivng mov duvntikd Ba odnynoel oe ektev) BpOUP®ON, O OPYOVIGUOG KOTEXEL
UNYAVIG OV QVTOEAEYYOL TTOV ovopdlovTtal Kot LGIKOT avasTaATEG. O1 KUPIOTEPOL AVTAOV
etvar  avtiBpoupivn, o avacstorénc 0600 TOV 1GTIKOV TapdyovTa Kat 1 000G TpmTeivng C

(TCGwoeog & Blayoyiavvdémoviog, 2018).

v) Ivodorvtikég Mnyaviepog

O unyoavicpog avtdg eivor vrevBovog, 6tav 1 PAAPN Tov ayyeiov Exel amokatacTadel, LEcw
tov OpopPov. Amotedeiton amd €va chvoro evidpwv, pe onUAvVTIKOTEPO TO EVCLUO
TAOGLIVY, Tov amocvvtifel To OpouPo kol Ta PEPN AVTOV OVAGTEAAOLY TNV TOPAYWYN
Opoppivng. Onmg kabe evépyeta mov cvpPaivel otov opyavicud, eréyyetatl amd Eva GALO
oVOTNUO, £TC1 KOl O WWMOOAVTIKOG HUNYOVIGUOC, E€AEYYETOL OO OVOGTOAELS, MOTE Vo
amoTPOTEL 1] ELPAVIOT GOPAPDOV QULOPPAYIK®V ETTAOK®V. O CNUAVTIKOTEPOS OVOGTOAENG
etvar o PAI-1 (avaoctoléag Tov evePyoTOM T TOL TAACUIVOYOVOV, OTOV £ivat TO TPOoEVLHO
oL TLPOodOTEL TNV dpdion ¢ mhacuivng). Télog, dvo eicov onuavtikol avactoleic stvat
N 02-avTmAaspivn (avactoAéag TG dpdong TG TAACUIVIG KO TOV TAAGUIVOYOVOV) KO 1
02-pokpoc@aipivn mov avactéAiel o devtepo Pabud 1 dpdomn g Thacuivn (TGoveag

& Bhayoywvvomoviog, 2018).

3.5 MuBo@uororoyia Aypoppogiriog

H awoppopirio amotelel Katd Kavovo KANPOVOUIKY| dtaTapayr TS TENS TOL oipaTod,
onAaodn opeireton og yevetikd aitio (IMotdxn, 2014). Ltov KapLOTLTO TOV YLVOUK®OV TO.
oporoya PUAETIKE YpopooopoTa cvpforilovtal wg XX evd otmv avipdv 1o (gVYos Tmv
QLAETIKOV Ypopocopatov pe XY (Sack Jr, 2002). To yovidwo F8 Ppicketar poévo oto
ypoudcope X Kol o GLYKEKPYEVE GTO GKPO TOL HOKPOL GKEAOVG TOV, €£0V KOl O
QLAOGVVOETOG TPOTOG KANPOVOUNGNS TOV, MOV TOPUAANAC €lval KOl VITOAEUTOUEVOC.
Enopévog ot «kAnpovopkoi ocvvdvacpoi petadoong eivor or €€ng  (Ioavvidov-
[Manakovotavtivov, 2003) :

. Mntépa mov TAGYEL LLE VY TOTEPA Y10L TOVS ONAVKOVG AmoyOvoLS onpaivel 0Tt

Ba etvar popéag evod Yo Tovg apoevikovs 0T Ba etvar acBevels.
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. Mntépa popéag pe vym Tatépa Yo Toug OnAvkovs amoydvoug onpaivel 6Tt Ha
etvar popeig 1 vyieic v Yo Tovg apoevikovg 6Tt Ba etvar acBeveig 1 vyieic.

. AcOevng Tatépag Kot vYmMS UNTEPA Yo TOLg ONALKOVS amoYOVOLG oMaivEL OTL
Ba etvor opeig evad Yo Tovg apcevikovg 0Tt Ba elvar vyeic.

. AcOevng Tatépag Kol opEag UNTEPA Yo TOLG ONAVKOVS amoydvoug onpaivet
011 Ba etvan opeig 1 acBeveic evo yia Toug apoevikovg 6Tt Oa ivor acBeveic N
VYIELS.

. AcOevng matépag kol acheving unTépa Yoo OGAOVG TOLG AmroyOVOUS onpaivel 0Tt
Ba etvon acHeveic.

H xoamyoplomoinon ¢ apoppo@iriog mpokvmtel amd tovg moapdyovies mEEMS TOL

ekdniavouv datapoyn (Imavvidov-Tlanakwvotaviivov, 2003).

Awpoppo@riio A

H oawpoppogiria A eivar 1 ocvvnBéotepn datapoayr] Tov unyavicpod mEems To0v aiptoTog
Kot petafipaletar g uAOGUVIETN LVIOAEOUEVT VOGOG. XapakTnpileTot amd avenrapKelo
tov apdayovia VI mov mpokaAeitor amd HETOALAEELS e TN HOPPT) EAAEWYTG, TPOGONKNC,
OVTIKOTAGTOONG, OYpaPNG KOl TO GLYVN OLTH TNG OVOCTPOPNG OTO £6MVIO 22 GTO
yovidlo F8. Avtd kwdwomotel t mapaymyn tov FVIII (Factor VIII = mopdyovtog oxtd)
OV €YEL MNKTIKN Kol avilyovikny opdom. Ov mhoyovieg mapovosidlovv gvmdbeio yio
owoppayio, Yoo TOPATETANEVO YPOVO TNENG KOl YO EVEPYOTOUUEVT]  UEPIKN
OpopPormractivny (APTT), evd n cLYKEVIP®ON TOV QUOTETOMMV KOt 1) AEITOVPYIKOTNTO
TOVG TOPAIEVOVY availoimTa, 6mmg Kot o ypdvoc pong (Imavvidov-TTarakwvotavtivov,
2003).

Téhog, avaeépetarl akopo éva €100g omdviag apoppoiiiog A mov ovopdletal emiktnn
Kot 0gv epeaviCel KANpovouKo xapoKktipa. Aitlio amotedel | TOPOVGIo CVTOOVTICOUATOV
T0. omoia emmpedalovv v &N Tov aipatog Kot adpavoroovv tov FVIIIL. H tapaymyn tovg
GULVOEETAL LE OVTOAVOGES TAONGELS, ANYN OPIGUEVAOV QUPUAK®V, VEOTAOGIES, LETAYYIGELS

aipatog K.0. (Ioavvidov-ITanakwvotavtivov, 2003).
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Awpoppo@rrio B

H owoppogpiric B 11 oAmg vocog Christmas yapaktnpiletor omd avemdpkelo. tov
napayovta [X (FIX: factor IX = mapdyovrag evwid) e€outiog g yevetikng PAAPNS tov
yovidiov F9. IMapovcialel Tov 1010 PUAOGVUVIETO VTOAEMOUEVO TPOTO UETAOOONG UE TNV
alpoppoirio A. Xe avtn 1t mepintwon 1o yovido F9 €yel vmootel petoadddéelc pe
Hopen EAAEIYMG, OVTIKOTAGTOONG Kol CNUEWK®OV peTaArlaEewv. E&attiog avtmv, n vooog

napovolalel peyain etepoyévela (Iomavvidov-Ianakwvotoavtivov, 2003).

Awyoppooiria C

H awoppooiria C 11 aAlmdg cdvopopo Rosenthal givon n omavidtepn poper 6Awv tov
QLLOPPOPIMAV KoL dtapEPEL amd TS A kol B og mpog tov tpodmo kKAnpovounong e kabmg
aQOPE L0 OVTOGMUIKY| EMKPOUTOVUEVT] VOGO. O TapAyOoVTaS TOV TOPOVGLALEL OVETAPKELL

etvan o XI (FXI: factor XI = nopdyovrag évieka) (TMwtdaxn, 2014).

3.6 Kiwvikn Ewcova Aypoppo@iriog- Zopntopato

Ot acBevelg pe apoppopiMa A mapovsidlovv Popld cvuntopatoloyion pe KOPLO0
YOPOKTNPLOTIKO TIG EVIOVEC OUpOppayieg amd TN moudikn Tovg KidAag nAkia (0tav To
Bpépog HmovsovAdel OOV eRPAVILEL TOVG TPAOTOVE LOAMTES). AVAAOYO LLE TNV YEVETIKY
BAGPN kot to emimedo cvykévipwong tov FVIII 610 aipa ot cpoppayieg taivopovvion g
e&ng (Imavvidov-TTarakwvotavtivov, 2003):

e Bopid popen pe enineda FVIIIE: C < 2 povadec/dL

o  Métpia popon pe FVII: C va xopaiveton 2-5 povaoeg/dL

¢ 'Hma popon FVIII: C va xopaiveton 5-20 povadeg/dL

e AavBdavovca popoen FVIII: C < 45 povadeg/dL
Optopéva KOPLo GUUTTOUATO TOV OLOPPOPIAIK®V acBevdV gival ot datapayég otn mEN
TOV oilOTOG £METO AmmO £vol TPAVL 1 VAl XEWPOVPYEID, TO LVTKG OLOTAOUATO, 0dVVapLio
EMOVAWMGCTNG TPAVUAT®V, 01 EVOOKPAVIES OLOoppayies KOOMG Ko 1) ELEAVICT aiplapOpwV Tov

anotelel to peiCwv tpoPfinua (Ioavvidov-Tlorokwvotoavtivov, 2003).
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Ta aipapOpa opilovior wg aVTOUATEG ETMOVVES AUOPPAYIES EVTOC TV apBpdoewy. Avtd
TpocParovy Kuplog TIC apBpOGE TOV YOVAT®V, TOV 1GYVOV, TOV UCTPAYAA®Y, TOV
AYKOVOV KOl TOV Ouov. Me T d10ykmon Kot To. onueio AEYHoviG mov To aipoppa
ONUIOVPYOVV, CTOSIOKA CTUEIMVETOL UEIMOT NG AEITOLPYIKOTNTOS TOVS, YEYOVOS TOV
odnyel o xpovia apBpomdOeia OOV TapATNPEITOL LOVIUN TOPAUOPPOCT) TV 0POPDOGE®V.
Emriong, av o1 poeg vmootovv peydn apoppayio t0TE 0GKOUV £VIOVN TTECT GTO VELPA LE
OTOTELECUO. TPOCMPIVNG OMMOAEWG 1TNG awohntkotrog M okopo kot mopdAvon.
(Ioavvidov-TTanakwvotavtivov,2015: Favlo, 2005).

AT 10 dEPUA EYOVIE QUOPPOYIKEG EKONAMDCELS LE TN LOPPT] TETEYEIDV KO EKYVULDCEWDV,
amd Tovg PAEVVOYOVOLG LE HOPON EMOCTAEE®VY, OO TNV GTOUATIKY] KOAOTNTA Olopparyio
0VAW®V Kol EWIKOTEPO QLOPPOYIES OO TN YAMOGCO Kot T fACT TOV CTOUOTOS YEYOVOS TOV
11§ Kaf1otd emikivovveg yoo ac@uéio. Amd ta dpyovo TOV TETTIKOV KOl OVPOTOMTIKOD
OLCTNUOTOG TOPOTNPOVUE OUOTOVPIO KOl TEAOG WTOPEL VO TPOKLYEL EYKEPOAIKN

awoppayio (Ioavvidov-ITarakwvotavivov, 2003).

Ot aocBeveic pe apoppogiMa B mapovoidlovv mopOUOl0 CUUTTOUOTOAOYIO HE TOLG
acBeveic ¢ apoppoPidag A kot 11 KAMvikn ¢ Bapvtnta eaptdtal omd to enimeda Tov
FIX oto aipa kot dtakpivetol oto €ENG:

e  Bopid popon pe FIX < 1%

e  M:értpla popon pe FIX va xopaiveton 1-5%

e 'Hmoa popon pe FIX va kopaiveton 6-49%

(Imavvidov-TTanakwvotoavivov, 2003).

Ov aoBeveilg pe apoppoeiria C mapovcialovv Mmieg opoppayieg kot cuvilog oev
TOPATNPOVVIOL GUUTTONATA. 206T060, etvar TBavOV va evtomiotel metta and enepPdoeig
QPA kot ovpomomtikod CLOTAHOTOC €EouTiog TOV UETEYYEPNTIKOV  OLLOPPOYUDV

(Ioavvidov-TTanakwvotoavtivov, 2003).

19



3.7 Avayvoon Awpoppo@riiog

H dudyvoon g voécov Paciletor otn Aqyn AETTOUEPOVS OTOUIKOD KOl OTKOYEVELOKOD
1GTOPIKOV, GTNV EKTIUNON TOV KAVIKGOV CTUEIDV KO 6TV 0EOAGYNON TOV EPYUCTNPLOUKDOV
eupnuaTeVv ™G apdctaconc. Otav 10 01KOYEVELNKO 16TOPIKO TEPIAAUPAVELPOPEIS TNG VOGOV
N dropa pe dtatapayes TENG aipatog opeiiel vo akoAovOnOel Evag mpoyevvntikdg EAeYYOG
(Mehta & Reddivari, 2022). O mpoyevvnTikOg €AEYYOC OTIC £YKVEGYVVOIKEG UTOPEL val
ovuPel pe apviomapokkévinon katd v 18"-20" gfdopdda g kdnongn katd v 107
gfoopddo Kdmong amd T ANYN KLTTAP®V OTIG YOPLoKEG Adyves pe avaivorn DNA
(Ioavvidov-TTaraxkwvotavtivov, 2003). Exiong evoeikvoton n Ay aipotog amd TigeAEPeg
TOV VEOYVOD 1] TOV TAAKOVVTO OUECHS LETO TOV TOKETO Y10l VO EEETAGTOVV TOL EMITES DL TMV
TapayOvVTeV TNKTIKOTNTOC. [Topdia avtd mpénel va onueiwOel Twg o1 THESG TOV TAPAYOVTOL
IX (Ayoppooiria B) mapapévouy yaunAég £mg Kot ToVG TPMTOVS €61 VEGTOV VEOYVOU,
YeYOVOG OV TIPEMEL Vo, ANPOel wg mapdpeTpog Yo TV ooy AavOocuévngotdyvmaong.
Qo1600, 10 aipa Tov £xel ANEHel etvar alOTGTO Y100 TOV EVIOTIGUE YOUUNADY ETTEOWDV TOV
napayovto VI, mov onpatodotel v apoppoeirioo A (Mehta & Reddivari, 2022). H
apoppo@iiio A umopel va d10yveooTeEL LECH TOV EVIOMIGLOV TNG AVAGTPOPNS TOL YOVISiov
FVIII tov ypopocopatog X. Xtov €pyaotnplokd €AEYY0 Yo TNV olpoppo@iiio A
napatnpovviol (Ioavvidov-ITarokwvotavtivov, 2003):

e Tlaboroyikn tiun xpdvov pepiknc Opouporiactivy (PTT)

e  DVG10A0YIKO apOUd Kol AEITOVPYIKOTNTA AUOTETOA MY

e DVGIOAOYIKO XPOVO PONG

e  DVG1O0AOYIKO VWSO YOVO

o  Dducoroykd ypovo mpobpoupivng (PT)

o  Ducoroykd ypovo Opoupivng (TT)

o [lopatetapévoc ypdvoc mNENG OAKOL aipotog kol  emovacPecTimbéviog

TAGGLLOTOG
o Ilopatetapévn dokipacia mopaywyns  Opoppomiactivry (dbkpion NG
apoppoeiriog A and v B)
e Elattopévn FVIII: C (katd to 10%)
Oplotikomoinon vooou
o  O®vuooroywn FVIII: Ag (katd to 90%)
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o Tlopatetapévog ypdvog mHENG evepyomomuévng uHepikng Opoppomroctivig
(APTT), mov anotelel YopaKINPIOTIKO ELPTLLO Y10 T SLAYVOOT] TG QU0 PPOPIAING
A.

H d1apopikn d1dyvwon mpémet vo, Tpoy LOTOTOELTaL Y10, TOV SLoY®PIGHE TNG ALLOPPOPIALOG
A, mg emiktg A kot g vocov Von Willebrand 6tav ta enineda tov FVIII etvon
petopéva. Xy emiktnmn vmdpyovv avactoieic tov FVII gfoutiog avocoroywmv
dwtapoymv Ko n opopikn odyvoon Paciletar oto PTT tov mAdopotog vyn] atdpov
peTd amd avapén pe mddopo achevots. Xnv voco Von Willebrand éyovpe maboroyikn|
TPOGKOAAN O™ TOV oTETAAM®Y € avtiBeomn pe v apoppoPiMa A, OTOL NTPOCKOAANGN
elval QLGIOAOYIKY] YEYOVOC TOL avadeIKVOEL TN OopeTikdtnTa ToVG. (Imavvidov-
[Momoaxowvotavtivov, 2003).

Axoun, n vocog Von Willebrand napovoidlel ehattopotikd yovidlo oto ypopdcoua 12
OV OITOAOYEL TOV AVTOCOUIKO TPOTO KANPOVOUNONG TOL, €YEL KOTA KVUPOo AOYO
depuaToPAEVVOYOVIKES (.. ptvopparyies) EKONAMGELS KO 01 ECMTEPIKES O ppayies etvar
onavieg (Mehta & Reddivari, 2022). Ztnv aupoppopiria B die&dyovtar 6po1eg dokipacieg
mENG pe autég ™ A, oAAG  oploTikomoleiton pe Tov  Edeyyo tov FIX. EAéyyeton m
avTyovikotnta tov mapdayovia FIX kot n mnktikny dpactikdtnto 10U (YPOVOUETPIKAE M
YPOUOYOVIKA), HE TO OmOTEAEGHOTO TNG VAo TTpocdtopilovyv v KAvikn Poapdtnto g
vooov. Térog, N wién mAdopatog tov acBevoic e mAdopa emPePaiwpévov acbevn yuo tnv
aoppoiMa B, pavepdvel Ty vOco. LT 010p0pIKT TS S1AyVOOT), amd TV doppoPiiio
A mopatnpeitor 0t og welpopo piEng pe mAdopa apoppo@iiikod acbevy, o PTT oty
aoppo@iria B, emavépyetor oe pUOIOAOYIKEG TIEG. AkOUn, yivetar pe v dokuacio
napaywyng Opoppomractiving kot v pétpnon tov mapdyovia IX. Oco agopd v
didkpion g and T voéco von Willebrand, n owpoppoeirio B yapaktnpiletar amd ta
aipapBpa kot o xpovog porg ivar puoloroykds (Ioavvidov-ITanakwvotavtivov, 2003).
Télog, onv apoppoeiria C, mapovotdlerarl puotoroyikog xpovog tpobpoufivne (PT) kot
TOPOTETANEVOS  Ypovoc mMéENg  pepwkng  OpopPorrooctivng (PTT)  (Ioavvidov-

[Marakovotavtivov, 2003).
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3.8 Ipoinyn & Ogpameio ApoppoPrriog

H ntpéAnyn copPdiel onuoavtikd oty Peitioon tng modtrag e Long TV atdpmy e
ALLOPPOPIAID KOOMDC, HEIDVEL TO AUOPPAYIKE ETEGOILN, TIG EIGAYMYES GTO VOGOKOUEIO,
™V gueavion apbpomadeidv Ko fonbdel otov Eleyyo g TuXdV apoppayiog (Mehta &
Reddivari, 2022). Emte161], | vocog dev eivan Bepamedoun ta pétpo mov Aappdvovon givan
TPOPLAOKTIKE, OTTWS 1 YOPNYNON TPOPLAAKTIKNG Oepaneiag oe mbavO TpALHATICUO Kot
T omd o xepovpykn emépPacn ywoo va omopevyfel M extetopuévn oupoppayio.
Emniéov, 1 coot ypnon g TPOPLAOKTIKNG avTig d06ong amd tovg aceveic givon
eEAPETIKA OPEMUN, KOONDS GE NTIEG AUOPPAYIKES EKONADGELS LITOPOVV VAL AELTTOVPYT GOV
avtovopa avrtipetoniloviag teg oto omitt. Ot acBeveic mpémel va PEpovy €va €101KO
BpoytoAl 1] KOME avayvmdpiong OOTE G TEPITTMOT EKTOKTING OVAYKNG Vo Yvmpilovv ot
YOpw tovg TV véco (Favlo, 2005).

H awyoppoiria etvar pua ypdvia vocog yio tnv omoio dev vapyel mAnpng Oepameio 0mov,
N 6oPapdTNTO KOl TO GUUTTOUATO TG OLUPEPOVY KOl GUVETADS AKOAOVOEITUL O10POPETIKO

Bepamevtikd mpmTOKoALO Yo kGOe acBevn (Sack Jr, 2002).

3.8.1 Avriperdmion Baprag Awpoppayiog

O mpotapykds otd)0g elval N enitevén ™ UOSTAONG GUESH, KOl GUYKEKPIUEVO OTIG
TPOTEG dV0 Mpeg mov Bo ekdONAmOel N apoppayia. Ot acBevelg pe Paprd ayoppoayio
¥PNLOVY VOGOKOUELOKNG OVTILETOTIONG, Kotd TV omoia o mpémet va AneOel Eva cuvtopo
16Top1KO €lte amd TOLG 1010V¢ €ite AMO KATO0 GLVOSO. ENUOVTIKOL KpivovTon emiong, o
YPNYOPOS EVIOTIGLOGC TNG CLLOPPAYING KOl O TPOGIOPIGUAS TNG coPfapdtnTag TG Omov, Ha
akoAlovOnoel M tayeio yoprynon vyning doomg mnktikdv mapoayoviov VI 7 IX
Avagopwd pe tov mapdyovta VIII Ba mpéner va yopnyodvtar 50 IU/kg eved yw tov
napdyovta IX 100-120 [U/kg kot og mepintwon EAlewymg tov mapdyovta IX cuvictator 1
yopnynom 70-80 IU/kg mpoBpoufivng. AkOun vrdapyovv mepmtdcels 6mov ot acheveic
YPEWLOVTAL GUECT] XEWPOVLPYIKN OVIWETOMON (.. €VOOKPOVIOKY olloppayio) Kot 1M

XOPNYNOT TOV UEYAA®V TNKTIKOV 00GE®V TPEMEL v, €lval TO TPOTOPYIKO Priua.
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E&aipeon, anotelolv ot acOeveic mov ypetdloviar Kapdloavamvevotnkn avalmoydvnon

(CPR), 6mov 1 CPR mpémet va yiveton tpodtn (Mehta & Reddivari, 2022).

3.8.2 OgpamevTiki Ay

Q¢ Oepameio ekAoyNg Yo TOVG OHOPPOPLAMKOVG aocBevel ypnowomoteital, N
TPOPVAOKTIKY] Ogpameion 1 omolor €xel amodeyytel AmMOTEAECUATIKY] OTNV MElwoN TNg
oLYVOTNTOG TOV OUOPPOYIKAOV EMEIGOOIMV, TOV OUAPOpOV OAAL KOl TOV YEVIKOTEPWOV
paxpoypoviov emmiokav (Delgado- Flores et al., 2022). Apa €161 ®oTte TOL €MimedD TOV
TOPAYOVTOV TNKTIKOTNTOG Vo dtnpovvton o€ PBabud >1%. H yopnynon mg amd v
TOOKY] KIOAAG NAIKIOL EAATTAOVEL oNUOVTIKE TIg TOavOTNTES ePPavions opBpomdbeiog
peALoVTIKA Kat av yopnynOet cuveyilopeva kot paxporpddeopa emtpénet otov acbevn va
&xel éva puo1oroyko mpocdokipo (ong (Nathwani, 2019). H npoguiaktikn Oepaneio ivor
avaykaio va yopnyeitor 3 @opég Ko >2-3 popég ava efdopdada v tovg FVIIL ko FIX
avtiotoyyo pue ovviopo ypdvo muicewng (ong oto midopa (Weyand & Pipe, 2019).
Avrtifeta, ta véa okevdopota FVIIT ko FIX pe mapatetopévo ypdvo nuiceag (ong ta
omoio. eivonl evoopotouévo 1 cvuvoedepéva oe poteives Ommwg Fey ko aiPoupivn,
HELOVOLV TOV aptBpd TV evOoPAEPLOV eyydoewV og 1 ava efdopdda Kot dotnpovv vynid

ta emineda moapayoviev mnktikodétntag (Nathwani, 2019).

Ogpomeia yopic TapdyovTeg

e aoBeveic mov aviKovy oTig Kotnyopieg A kot B g vocov cuoumepilapfavopévov kot
QLTAOV OV EYOVV OVOTTUEEL AVAGTOAELS TOV TAPAYOVTI®V TPOTEIVOVTOL dVO KOVOTOUES
péBodot dmov cLUPMOVO pe TN o YiveTal ¥pMoN CKEVAGUATOV YWPIG Tapdyovteg Kot
oOUPOVa He GAAN Topepmodiletar 1 dpdom Tev euoikdv avtummktikev (Nathwani, 2019).
Tétolo UOIKA AVTIINKTIKA ATOTEAOVV O OVAGTOAENS TNG 0000 TOL 1GTIKOV Tapdyovia
(TFPI), g avtiBpoufivng (AT) kor tng evepyomompévng npwteivng C (Nathwani, 2019).
210X0¢ TG VNS OVTNG TEXVIKNG, eival va eméABel 1 e§100ppOTNON TG KAILOKOS TNG
TNKTIKOTNTAS O€ KANPOVOUIKNG QUCEMSG VOGOLS OV OPOPOLV  JTOPUYEG OULOTOG

(Balkaransingh, 2017).
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H guolovpdunn (Emicizumab) eivar évo 51edikd eavOpomomompévo HOVOKA®VIKO
tpomomompévo aviicopo avocsosealpivng G4 (IgG4) ko avinkel 6Ty TpOTN KaTnyopio
(Balkaransingh, 2017). 'Eyet extetouévo ypdvo nmuiceiag (oNg Kot cuvielel dote va
onuovpynfel o yépuvpa peta&hd tov mapdyovia IX ko tov mapdyovia X,
anoxafiotovrog v averapkew tov mopdyovra VI yuo va emrevybel n opdotoon
(Weyand & Pipe, 2019). Evd pupeiton v dpaomn tov FVIII, Ttapovetalet dopopéc mg mpog
NV OOUN TS CLYKPLTIKA [E TOV 1010 TOV mopdyovta. Avti 1 dapopd TV kKabioTd tKavi
v xprion ko o€ acOevelg pe avaotoAeig KaBdg dev avacTtéAAETOL 1) dpdom TG 0ALL 0VTE
el TNV KOVOTNTO VO TOVG Onpiovpyel, €£o0 Kol 1 OTOTEAEGUOTIKOTNTO TNG
(Balkaransingh, 2017). H yopnynong g yivetol pécm g vmoddplag 0000 Kot xapn Tig
QOPUOKOKIVITIKES TNG 1010TNTEG 0 aPOUOS TOV OTOUTOVUEVAOV dOGE®MV ival pUKPOTEPOG
(Nathwani, 2019).

I'evetikn Oepamneio

[ToAAG vrooyopevn nEBodoC amoteAel emiong N yevetikn Oepomeia, 1 omoia TPOGPEPEL €V
dvvapel v evooyevny ékppaon Tov mopayovtov IX kot VI mrtwomroc. H tpéyovoa
KO TT0 TPOCPOTY) KATELOLVTIPLO VPO KOTE TNV 0TToia YivovTol LEAETEG 0pOpEL TN YP1|oM
TOV avacLVOLOCUEVOV 0devo-oyeTilouevav ukov eopéov (AAV) (Nathwani, 2019).
Ady®m dopik®dv dopopdv katd Pdon tov cvurmAnpopotik®v DNA oaAvcidwv mov
YPNOOTO0VVTAL, 1| YEVETIKN Bepameio oty apoppopiiia B €xel e€elybel Taydtepa kot
Tapovotdlel peyaAvTepT PeATimon og oyéomn e TNV apoppoidio A. QoTdG0 01 EPELVITEG
ovveyiCouv va Tig HeELETOVV e£i60V MOTE 0T0 UEALOV Vo BECTIOTOVV YeveTIKEG Oepameieg

Kot yio Tig ovo kartnyopieg (Balkaransingh, 2017).

Ot mopamdve Kovotopeg Bepaneieg 6TOXEVOVY KLUPIWG GTO VO TOPEYOLY GTOVG aGheVEig
po Ogpaneio mo €0KOAN, AydtepO emimovn Kot oL va argvdbvetal € 0G0 TO0 dHLVATOV
neplocOTEPOLS acheveic. Ot cuveyelg evOOPAEPLEG eyYOOELS TG TPOPVANKTIKNG Bepameiog
LLE XPNOT TOPAYOVTI®V, 01 THOVOTNTES OPICUEVOL AGOEVELS VO avaTTOEOVY 0VOGTOAELS KOTA
avTOV 1 aoBeveig mov £xovv NON avanTvEEL AvacTOAELS, duoyepaivovy 1 akdpa KaBGTOVV
Kot adHvatn TNV ¥pNon TV KAAGGIKAV Oepameutikodv pebddwv. Eropévog yivetar Adyog
Kot Yo KoAvTepN modtnta {ong TV achevdV Kol TNG O1KOYEVELLS TOVG, avakovpilovTog

T0VG amd 10 Papog tng vocsov (Balkaransingh, 2017).
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3.8.3 Avtevociegc Pappdkov & Emmlokég Metayyiong

Awpoppogriia A

H wipu Oegpamentikn ovTipetdmon oeopd TNV OTOKOTAGTOCT TNG TOGOTNTAG TOV

napayovta VI H d6om yopnynong e€aptdroar amd to fapog tov acbevn, t cofapdtna,

v 0éom g apoppayiog kabmG Kot omd T TEPEKTIKOTNTO TOV TOPEYOVTO GTO GKEVUGLOL

KOl TO TOGOGTO OVTOV, LLE ATMTEPO GKOTO TNV OUOGTACT).

[Moapdywya ITAdopatog (Ioavvidov-ITarakwvetavtivov,2003):

[Mpdécearta katayvypévo TAAGH: ETOYd 68 apomeTdA, dtotnpeital otovg -30°C
Kol petovéKTNa omoterel n pikpn mocdtnta tov FVII ko 0 peydiog 6ykog mov
YPNOOTOEITAL.

Kpvokafilnua: mapdymyo koteyuyuévo mAdopuatog mov mepiéyet mapayovta VIII
Kol vwdoyovo. Metovéktnua amoteket o kivovvog petddooong nratitag B & C
ror HIV.

Yvumokvouévo tpoidvra avlpomvov FVIIL: pi&n mAdopotog moAAdV atdpmv.
[MAeovékud amotedel n dwbecudTNTOL TOL GTO EUTOPLO KOl 1 EVLKOAN
amofnKevon Kot yopnynon oty kat’ oikov Oepameio evd peloveEKTnUo Kivouvog
petadoong nrotitidog ko HIV.

Svumokvouéva mpotovia FVIIIE okedoopo mAdopotog mov kvkAogopel 610
EUMOPIO0 Kol €lval TOPAy®YO HOVOKAOVIKOV avTIoOUATOV. Agv mopatnpeitol
Kivduvog 6T HETAS0OT) 10YEVDV AOTUDEEDV.

Avacvvovaopuévoc mapdyoviag VI yeveTikd TopaoKeELOGUEVOS: TAPAY®YO
TEYVIKOV ovacvuvdvaouévov DNA mov Bpioketon 610 EUNOPO Ko ammOoTEAEL TNV
TPOTILOTEPT 1LEBOSOG otV Poptd atptoppoiiia

Yxevaopota yoipov mapdyovia VIII: kukAogopel oto gumdpo Kot divetar og
TEPMTAOGELS aVATTLENG avTioopdtov  évavit tov  mapdyovta VI Adyw

OVTIYOVIKOV.

INUOVTIKY CLVEISQOPE oty €EEMEN kot mopeia TG VOOOL OmoTEAOVV TO EUTOPIKE

OKEVAGLLOTO OTIOL, TEPAV TNG VYNANG KaBapOTNTOS, TOL LELOUEVOL KIVODVOD Y10l LETOPOPE.

0YEVOV AOUDEEWDV, EMTPEMOVY GE LUKPO OYKO TNV XOPNYNON VYNANG TEPIEKTIKOTNTOS TOV

napdyovta VI Andppoia dAwv avtdv, glvar n peiwon g voonpdtnrog Kot
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BvNoOTNTOC, 0 EAEYXOG TOV ALOPPOYIDV Kol 1| KaADTEPT TodTNTO (NG TV achevdv
(Ioavvidov-ITamakmvotavtivov, 2003).

Axéun, oy Bepancio g apoppopiiiog A, Kol cuyKekpipuéva o Nma 1 AavOdvovca
pnopen yopnyeitar n decponpesivi (DDAVP) pia nuovvOetikn dovpntikn opudvn
(Ioavvidov-TTanakwvotavtivov, 2003). Avt) avéaver ta eninedo tov mapdyovta VIII oto
TAdopa Kou yopnysitor evéoeiefimg, vmodopimg kot puécwm eomvone. Emiong €yet
ONUOVTIKA TAEOVEKTNUOTA OTI®G, YAUNAOTEPO KOGTOG, UIKPOTEPO KIVOLVO Yol LETAOOOT)
oyevov Aoméenv kol petmpéveg mbavotreg avantuéne aviicoudtov (Mehta &
Reddivari, 2022).

Emniong po cvpuminpopatikny Bepaneio yuoo v emitevén g opdotaonsg tov acevoig
AmOTEAOVV 01 AVOIGTOAELG TNG EVEPYOTOINGNE TOV TAAGUIVOYOVOL OTIMG TOL OVTUVMOOAVTIKE
eappoko:  tpoveEoukd o0& kol e-apovikampoowkd o0&  (EACA)  (Ieavvidov-

[Moamoaxowvotavtivov, 2003).

Awyoppooirioc B & C

H 6epamevtikn mapépPoaocn oty apoppopiiia B eivar n vrokatdotoon tov mapdyovta 1X
LE TN HOPOPT] VOTIOU TAAGLOTOG, TPOCPOTO KATEWYVYLEVOD TAAGLOTOS KOl GUUTVKVOUEV®V
oKeLOOUATOV. Tao avOGUVIVACUEVH GKEVAGLLOTO, YOPYOUVTOL EVOOPAERImG. AvticTotya,
otV ayoppopiricc C dHvatar n yopnynon ocvumvkvoudtov tov FXI. Ot docoloyieg

eaptdvor and v coPapodtnto tng apoppoayiog (Ioavvidov-TIanakwvotavtivov, 2003).

3.8.4 Avtiperdmion Awpndp0Opov

2tovg aocBevelg mov mhoyovy Omd oUOPPOPIAic. TOAD GLYVO QAIVOUEVO, OTMG EYEL
npoavapepOel amotedel n opoppayion evidg TV aplpmOcE®V. XTIG TEPMTAOGELS AVTES, Ol
evépyeleg mov mpoteivovtal givar n gkovpaon, N tomobétnon mdyov, paAdEels otV
nePOYN, N avOywon s apbpwong kKo N axkwvnronoinot. I[Ipokepévoo va emrevybel n
YPNYOPATEPT OMOKOTAGTACT TOV ac0evn (.. avénon kivntikdtntog, peimwon mdvov KTA.)
ocuvvictatol 1 euowobepameion Kot 1 CLUUETOYN o€ TPOYpaupa doknong. Evag axdun
TpOTOC TapEUPacng elval, 1 avappOENcn VYPOL TG APHBPOCNG TOL MGTOCO, TPOTEIVETIL

Loévo o€ KOTAOTAGES UEYAA®MV oaoppaydv 6mov o mdvog sivor apopntoc. Téhog,
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YEPOLPYIKN emEUPaon amoterel Abon 6tav 1 I oty ApBpwon eivar pun avacTpéyun
(Mehta & Reddivari, 2022).

3.8.5 Awyeipion Iovou

>t dwyeipion tov mOVOL, TPMOTO Prua glvar 1 didkpion Tov og 0EH M ¥POVIO KOl O
EVTOTIGHOG TOV atiov. O movog tv acbevov mowkilel (Mehta & Reddivari, 2022). Téco
oToV 0EV OGO Kol GTOV Y¥POVIO TOVO TV OUOPPOPIAIK®DY GUYVE ETAEYETAL 1| XOPNYNoN
VOPKOTIKOV 0VCIOV 0pov, 0ev vrdpyel kivovuvog va emdevmwbel n 0molo oupoppayio.
Qotoc0, pa T€tow HEB0d0G avaKoLPLoNg amaltel WO10UTEPT TPOGOYY OTNV ETIAOYN TNG
010G ™G VOPKMOTIKNG 0VG10G 0ALL Kot 6TV d0G0A0Yi0 YOpYNONG TG Y1 VO Ao pevyBovv
avemBOUNTEG EVEPYELEG OTMOC 1) KATAOAWYT KOl 1) OVOTVELGTIKY] KATOGTOAT. Efvol puouo
ermakOAovBo opiopévol acbeveic va avamtOEOLV Ovoyn GTNV OVLGIN, LE OMOTEAEGUO VO
yperdletar avénon g 06ong v va emrevyBodv tor emBountd emineda avaiynciog
YEYOVOG, TOV TTapaTnpEitol cuyva o€ acBevelc TOv VITAyovTol LE paKpoypovia Bepomeia
omocidwv (Goodyear & Poon, 2012). O moévoc amd To GLVEYH TPLANUOTO GO TIC
EVOOQAEPLe eyyvoElg dev amattel TNV YOPYNON AVOAYNTIKOV GTOVG EVIIMKESG, OUMS OTa.
o8 aVTd TOV TPOTEIVETON EIVOL 1] YPNOT vousONTIKNG KpENOG 1} omtpél oty meployn. To
QAPLOKO EKAOYNG OTOV TOVO €lval 1 TOPOKETAUOAN, EVOAAAKTIKA 0 COX-2 avacTtoléng
Kol OTAV OUTA gV EYOVV OMOTEAEGA, OIVETOL GLVIVACUOG TOPAUKETAUOANG Kol KPS
d00NC OMOEW®V (.. Hopeivn). ITapdia avtd av 0 TOVOC elval GUVEXNG N AVILETOTION

eivon xeipovpyikn (Mehta & Reddivari, 2022).

3.8.6 ®vowkn Acknon & Pvowkobdepancia

H gvowm doknon otovg apoppo@ilikong acbeveic kpivetal amapaitntn Kabdg mpodyst
[ vy QUOIKY Katdotaor mov TEPAAUPAvEL, TO ELGIOAOYIKO GoOUATIKO Bdpog, TV
EVOLVAU®MON TOV pHuGV Kol TV akepodtnto Tov oot®v. Ot acBeveic opsiovv va
cuppovAevovtarl Kamolov €Wkd mpv v Evapén aOANTIKOV dpacTnploTTOV, OCTE Vi
Exouv €val e£0TOUIKELIEVO TTPOYPOLULLO COLPMOVO. LLE TIG EKACTOTE avayKes Tove. H doknon

7oV eVOEikvLTOL TEPIAAUPAVEL KUPIMG OTOUIKA aOA| LT (.. KOADUTL, TEPTATNAL), EVED
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o€ OMOOIKEG GLUUETOYEC €lvanl avaykaio 1 emifAeym Tovg Ko M ypHon KatdAiniov

npoctatevtikov eEomhopov (Mehta & Reddivari, 2022).

3.9 Noonirevtikéc lapepfacerg

H voonievtich gpovtida otnv apoppo@iiio £xel wg 6TOYXO TNV TPOANYT TOV GLLOPPAYIDV,
TOV £YKOIpO EVTOTIGUO TOVG Kot TNV dueon mopéuPaon (Okide, 2020). O voonAevtnig
oQeilel v TPOGEYYIoEL OMOTIKA TN VOGO MOTE, VA GYEIAGEL GTI GLVEYELN TIC KOUTAAANAES
evépyeleg mov Ba eEacearicovy TV mPdodo ce atopkd emimedo, GE CLVAPTNON UE TO
aueco mepiPdArov tov. E&attiag g 0éopevong mov ompovpyet n vocog otov achevn,
VILAPYOVY EMUTTAOCELS GTNV KOW®VIKT ToL {on Tov 00nyovv cuyvd oe amoudvaoon (Nobre
et al., 2020). To yeyovog avtd emiBapvvel TV Youyikn VYEia TOL AcOEVT KOl THG OIKOYEVELOG
tov (Okide, 2020).

H mapépPaon tov voonievt kpiveton amopaitntn ®GTE Vo UTOPECOVY VA, SLOYEPLGTOVY
™M vOo0 Kol TI§ EMMTOGELS TS Emopévac, ypetdletal cwotn evnuépmon yio v ANyn
QOPUOKEVTIKNG OLY®YNG, Y10 TIS EMMTMOELS, TIG EMMTAOKES KOl TOVS KIVOUVOLG TG VOGOL
(Okide, 2020). Akoun, péoa amd TV eknaidogvon TG Kot oikov Bepameiog emTuyydvetal
N aLTOPPOVTION TOV aGHEVY], LEIDVOVTAG TIG GUYVEG E1G0YMYEG OTO VOGOKONEID TO 0TTo10
HE TN O€Pa TOoL OlELVKOAVVEL TN KaOnpepvotnTd Tov. Tov pOAO avTO GTOLG HIKPOVG
acBeveic avarapPaver n owkoyéveln. Olec ot mopamdved mopepPfacel; cuuBdiovy otnv
eEdreyn TOV YuYoAOYIK®V emmT®oE®V TV 0odevov (Imavvidov-TTarakwvotavtivov,
2003).

H petdyyion aipatoc Kot mopoydymy aipatoc o€ apoppoPiikons acheveic amoTeAel pio
TOAD cuyvn evépyewa avtipetdmong g vocov (Imavvidsov-Ilamakmvotavtivov, 2003).
Metdyyion aipotog, opifetor 1 dadkocio LETAPOPAS OAKOD OiLOTOS 1) TPOIOVIMV
aipatog (.. mAdopa) otn eAePikn KukAoeopia Tov acBevoig. O voonAevtie, oty mpdén
avty, ddpapatifel onUavIikd poro, HEGH LIOG GEPAG EVEPYEIDV PACEL TOV TPIKMOV
00MY1OV KoL TNV TOAMTIKY Tov gkdotote Wpvpatoc. [pwv v évapén g petdyyong, Ba
npénel va mpaypatoromOel po yevikn aglohdynon tov acbevi), 6mov Ba eEacporilel Ta
euoloroykd {otikd onueia kot Oa kab1otd Tov 0sBevn KaTdAANAO Yo petdyyion. o v

évapén g petdyylong amotteiton n cvvaiveon tov acBevi Ko n emPePaimon g loTpikng
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oonylag. Mepikég opéc, yio TV TPOANYN EMTAOK®V UETAYYIONG OTMG 1) CAAEPYIKY| KoL 1)
TLPETIKN OvTIOpaoT, diveTar 0dnYyio amd ToV 1TPd Y10 XOPNYNON PUPUUKEVTIKNG YWY,
n omoia Ba mpémet va AneOel tovddyiotov 30 Aemtd mpv v Evapén g HETAYYIoNG. XN
OLVEYELD, O VOOTAELTNG KOAEITAL Vo GLAAEEEL TOV amapaitnto eE0MTMGUO, VO EEACPAAITEL
™V W10TIKOTNTO TOL acbevn Kot vo eEnynoet v dodikacio 6Tov achevr, HEUDVOVTOG
€161 10 Ayxog tov. Mécsa and v ocvinmon pe tov acbevr), pmopovv va avapepBovv
TPONYOLUEVES eUmEIPieC TOV KOl TLXOV OVTIOPAGES, TOL avEAvouy TovV  Kivovvo
EMOVEUPAVIOTNG TOVS Kol 6€ aLTH TN peTdyylon. Enerta, pe fdon tnv moMTiky T0V €KAGTOTE
WPVUATOG, 0 VOONAEVLTHG AauPavel TOV 0oKO aipatog omd TV opodocion Kot 0QEiAeL va
Tov mopatnpnoetl v va Pefoiwbel mmg dev vmdpyet OpopPog (drapopeTikd mpémel va
EMOTPAPEL GTNV APOS0GIN) KoL VO TOVTOTOGEL TOL GTOLYEIR TOGO TOL 0lGKOV OGO Kol TOL
acBevn. Zovnlwmg, amartovvtot Svo VOGNAELTES Y10, VO ETPERBADCOVV TIG TANPOPOPIES TOV
acBevn pe Vv etikéta Tov aokoV aipatoc. Or mAnpoeopieg avtég meptlapupdvovv v
gykplon petdyyong amd tov Bepdmov wtpd, TV cvvaivesn tov acbevi, tov aplBud
UNTP®OL 0V a6eVT], TO GVOLO KOl TV ORAO0 OipaTog Kot TEAOG TNV NUepounvia ANEemg
tov aipatog (my. ta epvBpoxvTTapa PeTd and 35 nuépeg Kataotpépovtar). Kotd v
évapén ™c ddkaciog, 0 VOGNAELTIG OPEIAEL VO POPAEL TPOGTOUTEVTIKA YAVTIOL KOl VO,
eCacparioel v PoatdtnTo ™G TEPLPEPIKNG TPOGPAONG TOV acBevn e TV Yopnynon
QLGLOAOYIKOD 0pOV. APOD GUVIESEL TNV PLAAN CUILOTOG HECH TNG GVOKEVTC YOPNYNONG LE
Tov PAgPfokabetnpa, 0 voonrevthc Tpénet va pubuioetl tov puBuod £yyvong, and 25-50 ml
Yy To TpdTa 15 AemTd Ko vo Tapapeivel Kovid otov achevr wote va PePormbel yio tnv
aKepaldTNTA TOV, VO AE10A0YNGEL TOV pLOUO Eyyvong kot TV B€om Tov Kabetnpa Yo TvYOV
onueia dmbnong. O voonievtng, mapatnpel Tov acbevn yio onpdole aviidopaong omd tnv
petdyyon. Me v mdpodo tov 15 Aentdv, yiveton enavallordynon tov (oTikdv onpeiov
1oV acBevn Kat oV AT TO EMTPEMOVY, AVEAVETAL 1] PON| £YXLONS GTO EMBLUNTO, KOOMOG M
dwdkacio g petdyyiong dev mpémetl va Eemepvd T 4 dpeg. Me v oAokAnpwon G
HEeTdyyone, o voonAeutng ogeilel va KAEIGEL TV CLOKELT UETAYYIONG KOl VO YOPTYNOEL
dtAv e PLGLOAOYIKOD 0pOV, KOBMG KaBapilel To VTOAEIUUATA GTO ECOTEPIKO TNG YPOLLUNG
Kot va. gmava&oroynoet to (otikd onueio. Telkd Prpo amotelel M koToypoer g
HeTdryyong, o TOTOG Kot 1) ToGOTNTA TOV HETAYYILOUEVOD «OAKOD» KOOMDS Kot 1] KOTAGTOON

tov acBevn. Eqv vmhpyet avtiopaon 1 vroyia aviidpoaong otov acBevi, 1 HETAYYIoN
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OLKOTTETOL GUECH KOl gvnUEP®VETAL O Bgpdmovtog 1otpdc Kot 1 oodocio. Me v
BePaimon tov 10TPoV, 0 VOONAELTNG TOTOOETEL VED GUOKEVT e LOIOAOYIKO 0pO Kot
OTEAVEL TNV povada aipatog pall e T GLGKELT YOPNYNONS Kol TO GIATPO GTO EPYOACTNPIO.
Tavtdypovo Kol pe GOUPOVO HE TNV TOAITIKY] TOL WOPOLUOTOC, TPOYLOTOTOOVVTOL

TEPAUTEP® OLEPELVNTIKEG EEETAGEIC OTI™G Ay aipatog kot ovpav (Lynn, 2011).
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KED®AAAIO IV

NEA EPEYNHTIKA AEAOMENA

210 KePOAoo mov axoAovBel mapovslaloviotl Ta VEOTEPO SEGOUEVA OV OLPOPOVV TNV
OLVOPOUN TOV VOONAELTH] OTN EPOVTIdN Kot oty Towtnta (mhg TV acbevov pe
aoppo@iria. ['a T GLALOYN TV €V AOY® TANPOPOPLOV YPNGYOTOMONKE N NAEKTPOVIKN
unyovn avalnmong PubMed. To vAikd culdéyOnke Votepa amd evoeleyn HEAETN NG
oxeTkng Piproypagioc, n omoio Tposkvye amd TNV EMA0YY| ONUOGIELUEVOV ApBpwV Ta
terevtaio 0éka £t (01/01/2012 -01/09/2022) oty ayyiikn yAoooo. Ot ayyAikég AEEELS
KAE14 mov ypnoponomOnkay ivar haemophilia, quality of life, nurse kot care. Mg Bdon
tov alyopiBuo (((haemophilia) AND (quality of life)) AND (nurse)) AND (care)” kot pe
eiATpo TNV ayyAKn] YA®ooo Kol TO Ypovikd €Opog TG dekaetiag mpoékvyav 14
ATOTEAECLOTO €K TOV OToiwv amoppipdnkav ta 2 (eite ywoti dev vanpye erevbepm

mpdcfocn oy TEPIANY, gite yioti 0ev YIvOTOV ELPAVIG OVOPOPH GTOVG VOCTIAEVTEC)
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KED®AAAIO V

AITIOTEAEXMATA

1° ApOpo: Lock et al., 2016. Optimization of home treatment in haemophilia: effects of
transmural support by a haemophilia nurse on adherence and quality of life. Haemophilia,
Nov;22(6):841-851.

Abstract

Background: Transmural support by a haemophilia nurse may improve treatment and may
empower parents and patients.

Aim: To measure the effect of structured home visits by a haemophilia nurse in (parents
of) patient on aspects of prophylactic home treatment.

Methods: A multicentre intervention study in two paediatric haemophilia treatment centres
was performed. Primary outcome measures were adherence to prescribed treatment, health-
related quality of life and behavioural scores. Secondary outcome measures were: total

clotting factor consumption, self-efficacy and number of joint bleeds.

Results: Over a period of 22 months (median, IQR 21-23), four to seven home visits in 46
patients (mean age 9.4 + 4.2 years) were made. No difference in adherence to prescribed
treatment was seen after the home visits when compared to baseline measurements. Both
the Child Health Questionnaire (CHQ) scales on 'Role functioning -
Emotional/Behavioural' (P =0.02, d = 0.53) and 'Parental Time Impact' (P =0.04, d = 0.33)
were reduced after intervention. The disease-specific Haemo-QoL questionnaire showed
improvement in domains: 'Family' (P = 0.04, d =-0.14), 'Friends' (P = 0.03, d = -0.29) and
'Perceived support' (P = 0.03, d = -0.37). Significant improvement was observed with
regard to domain 'Communication’ of the VERITAS-Pro scale (P = 0.03, d =-0.28).

Conclusions: After a period of transmural care by a haemophilia nurse, significant but

small positive effects were demonstrated with regard to communication and increase of
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perceived support between parents and haemophilia treatment centre. No improvement was

observed in other outcome measures.

Keywords: adherence; children; haemophilia; home treatment; quality of life; self-

efficacy.
EXAnvucn anédoon

Iotopwkd: H evdoayyeioxn vrootpiEn amd &vav VOONAELTH aploppo@iiiog pmopet va

Beltiwoel  Oepameio Ko propel vo EVOLVOLMGEL TOGO TOVS YOVEIG OG0 Kot TOVG acBevels.

Ykomog: H pétpnon g emidpoonc tov SoUnUEVOV EMOKEYEDV GTO OTitL omd £vav
VOGNAELTI AOPPOPIAiaG o€ (Yovelg) acBevn 6e TTLYES TG TPOPLVANKTIKNG Oepameiog o6To

oTiTL.

Mé£0ooou: [Tpaypatomom)Onke ToAvkeVTPIKN LEAETT TapEuPacmg oe dVo KEvTpa Bepameiog
TOOTPIKNG  opoppopidiag. Ta wdpo pétpa éxPfaong MNTav: 1N GLUUOPEMOON OTN
cuvtayoypagovuevn Oepameio, 1 modtto {wNg mov oyetileTon pe TV vysion Ko o1
Babuoroyieg ocvumepipopds. Or devtepevovoes UETPNOELS EKPaonG MTOV: GUVOAKN
KOTOVAA®GT TOPAyovVTo TNENG, CVTO-OMOTEAEGUOTIKOTITO KOl 0plOUOC QOppayidV oo

11§ opBpdoELC.

Amoteléopoto: Xe pia mepiodo 22 unvov (ddpecog, IQR 21-23), npaypotonoOnkay
TEGOEPIC £WG ENTA EMOKEYELS 6TO omitL 6€ 46 acOeveic (L€on nAkia 9,4 £ 4,2 étn). Aev
wapatnpnOnkKe SEopd oIV THPNCN TNG CLVIAYOYPOPOVUEVNS Oepameiog HeETd TIC
EMOKEYELS 0TO OTiTL 68 oOykplon UE TS Pacikég petproes. Kot ot 600 kApokeg tov
Epomuoatoroyiov v v Yyeia tov [Hodwod (CHQ) oyetikd pe ) «Agttovpyia por®V -
YvvacOnpoatikd/Zopreprpopikay (P = 0,02, d = 0,53) kot «Enidpacn 6tov yovikd xpovor
(P = 0,04, d = 0,33) pewwbnkov petd v mopéuPfacn. To €dwkd yw ™ vOCO
gpomuatordyo Haemo-QoL édeiée Pedtioon otovg topeic: «Owoyévewn» (P = 0,04, d =
-0,14), «®@idow (P = 0,03, d = -0,29) ko «Avtilnm vroompiEny (P = 0,03, d = -0,37).
Inuavtiky Beitioon mopoatnpndnke oe oxéon pe tov topéa «Emucotvovion g kAipokog

VERITAS-Pro (P = 0,03, d = -0,28).
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Yopnepaocpoto: Metd and o mepiodo €vOOAYYEWKNG @POVTIONG omd VOONAELTH
ALLOPPOPIALaG, KoTadelyOnkay onUovTIKEG aAAG PIKPEG BeTIKEG EMOPATELS OGOV apOpPa
TNV EMKOWVOVIN KO TV aOENGT TNG AVTIANTTNG VITOGTNPIENG LETAED YOVEMV Ko KEVTPOL

Oepanciog apoppopirioc. Aev mapatnpridnke Pertioon o dAra pétpa Exfoonc.

AgEarc-Kreona: ocvpuopemon, modwd, opo@iiia, Bepaneion oto omiti, mowTa LN,

OLTOOTOTEAEGLLATIKOTNTOL.

2° ApBpo: Wang et al., 2020. Awareness, Care and Treatment In Obesity maNagement
to inform Haemophilia Obesity Patient Empowerment (ACTION-TO-HOPE): Results of a
survey of US haemophilia treatment centre professionals. Haemophilia. Jan;26 Suppl 1:20-
30

Background: Despite the high prevalence of overweight and obesity in the United States,
few studies have assessed the impact of obesity on haemophilia-specific outcomes or

experiences/perceptions of healthcare providers (HCPSs) treating haemophilia.

Aim: The Awareness, Care and Treatment In Obesity maNagement to inform Haemophilia
Obesity Patient Empowerment (ACTION-TO-HOPE) study was designed to identify HCP
insights on the unique challenges of patients with haemopbhilia and obesity/overweight

(PwWHO) and the barriers to chronic weight management.

Methods: An online survey collected data from haemophilia treatment centre-based HCPs.
Respondents included 10 adults and 29 paediatric haematologists, 27 nurses/nurse

practitioners/physician assistants, 22 physical therapists and 17 social workers.

Results: Almost all HCPs rated obesity of moderate/high concern and reported that weight
significantly affects future health and has an impact on life expectancy, yet fewer than 60%
reported discussing the impact of weight on health with their patients. HCPs reported that
few PwHO tried to lose weight; not many were 'successful'. HCPs perceived a desire to
feel better physically and joint pain as top motivating factors. HCPs believe that PwHO

would have less joint bleeding and pain and greater mobility if they lost weight. HCPs
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viewed lack of exercise and food preferences/habits as the biggest barriers to
initiating/maintaining weight loss and therefore recommended increasing exercise and
healthier eating to their patients. However, physical activity in this patient population is

limited and requires advice and support.

Conclusions: Most HCPs appreciated the impact of obesity on joint bleeding, pain, and
function and quality of life. Reduced food intake and increased activity are the most
commonly recommended weight-loss strategies but the least likely to be successful. HCPs

desire additional education/materials to understand weight management for PwHO.
Keywords: body mass index; haemophilia; healthcare provider; obesity; overweight.
EMnvucn antédoon

Iotopikd: Tlopd Tov vynAo emmoAacud ToL VIEPPAPOV ATOLOL KOl TNG TOYVOAPKING OTIC
Hvopéveg Ioteieg, AMyec peléteg €xovv aEl0A0YNGEL TOV OVTIKTUTO TNG TOLGOPKING OTO
EOKA Y10 TNV OHOPPOPIAID OTOTEAEGUATO 1 TIC EUTEPIEC/AVIIAMNYELS TOV TOPOYDV

vyerovoutkng nepifaiynmc (HCPS) mov Bepamebovy thv opoppo@iia.

Ykomog: H perétm EvaicOntomoinong, ®povrtidag xor Oegpameiog otn Atayeipion
[Moyvoapkiog Yo v evnuépmon Ayoppogiiiag, Evovvanmon acbevav pe moyvcopkio
(ACTION-TO-HOPE) oyedidotnke yio vo tpocotopioet Tig yvooelg yio tv HCP oyetikd
HE TIG HOVOOIKEC TPOKANGCELS TV acOevdv pe aipoppo@iio Kot Toyvsopkio/vrépPapo

(PWHO) kat ta gpumddio otny ypdvia dayeipion Papovuc.

Mé£000o01: Mo dradiktvokn Epgvuva cuvéreEe dedopéva amd HCP mov Baciloviot og kKéEvtpa
Bepamneiog apoppoeiriag. Ot epwtBévteg NTov 10 evidikeg kot 29 modooatordyot, 27

voonievtéc/ Bonboi watpdv, 22 pucsrobepanevtéc Kot 17 kovmvikoi Agttovpyot.

Amoteréopota: Zyedov olot ot HCP a&oddynoav v moyvcoapkio g péTpro/voynAn
avnovyio kot avépepov 0Tt To Bapog emmpedlel oNUAVTIKE TN LEALOVTIKT VYElo KoL £YEL
avVTIKTUTO 610 TPOGOOKIHO NG, WGTOGO Alydtepo amd 10 60% avépepe 0TL GuiNTovoE
mv enidpaom tov Bapovg otnv vyeia pe Tovg acbeveig tovg. Ot HCP avépepav 6t Alyot

PWHO mpoonaOnoav va ydacovv Bapog, aAid dev Ntov moArol «emruynuévory. Ot HCP
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avthopupdvovtay v embopio vo acBdvovior KaAOTEPO GOUATIKA KOl TOV TOVO GTIG
apBpmoelg wg Kopueaiovg tapdyovies Kivntpwv. Ot HCP metevovv 6t ot PWHO Oa elyav
Mydtepn opoppayion Kot TOVO TG apOpMCELS Kol LEYIAVTEPT] KIVITIKOTNTO EQV ExavaV
Bapog. Ot HCP Bempnoav tnv EXhenym doknong Kot TIg S1oTpOPIKEG TPOTUNCELG/GUVIDELES
®¢ TO UEYOADTEPA EUTOdIL Yo TV EvapEN/daTnpNon TS Am®AENS PAPovs Kol ¢ €K
T0UTOV GLVEGTNGOV GTOVG acheveic TOVG AENGON NG AGKNONG KOl TTLO VYLEWVT S0TPOQ].
Qo61000, 1 COLATIKN OpASTNPOTNTO GE AVTOV TOV TANOVCUO acbevdv givol TeplOPIGUEVN

Kol amontel GLUPOVAEG Kot VTOGTNPIEN.

Yopmepaopato: Ot nepiocdtepol HCP extiuncav v enidpaocn g mayvoopkioag oty
aoppayio. Tov apbpodcewv, Tov TOVO Kol TN Agttovpyion Ko v mowdtnta (ong. H
HEIWUEVT] TTPOCANYM TPOONG Kot 1 avénuévn dpootnpotnTe €ivor ot mo cvyvd
TPOTEWOUEVEG GTPATNYIKES ATMOAELS BAPOVS, AALL 01 AtydTEPO TOAVE VO gfvor EMTLYELS.
Ot HCP emifopovv mpodchetn ekmaidguon/vAKA Yo vo, KaTovocovy T dtayeipion Bapovg

vy PWHO.

A&Ee1G-KAEOWA: OeikTng HAloG CAOUOTOS, OUOPIAMO, TAPOYOL WTPIKNG PPOVTIONG,

Tayvoopkio, VIEPPAPOG.

3° ApOpo: Page, 2019. Comprehensive care for hemophilia and other inherited bleeding
disorder. Transfus Apher Sci. Oct;58(5):565-568

Abstract

The World Federation of Hemophilia (WFH) states in its Guidelines for the Management
of Hemophilia, Second Edition [1], that people with hemopbhilia are best managed in a
comprehensive care setting. That team is typically comprised of a core group including a
hematologist, nurse coordinator, physiotherapist, social worker, specialized lab
technologist and data manager, and as needed, by other specialists. Hemophilia is an X-
linked congenital bleeding disorder caused by a deficiency of coagulation factor VIII
(FVII1) in hemophilia A or factor IX (FIX) in hemophilia B. There are a number of other

disorders that are now typically treated in these comprehensive care centers including von
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Willebrand disease (VWD), rare factor deficiencies (I, Il, V, V & VIII, VII, X, XI and
XI111), and inherited platelet function disorders. Models of comprehensive care delivery for
hemophilia and other inherited bleeding disorders were first defined in the 1960s and have
been in constant evolution ever since. Comprehensive care for hemophilia and other
inherited bleeding disorders was made possible by the discovery of cryoprecipitate for the
treatment of hemophilia A in the mid-1960s and, in the decade that followed, the
development of lyophilized clotting factor concentrates. It was quickly realized that
treatment at home was far preferable to frequent visits to Emergency Departments or out-
patient. Tragically, the same clotting factor concentrates that revolutionized treatment and
dramatically improved quality of life exposed thousands of people with hemophilia to HIV-
AIDS and hepatitis C in the late 1970s and 1980s [2]. The model of comprehensive care
was forced to add specialists in infectious disease and hepatology. At the same time, the
crisis accelerated the development of recombinant FVIII and IX clotting factors; these
entered the clinic in 1993 and 1997 respectively. The proven safety of both recombinant
and plasma-derived products spurred on the expansion of prophylactic care to more
patients. Today, with the success of a comprehensive care model that keeps patients out of
the hospital (and out of sight), and promises a normal lifespan, there is an emerging
impression among many health system managers that the problem of hemophilia is
"solved." In 2019, however, even the best care and treatment remains highly burdensome
and not entirely efficacious. Emerging innovative therapies are promising yet dramatically
different in their modes of action, dosing and administration. Much of what has been
learned in terms of management of the disease over the last 50 years may no longer be
relevant. Rather than one type of treatment for all, there may well be many different
therapies. Comprehensive care centres will not become obsolete. It will remain critically
important that specialized staff be able to foster long-term relationships with patients and
their families. Indeed, they will need to expand their knowledge and expertise in order to

be able to continue to deliver the standards of care so carefully developed since the 1960.
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EXAnvucn anédoon

H Taykéouia Opoocnovdio. Ayoppoeiriog (WFH) dniover otigc Odnyieg e v ™
Awyeipion ™ Aoppogiriog, Agvtepn ‘Exdoon [1], 6tt to0 dtopa pe arpoppo@irio
avTeTomilovtal KoAvTepa o€ £va TEPPAALOV OAOKANPp®UEVNS PPOVTIOaS. AT 1 opdda
amoteheiton ovvnOmg amd o Pacikny ouddo mov TEPAAUPAvVEL €vav  OUATOAOYO,
GUVTOVIGTI] VOGNAELTY], PUGI00EPATELTT], KOWVOVIKO AEITOVPYD, EEEOIKEVIEVO TEYVOLOYO
EPYOOTNPIOV KOl OXEPIOTY] OEOOUEVOV KO, OTTMG amotteital, amd GAAlovg ewkovg. H
OLLOPPOPIALDL EIVOL L0l GLYYEVIS OO PPOLYTKT] OLOTAPOLYT) TTOV GUVOEETOL LLE TO YPOUOCOLLOL
X mov pokaAeiton amd avenapkewn Tov wopdyovra tnéEng VIII (FVIII) oty aapoppopirio
A 1 tov mapdyovra IX (FIX) oty awoppoeiric B. Yrmdpyer pio oepd amd GAAeg
dtapoyéc mov avTILETOTILOVTOL TOPO TUTIKO CE OVTA TO KEVTPO OAOKANPOUEVNG
epovtidac cvumeprapfovouévng g vocov von Willebrand (VWD), ordviov eAlelyewnv
napayovtov (I, 11, V, V & VIII, VII, X, XI kot XIII) Ko KANpovouKdV dtatapaydv g
Aertovpyiog tov opometadiov. Ta poviéha mapoyns OAOKANPOUEVINS PPOVTIONG Yo TNV
OLLOPPOPIAIDL KO GAAEG KANPOVOLIKES OUUOPPOYIKEG OOTOPAYES OPICTNKAV Yol TPAOTN
@opd ™ dekaetio Tov 1960 ko amd tdte Ppiokovrtal o cuveyn eEEMEN. H ohokAnpopévn
QPOVTION Y10 TNV ALOPPOPIALN KOt BAAES KANPOVOUIKES OO PPAUYIKES OLOTAPAYES KATESTN
duvar pe TV avakdAvyn Tov Kpuoilnuatog yuo ™ Oepomeio TG apoppopidiog A ota
péoa ¢ oekaetiog tov 1960 kot, otn dekaetion MOV oKoAoVONGCE, TNV OVATTLEN
CUUTVKVOUAT®V AVOPIAOTOMUEVDVY Topaydvtov TENG. I'piyopa £ytve avtiAnmtd Ot 1
Oepameio 6TO OMTL NTOV TOAD TPOTIHOTEPT OO TIG GLYVEC emokéyel oto Tunuato
Enetyovrov Ilepiotatikov 1 otoug eEmtepikovg acbeveic. Tpaykd, o 1010¢ mapdyovtag
mENG mov €pepe emavaotaon ot Oepaneia kKot Pertiooe dpapaticd v modtta {ong
e&ébeoe ydoeg dropa pe opoppoirio oto HIV-AIDS kot v nratitida C ota 1€An g
dekaetiog tov 1970 ko g dekaetiog tov 1980 [2]. To poviédo g oAOKANP®UEVIG
QPOVTIONG aVOYKAGTNKE VO, TPOGHEGEL E101KOVG 6T AOYMOT VOGO KOl TNV Nratoloyia.
Tavtoypova, n kpion emrdyvve ™V avATTLEN OVOCLVOLAGUEVOV TTOPAYOVTOV TENG
FVIIT ko IX. Avtd pmikav oty kAwvikn to 1993 kot to 1997 avrtictoyo. H amodedetypévn
ACQOUAEWL TOCO TMV OVOGLVOLAGUEVOV OGO Kol TMV TPOIOVIMV OV TPOEPYOVIOL OO

TAGCUO GONGE TNV EMEKTACT] TNG TPOPLANKTIKNG PPOVTIONG GE TEPLGGOTEPOVG 0GHEVEILS.
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Ifuepa, pe TV emttuyio. VOGS OAOKANP®UEVOL HOVTELOL TEPIBoAyYMG TOL KPOTE TOVG
acBevelg pakpld amd T0 VOGOKOUEID (Kot LoKPLd 0md TNV OTTTIKY YoVi) Kot VIOGYETOL Lo
QLOIOAOYIKY Jdpkelnr (NG, VLIAPYEL MO OVOOVOUEVT] EVIVTT®OOY UETOED TOAADV
SEPLOTOV GVGTNUATOV VYElOg OTL TO TPOPANUA TS alpoppoPiiag Exel «lvbei». To
2019, wotdc0, akoun kot M KoAOTEPN @povtida kot Oepameio mapopével EopeTika
emoyOng Kot Oyl evtedmg amotedespatiky. Ot avadvopeves kavotopeg Bepameiec eivan
TOAAG VIOCYOUEVES OAAG SPOUOTIKG OLPOPETIKES MG TPOG TOVG TPOTOLS dpdong, T
docoroyian kot ™ yoprynon tovg. IoAAd amd avtd mov €yovv pdber dGov agopd
dwyeipion g vocou ta tehevtaia S0 ypdvia pmopet va pnv eivarl tAéov oyetikd. Avti ya
évav tomo Oepameiog yio OA0VG, pmopel va vtdpyovv TOALES dapopeTikés Oepameiec. Ta
KEVIpa oAoKANpoUEVIG @povtidag oev Ba Eemepaotovv. o mapopeivel eSonpetikd
ONUOVTIKO TO EEEIOIKEVIEVO TPOCOTIKO VO UTOPEL VO KAAMEPYETL LOKPOYPOVIEG OYEGELS LUE
ToVG ae0eveig Kot T1g owkoyévelEg toug. [pdypatt, Oa ypelaotel va emeKTEIVOVV TIG YVDGELS
KOl TNV TEYVOYVMOOIN TOLG TPOKEWEVOL VO UTOPEGOVY VO, GLVEXICOVV VO TAPEYOLY TOL

wpotuma tepiBaiyng mov Exovv avamtvybel Toco mpocekTikd amd to 1960.

4° ApOpo: Forsyth et al., 2015. Associations of quality of life, pain, and self-reported
arthritis with age, employment, bleed rate, and utilization of hemophilia treatment center
and health care provider services: results in adults with hemophilia in the HERO study.
Patient Prefer Adherence. Oct 29;9:1549-60.

Introduction: Severe hemophilia and subsequent hemophilic arthropathy result in joint
pain and impaired health-related quality of life (HRQoL). Assessment of HRQoL in
persons with hemophilia (PWH), including underlying factors that drive HRQoL
differences, is important in determining health care resource allocation and in making

individualized clinical decisions.

Aim: To examine potential associations between HRQoL, pain interference, and self-
reported arthritis and age, employment, activity, bleed frequency, and hemophilia

treatment center and health care professional utilization.

39



Methods: PWH (age >18 years) from ten countries completed a 5-point Likert scale on
pain interference over the previous 4 weeks, the EQ-5D-3L scale (mobility, usual activities,
self-care, pain/discomfort, anxiety/depression) including a health-related visual analog

scale (0-100, coded as an 11-point categorical response).

Results: Pain interference (extreme/a lot) was higher in PWH aged >40 years (31%)
compared to those aged 31-40 years (27%) or <30 years (21%). In an analysis of eight
countries with home treatment, PWH who reported EQ-5D mobility issues were less likely
to be employed (53% vs 79%, with no mobility issues). Median annual bleed frequency
increased with worsening EQ-5D pain or discomfort. The percentage of PWH with
inhibitors reporting visual analog scale scores of 80-90-100 was lower (20%) than those
without inhibitors (34%). Median bleed frequency increased with pain. Globally, nurse and
social worker involvement increased with disability and pain; physiotherapist utilization
was moderate regardless of the extent of disability or pain.

Conclusion: Increased disability and pain were associated with increased age, lower

employment, higher reported bleed frequency, and lower HRQoL.

Keywords: HERO; hemophilia; pain; quality of life.

EMmvuicn amtédoon

Ewsaymyn: H coPapn aoppoirio ko 1 emokdAovdn apoppopiiikn apbpomddeia xouvv
®G OMOTEAEG L TOVO OTIC 0pOPDOGEIS Ko PEIUEVT To10TNTo {ONE MoV oyeTileTon pe TV
vyeio (HRQoL). H o&oldynon g HRQOL oe dropa pe opoppogiria (PWH),
CUUTEPIAMAUPAVOUEVOV TOV VITOKEILEVOV TOPAYOVI®OV 7OV OONYOUV OTIG OPOPES
HRQoL, &ivatl onpavtikn yio 1ov Ipocsdtopiod e KOTAVOUNG TOV TOP®V VYEIOVOUKNG

nepiBoiyng kot yuo T ANyn €E0TOUKEVUEVOV KAVIKOV OTOPAGEMV.

X10yoc: E&étaon mbavov ovoyeticeov petaéd HRQOL, epedvion moévov ko
avtoavaeepopevng apbpitdag, nikiog, omacyOANons, OpPASTNPOTNTAS, CLYVOTNTOG

apoppayiog Kot ké€vipov Bepaneiog aproppopiriog kKot fondeta and enayyeipatieg vyeiog.
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M£00odor: PWH (miwia > 18 e1ddv) amd déka ydpeg copuminpoocay o kKAipoko Likert 5
Babumv yio v mapepPoin tévou Tig Tponyovueves 4 efdopdadeg, v khipoko EQ-5D-3L
(kvnTikdT™TO, GLVNOELS dPASTNPLOTNTES, AVTOPPOVTION, TOVOS/dvseopia, Gyyog

/KOTAOAYT) cvuTEPIAAUPOVOUEVNG LIOG OTITIKNG OVOAOYIKNG KMUOKOG Tov oyetileton pte

v vyeia (0-100, kodikomompévn og katnyoptkn andkpion 11 onueimv).

Anotedéoporta: H mopéupacn tov moévov (akpaio/apketd) ntav vyniodtepn oe PWH
nikiog >40 etov (31%) oe ovykpion pe dropa nAkiog 31-40 etov (27%) 1 <30 etdv
(21%). Xe o avaivon okt® yopav pe Kot oikov Bepameio, oo PWH mov avépepav
mpofAuata kvntkotrog EQ-5D Ntav Aydtepo mbavo va amacyoinfodv (53% Evavtt
79%, ywpic popAnuoata kvntikdtrag). H péomn emota cuyvotra apoppayiog ovéndnke
pue v emdeivoon tov wHvov N g dvceopiag tov EQ-5D. To mocootdé PWH pe
avacToAelg mov avépepav Pabporoyieg omtikng avoroyikne kiipokag 80-90-100 frav
yapmAotepo (20%) amod exeivoug ympic avaotoreic (34%). H uéon cuyvotnto oupopporyiog
avénonke pe tov ToHvo. e ToyKOGUIO EMIMEDO, | GUUUETOYY] VOCNAELTAOV KOl KOVOVIK®V
Aertovpymv awénnke pe v avornpio Kot Tov tovo. H coppetoyr tov puciobepameu

Nrav pérpla aveaptnta amd Ty £KTaoN TG avammpiog 1 Tov Tdvou.

Yopnépoopa: H ovénuévn avammpia kot o m6vog cuoyeTiotnKoy pe avEnuévn niia,
YOUNAOTEPN  amOCYOANGN, VYNAOTEPT OVOQEPOUEVT] CLYVOTNTO  COpPpOYioG Kot
younidtepo HRQoOL.

Aé&Earg-kiewona: HERO, awogida, mévog, mordtnto (ong.

9% ApOpo: Mauser et al., 2021. Managing women-specific bleeding in inherited bleeding
disorders: A multidisciplinary approach. Haemophilia. May;27(3):463-4609.

Abstract

Introduction: Multidisciplinary management of women-specific bleeding is important to
preserve quality of life, healthy reproduction and social participation of women and girls
with bleeding disorders (WBD).
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Aim: To support appropriate multidisciplinary care for WBD in haemophilia treatment

centres.

Methods: Two case examples are presented and management issues discussed from
different health care perspectives, including the nurse, patient, psychologist, gynaecologist,
geneticist, psychosexual therapist and haematologist.

Results: Woman with bleeding disorders may experience heavy menstruation from
menarche onwards. This has a physical and psychosocial impact requiring a
multidisciplinary approach. If a woman with an inherited bleeding disorder desires to
become pregnant, preconception counselling is essential, to discuss genetic diagnosis, state
of the art treatment options for the bleeding disorder in question and possible choices to
prevent having an affected child, as well as maternal bleeding risks during conception,
delivery and the post-partum period.

Conclusion: Adequate management and good education of WBD requires a patient-
centred multidisciplinary approach with experienced specialists in a haemophilia treatment

centre.

Keywords: bleeding disorder; haemophilia; heavy menstrual bleeding; post-partum

haemorrhage and reproduction; von willebrand disease; women.

EMmvuicn antédoon

Ewayoyn: H diemotpovikn dwyeipion g apoppayiog mov oyetiCeton pe tig yovaikeg
etvat onuovTiKn Yo T dTnpnon g motdTnTag {mNg, TS VY0VG OVOTAPOYWYNG KoL TNG

KOW®OVIKNG GUUUETOYNG YUVOIKOV Kot KOPLITGIHV pe aupoppayikég dtatapayés (WBD).

Ykomoc: H vmoompiEn g katdAining moivemictnuovikng epovtidag yuo WBD og

Kkévtpa Oepameiog apoppoiiiog.

Mé0odor: I[Tapovoidlovtor dvo mapadelypota TEPTOGEMY Kot culintovvtor Béuarta

Jwyelpong omd S10POPETIKES TPOOTTIKES VYEWOVOUIKNG TEPIBaAYT,
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CLUTEPTAAUPAVOUEVOD TOV VOGAELTY], TOV 0.GHEVOVG, TOV YLYOAHGYOL, TOV YUVAIKOAOYOL,

TOV YEVETIOTY], TOV YUYOGEEOVAAIKOD BEPATEVTY KO TOL OLUATOAOYOV.

Amotedéoporta: [vvaikeg pe opoppayikés dwatapayés pmopel va gpeavicovv Papid
guunvo podon amd TV epuunvapyn Kot HETd. Avtd £xel COUATIKO KOl YLYOKOIWOVIKO
OVTIKTUTTO 7OV amoTEl SIEMOTNUOVIKY TTPocEyylon. Edv o yovaika pe kAnpovoutkn
alpoppaytky dotapayn emBvpel va peivel £ykvog, eivat amoapaitnt n mopoy cVUPOVA®V
TPV Ao T CLAANYN, Yo Vo cb{NTNOEl N YeveTiKn 01dyvaon, ot GOYYPoVeS BepamevTiKeg
EMAOYEG Y10 TNV €V AOY® OUHOpPOYIKn dtaTopayy] Kot TOAVES EMAOYES Yo TNV TPOANYT
AmOKTNONG TS0V LE QUOPPOPIALD, KOODS KL TV ELPAVIOT] ALLOPPAYIDV OO T UNTEPQL

KOTA T GOAAN YT, TOV TOKETO KOl TNV TEPL0O0 UETA TOV TOKETO.

Yopnépoopa: H emopxnc dwyeipion ko m KoAn eknaidevon g WBD amottel o
TOAVETMIGTNOVIKT] TPOCEYYIOT UE EMIKEVTPO TOV aicBev pHéca amd EUTMELPOVS EOKOVS GE

éva k€vtpo Bepameiog apoppoPAiog.

AEEEIG-KAELOLA: QOPPAYIKY dlaTapoyn, OMUO@Aia, Papld eppnvoppoikn apoppayia,

QLLOPPOYio. KO VOTOPOy®yn LETA TOV TOKETO, vOooc Von willebrand, yuvaikeg.

6° ApOpo: Schrijvers et al, 2016. Promoting self-management and adherence during
prophylaxis: evidence-based recommendations for haemophilia professionals.
Haemophilia. Jul;22(4):499-506

Abstract

Introduction: Throughout life, a patient with severe haemophilia is confronted with many
treatment-related challenges. Insight into self-management and non-adherence could
improve the quality of care for these patients. The aim of this study was to provide an
overview of the current evidence on self-management and adherence to prophylaxis in

haemophilia.

Method: Based on series of studies and published literature, aspects of treatment were

explored: learning and performing self-infusion, achieving self-management skills in
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adolescence, adherence issues and coping with haemophilia. Evidence-based and age-
group-specific recommendations for haemophilia professionals were formulated.

Results: Nearly, all severe haemophilia patients and parents were able to perform self-
infusion and the quality level of infusion skills was acceptable. Learning self-infusion was
generally initiated before the onset of puberty and full self-management was obtained 10
years later. Adherence was defined using a Delphi consensus procedure and was
determined by skipping, dosing and timing of infusions. Adherence levels varied according
to age, with highest levels in children (1-12 years) and the lowest among 25-40 years.
Adherence to prophylaxis was acceptable (43%), yet 57% of the population struggled with
prophylaxis. Qualitative research showed that the position of prophylaxis in life is the main
driver of adherence. This position is influenced by acceptance and self-management skills.
Regarding coping with haemophilia, the majority of patients used a problem-focused

approach.

Conclusion: Self-management and adherence to prophylaxis vary during the life span.
Acceptance of the disease and self-management skills were important aspects that may

require tailored professional support.

Keywords: compliance; coping; nurse; prophylaxis; psycho-social; self-infusion.

EXnvicn amtédoon

Ewaymy: Kad' 6An m dwpkeia g (ong, Evag acBevic pe coPapn apoppopiiio Epyetot
AVTWETOTOG e TOAAES TpokANoeS mov oyetilovtan pe ) Bepaneio. H emiyvoon g
aVTOOOYEIPIONG Kot 1 SCLUUOPE®OT Bo UmopovGaV v, BEATIOGOLV TV TOWOTNTA TNG
epovTidas Yo avTods T0ug acheveis. O 6TdYOC VTG TG LEAETNG NTAV VO TAPAGYEL Lo
EMOKOTNON TOV TPEYOVIOV GTOLEIDV GYETIKA LLE TNV OLTOOAYEIPION Ko TNV TAPMNON TG

TPOPLANENG GTNV UOPPOPIALQL.

Mé£0odog: Bdon oepdg peretdv kot dnpoctevpévne Piploypaeiag, depevvidnkay

nTuyES TG Bepameiog: expddnon Kot devépysln avtodyyvor, mitevén de&loTTev
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avtodlayeipiong omv eonPeia, TPOPANUATO GUUUOPE®ONG KOl OVTIUETOTICY] TNG
aoppo@diog. AlTum®OnKav cLOTACES POCICUEVEG GE GTOLXEIN KOl EOIKES Yo TNV

NAIKLOKT Opdda Yo EmaryyeALoTieg apoppoiiog.

Amoteléoporta: Xyedoov 0ot ot acBeveic pe coPapn apoppo@idio kot ot yoveic Nrav o€
0éomn va KAvouV OVTOEYYLON KOl TO EMMESO MOOTNTAG TV JEEIOTHTOV £YYLONG NTAV
arodektd. H pobnowokn avtoéyyvon Eekivnoe yevika mpv amd v évapén g epnPeiog
Kol M TANPNG awtodayeipion emrtevydnke 10 ypovia apydtepa. H coppodppmon opiotnke
YPNOOTOLDVTOG pia dadikacio cuvaiveong Delphi kou mpocdiopictnke mapaieimovrag,
M d0GoA0Yio Kot xpOvo TV eyyvoewv. Ta enimeda GLUUOPPMONG SIEPEPAY AVAAOYQ LE
v NAkia, pe ta vynAoTepa enineda ota mandd (1-12 etmv) ko o xapnAotepa LeTacn
tov 25-40 etdv. H mpnon g tpoeoraéng frav amodektn (43%), wotdco 10 57% tov
mAnBvopov makeye pe v mwpoevAaln. H mowotikny épevva €deiée otL M B€om g
TpoeLAAENG ot N eivar 0 KOHPLog poyAdg g pnons. Avti n Béon emnpealeton and
TIg 0e§10tTeg amodoyne Kot avtodyeiptong. Ocov agopd TNV OVTIHETOMTION TNG
OLLOPPOPIAIDG, M TAEIOYNQio TV 0GOEVAOV YPNCILOTOINCE U0 TPOGEYYIOT ECTICUEVN

070 TPOPAN L.

Yopnépoopa: H avtodiayeipion kot n pnon me mpo@OAaing mowkilAovv Katd
dwpkewr ¢ CoMg. H amodoyn tg voécov kot ot 0e&lotnteg avtodtayeiptong ntav

ONUOVTIKES TTUYEC TOL UTOPEL VO, AmOToVV E0TOKEVIEVT] ETAYYEAUATIKT VTOGTNPIEN.

AEEEIG-KAEWOWA:  CLUUOpe®OoT, poapkila, VvoookOud, TPOPOLAOEN, YLYOKOWMVIKY,

OVTOEYYLON.
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7° ApOpo: Khair et al., 2021 Expert opinion on the UK standard of care for haemophilia

patients with inhibitors: a modified Delphi consensus study. Ther Adv Hematol. Apr
30;12:20406207211007058

Abstract

Background and aims: Despite advances in haemophilia care, inhibitor development
remains a significant complication. Although viable treatment options exist, there is some
divergence of opinion in the appropriate standard approach to care and goals of treatment.
The aim of this study was to assess consensus on United Kingdom (UK) standard of care
for child and adult haemophilia patients with inhibitors.

Methods: A modified Delphi study was conducted using a two-round online survey. A
haemophilia expert steering committee and published literature informed the Round 1
questionnaire. Invited participants included haematologists, haemophilia nurses and
physiotherapists who had treated at least one haemophilia patient with inhibitors in the past
5 years. Consensus for 6-point Likert scale questions was pre-defined as >70% participants

selecting 1-2 (disagreement) or 5-6 (agreement).

Results: In all, 46.7% and 35.9% questions achieved consensus in Rounds 1 (n = 41) and
2 (n = 34), respectively. Consensus was reached on the importance of improving quality of
life (QoL) and reaching clinical goals such as bleed prevention, eradication of inhibitors
and pain management. There was agreement on criteria constituting adequate/inadequate
responses to immune tolerance induction (ITI) and the appropriate factor VIII dose to
address suboptimal ITI response. Opinions varied on treatment aims for adults and
children/adolescents, when to offer prophylaxis with bypassing agents and expectations of
prophylaxis. Consensus was also lacking on appropriate treatment for mild/moderate

patients with inhibitors.

Conclusion: UK healthcare professionals appear to be aligned on the clinical goals and
role of ITI when managing haemophilia patients with inhibitors, although novel treatment
developments may require reassessment of these goals. Lack of consensus on prophylaxis

with bypassing agents and management of mild/moderate cases identifies a need for further

46



research to establish more comprehensive, evidence-based treatment guidance, particularly
for those patients who are unable/prefer not to receive non-factor therapies.

Keywords: Delphi panel; adult; children; consensus; haemophilia; inhibitors.

EMAnvucn anédoon

Iotopikd kar otoyor: Ilapd v mpo0do 6T PPOVTION NG AUOPPOPIMAG, 1| AVATTLEN
OVOOTOAEWMV TOPOUEVEL LILOL GNUOVTIKT ETUTAOKT). AV Kot VTapyovv Prodcipeg BepamevtiKeg
EMAOYEG, VILAPYEL KATOW0 O1A0TOCT] ATOYEDV GTNV KATOAANAN TUTIKY TPOGEYYION V1oL TN
epovtida Kot Tovg otdyovg Mg Bepameiog. O o1dY0C AWTNG NG MHEAETNG NTOV VO
a&loAloynoetl T ovvaiveon oyetikd pe to mpdtumo mepiBaiyne oto Hvouévo Baoilelo

(HB) ywo mondd ko eviilkeg ac0eveig e apuoppoiiio e avocToAEic.

Mé£0ooor: Muw tpomomompévn  peAET] Agdpav  01eENyOn  xpMOOTOIDVTAS o
SdIKTLOKY  €pgvva. dVO  YOP®V. Mid GULVTOVIOTIKN EMTPOTN  EUTEPOYVOUOVOV
OOPPOPIAiaG Kot Onpooctevuévn PipAoypapio evnuépmoay TO0 €POTNUOTOAOYIO TOL
[Mpov 1. O1 mpookekANUEVOL CUUUETEXOVTEG TTEPIAAUPAVAY OUATOAOYOVS, VOOAELTEG
QOPPOPIAaG Kot QuotoBepamevtéc mov elyav Oepamedoel TovAQyoTOV €vav acBevn
OLLOPPOPIAIOG HE avaoTOAELS Ta Televtaia 5 ypovia. H ocvvaiveon yu epotioeig g
KAipakag Likert 6 Babudv eiye mpokabopiotel mg >70% tmv cvpuueteydviwv vo emhéEovy

10 1-2 (drnpwvia) 1| 10 5-6 (cvpemvia).

Amoteréopota: Xvvolkd, to 46,7% watl to 35,9% tov epotocV TETVYAY GLVAIVEST)
otovg ["vpovg 1 (N = 41) kou 2 (n = 34), avtiotoryo. Emtedydnke ocuvaiveon oxetikd pe
onuaocio g Peitioong g modrag {mng (QoL) kat v enitevén KMVIK®OV 6TOY®V OTIOG
N TPOANYN ™G arpoppayiag, n ekpilwon TV avactoAémv Kot 1 duyelpton Tov TOVoL.
Ympée cuppmvia oYETIKA e TO KPLTHPLOL TOL GLVIGTOVV EMOPKEI/avemapKelg amokpioelg
oV enaywyn avocoroywkng avoyng (ITI) kot v xatdAinin 66on tov mapdyovta VIII
vy v avtipetdnion g PEATiom g andkpiong ITI. Ot amdyelg d1épepav oYETIKA LLE TOVG
o1OYovs Bepameiog ywoo evilkeg kol TOO/ePNPovg, OYETKE pe WOTE TPEMEL Vo
poc@epBel TPOPVAOEN e TOPAYOVTEG TOPAKALUYTG KOl TIG TPOGOOKIES Y10 TPOPVAUEN.
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Emiong, dev vanpye cvvaiveon oyetikd pe v KotdAAnAn Oepomeio yio Nmovg/pétpiong

acOeveig e avacToAElS.

Yopnépoopa: Ov emayyelpotieg vysiog tov Hvopévov Bacitlelov oeaivetar va
evbuypappifovtarl pe Tovg KAviKovg otdyovg kot tov péro g ITI koatd ) dwyeipion
acOevdv e apoppo@dio pe avacToAelc, av kot ot vées eeliEelc otn Bepamneio pmopel va
amottovV EMOVOEIOAOYNON VTGOV TV otoymv. H éAlenyn cuvaiveong oyetikd pe v
TPOPOUAOEN HE TOPAYOVTEG TOPAKOUYNS Kot TN Owyeipon tov Mmov/pETplov
TEPWTOCEWV EVIOTILEL TNV avAYKN YO TEPOTEP® EPELVA Yo TN ONovPYioL 7o
olokAnpouévne, Paciopévng oe ototyeia Kabodnynong Bepameiog, Wwitepa Yoo eKeitvoug

ToV¢ a60eveig mov dev pmopovHv/mpotiovy va puny Aappdvoovv Bepamneieg ywpi mopdyovtes.

Ag&Earg-kherona: Tavel Aehpav, eviilikag, Todld, opoemvio, opo@iio, avocTOAELS.

8° ApOBpo: Khair t al., 2022. The views of women with bleeding disorders: Results from
the Cinderella study. Haemophilia. Mar;28(2):316-325

Abstract

Introduction: Despite therapeutic advances in bleeding disorder treatment, over the past
20 years women with bleeding disorders have reported delayed diagnosis, impaired quality

of life, dismissive attitudes from health professionals and inappropriate care.

Aim: To explore the lived experience of women with a diagnosed bleeding disorder and to

improve understanding of their unmet needs.

Methods: Women haemophilia carriers (WHC), women with a diagnosed bleeding
disorder (WBD) and women with immune thrombocytopenia (WITP) were invited to
complete an online survey. Those who indicated a willingness to be interviewed took part

in a focus group or one-to-one interview to further explore their lived experiences.

Results: Two hundred and eighty women completed the survey (126 WHC, 96 WBD, 58
WITP) 13 women (seven WHC, three WBD, three WITP) participated in a focus group
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(11) or individual interview (2). The most frequently reported symptoms were heavy
periods (81%) and bruising (81%). Compared to the group as a whole, more WBD took
time off work or school due to symptoms, had discussed symptoms with a healthcare
professional (HCP), and had seen a nurse or gynaecologist. WHC were least likely to be
screened for a bleeding disorder or seen in a specialist setting. Themes discussed included
difficulty obtaining a diagnosis, lack of awareness amongst and poor communication from
HCPs, stress and anxiety, coping strategies and sources of support.

Conclusion: Many of the experiences described by women with bleeding disorders 20
years ago remain prevalent. Healthcare provision needs to change to offer them better
treatment and support.

Keywords: bleeding disorders; lived experience; menorrhagia; women.

EMnvucn antédoon

Ewayoy: Iopd 11 Oepamevtikég mpoddovg ot Oepameion TG aploppayiking dS1otapoyns,
ta tehevtoion 20 ypdvia o1 YuvailKes HE OUOPPAYIKES OUTAPUYES EXOVV  OVOPEPEL
kaBvotepnuévn o01dyvoon, petmpévn moldtto (NG, OmOPPITTIKEG CLUTEPLPOPES omd

emayyeALOTIEG VYELOG KO OKATAAANAN GPOVTIOQL.

Y16y0g: H depevvnon g eumelpiog yovaik®y He S1oryVOOUEVT] OLOPPOYIKT) O1TOPOYY

Kol 1 BEATIOON TNG KATOVONONG TV OVEKTANPOTMOV OVOYKOV TOVC.

Mé0odor: INivaikeg popeig apoppopiriog (WHC), yovaikeg pe S1oyvaooHEVT] OLLOPPOYIKT|
dwatapayn (WBD) kot yvvaikeg pe avocoBpoppornevia (WITP) mpookindnkav va
CLUUTANPOGOLVV i dtadtkTvokT Epevva. Ocot dMMAmcay tpobupia va tapovy cuvévieuén
Ehafov pépoc oe pr opddo €oticong 1 pol GLVEVTELEN €vag TPOg VOV Yo VAL

e€EPELVIICOVY TTEPAUTEPM TIG EUTELPTIEG TOVG.

Amoteréopota: Alokdoieg oydovta yuvaikeg orokAnpwcay v épevva (126 WHC, 96
WBD, 58 WITP) 13 yvuvaikeg (entd WHC, tpeig WBD, 1peig WITP) cvppeteiyav o puo
opada eoticong (11) N oe atopkn cvvévtevén (2). Ta mo cuyvd avagepdueva
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ocvopntopata nTav ot Evroves mepiodot (81%) kot ot pdromes (81%). Xe ohykpion pe v
opdda 6to cVLVOLO TG, Tepiocdtepeg WBD Eraipvay ddsto and v epyacio 1 to oyoreio
AOY® GLUTTOUATOV, Eiyov GLLNTNGEL TO GLUTTOWOTO PE Evay exayyeipatio vyeiog (HCP)
Kot glyav emokePtel Evav voonievtn N évav yovarkoidyo. Ot WHC vjtav Aydtepo mbavo
va eheyyBobv yuo apoppaykyy dtatapoyn M va eEETacTovV Gg €101KO Tepidiriov. Ta
0épato mov cuinOnkay Tepldpfovoy T SVoKOAMA ATOKTNONG dLAYVOONGC, TV EAAEIYN
evasOnronoinong kou v kakn emkowovia and tovg HCP, to otpeg kou to dyyog, Tig

OTPOTNYIKEG OVTILETMOTIONG KoL TIC TNYEG VITOGTNPIENG.

Yopnépoaopa: [ToAlég and Tig epmelpieg OV TEPLYPAPNKOAY OO YUVOIKEG LE OULOPPOYIKEG
dwrapayéc mpwv and 20 ypoévie mapopévovy dwdedopévec. H mapoyn vyelovopikng

nepiBaiyng Tpémel va aAAAEEL Y10 VO TOVG TPOGPEPEL KaADTEPT Bepameio Kot VITOGTHPIEN.

AEEEIG-KAELOLA: OO pPOYIKEG dlaTapayéc, Plopévn epumepia, pnvoppayio, YOVOIKeC.

9° ApOBpo: Lam et al., 2018. A survey of characteristics and current educational needs of

hemophilia treatment centers within Asia Pacific. Res Pract Thromb Haemost. May
24;2(3):508-517.

Abstract

Background: Poor disease understanding and gaps in expertise regarding hemophilia care
have been identified at all levels in Asia Pacific. Continued education for involved

healthcare professionals (HCPs) is crucial for improved delivery.

Objectives: To identify training and educational needs of hemophilia HCPs in Asia

Pacific.

Methods: Clinicians working at hemophilia treatment centers (HTCs), identified from the
World Federation of Hemophilia Directory, were contacted by the Asia Pacific Hemophilia
Working Group (APHWG). An electronic survey was sent to 161 centers from 15 countries
for which HTC identification was complete to assess HTC characteristics, educational

status, and needs. Responses were stratified by national economic capacity.



Results: From March 23 to June 6, 2016, clinicians from 58 HTCs completed the survey.
Most reported availability of specialists to serve core patient requirements, although
availability of trained nurses and geneticists was low in lower-middle income countries
(LMICs). Although 98.3% of HTCs had laboratory facilities, 8.8% do not participate in
any quality assessment schemes. The most common limitations of current initiatives were
infrequency and lack of local language content. Education is currently mostly received via
internet, particularly among LMICs and upper-middle income countries (UMICs), though
there is strong preference for meetings. Main barriers to receiving education were funding
and time constraints. Unique priority topics were musculoskeletal management, quality of
life and management by non-hematologists (high-income countries), inhibitor management
and research (UMICs), and outcomes assessment (LMICs).

Conclusion: In Asia Pacific, training programs should be tailored according to unique

needs of differing economic capacities and resource settings.

Keywords: Asia; educational needs assessment; hematology; hemophilia; surveys and

questionnaires.
EMnvucn anédoon

Iotopikd: Kok xoatavonomn e vOGou Kot KEVE GTNV TEYVOYVOGIO CYETIKA HE TNV
QPOVTION NS opoppoPIAia Exovv eviomiotel oe O A Ta emineda otV Acio-Eipnviko. H
oLVEYNG EKTdEVOT Y10 TOVG epmAekOpevovg emayyeapatieg vysiog (HCPs) etvan {otikng

onpaciog yo ) Pertiwon g Topoyng.

X1oyou: IIpocdopioodg TV avaykdv KOTApTIong Kot ekmaidevong tov aclevav e

apoppoeirio oty Acia- Eipnviko.

Mé£0odor. Me tovg KAWVIKOUG emayyelpotiec mov gpydalovtal oe kévipa Oepameiog
aoppopiriog (HTCs), pe tawtomoinon and tov Katdroyo g Iaykodouag Opoomovdiog
Awoppoeihiag, emkowvavnoe n Asia-Pacific Oudda Epyociog yi v Ayoppogidia
(APHWG). AreotdAn niextpovikn épevva oe 161 kévipa amd 15 ydpeg yio Tig omoieg 1
avayvopion HTC ftav tAnpng yio v a&loAdynon tov xopoKTpioTIKOV, g
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EKTAOEVTIKNG KaTdoTaong Kot Tov avoykov s HTC. Ot arnavtioegig ta&vopundnikoy pe

Baon v €Bvikn okovopukn wavoTnTo.

Amoteréoporta: And g 23 Maptiov €ém¢ T1g 6 Tovviov 2016, o1 KAvikol emaryyelpotieg
and 58 HTC oloxkMpwcav v emokoOmnon. YmnpEe mo ouyvn avaeepOpevn
dbeoudTTO EWIKAOV Y10 TV EELANPETNOTN TOV PACIKOV OTAITNCEDV TOV 0CHEVDV, oV
Kol 1 O00ecIUOTNTA EKTOOEVUEVAOV VOCAELTOV KOl YEVETIGTAOV MTOV YOUNAN OTIG
Katdtepeg-pecaieg ogeicoonua yopeg (LMICS). Av kot 1o 98,3% tov HTC 61é0ete
EPYOOTNPLOKEG  eyKaTAoTAOEL,, TO 8,8% JOgv GUUUETEYOLV G KOVEVO TPOYPOLLLLOL
a&loAoynong mowwmrag. Ot o cuvnOiepéVol meplopiopol TV TPEXOVTI®V TPOTOLOLAMODY
ntav N omavidtnTo Kot 1 EAAEWYN TOMKOV YAMOoKoU mepieyopévov. H exmaidevon
AapPaveton emi Tov TapdvTog Kupimg pEcm dadiktvov, wiaitepa petald tov LMIC ko
TOV ovVOTEPOV-UESHinV 160N Hatog Yowpov (UMIC), av kot vrdpyel peydin tpotiunon
v cuvavTNoelS. Ta kKopla epumodda yio T ANy ekmaidgvuong NTav 1 YPMUATOSOTNON Kot
ol ypovikoi meplopiopol. Movadikd Oépata mTpoTepAdTNTOS MTOV 1| HVOGKEAETIKN
dwyeipion, n mowdvmta (NG Ko M dwyeipion amd un oapatordyovs (YmpPes vYNA0D
€1600NNaTOC), N Owyeipion avaoctorémv kat 1 épevva (UMICS), kot a&loldoynong

amotereopdtmv (LMICS).

Yopunépoopa: Xmv Acio-Eipnviko, 1o ekmoudevtikd mpoypdupato OBo mpémer va
TPocapuOlovTal COUP®VO LE TO UOVAIIKOOIPOPETIKES OIKOVOLUKES OLVOTOTNTES Ko

pvOuiocelg Topwv.

A&Eerg Khewdnd: Aocio, Extiunon exmoidevtik®v ovayk®v, oipatoroyio, oipo@iia,

EPEVVEC KL EPOTNLOTOAOYCL.
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10° ApO@po: Schafer et al., 2017. Pharmacokinetics, Safety, and Efficacy of Recombinant
Factor VIII Fc Fusion Protein: A Practical Review. J Infus Nurs. Jan/Feb;40(1):65-75

Abstract

Prophylaxis for hemophilia A with conventional factor VIII (FVIII) products requires
frequent intravenous dosing, which may reduce adherence. Recombinant factor VIII Fc
fusion protein (rFVI11Fc) has a prolonged half-life compared with conventional rFVII1, and
has demonstrated safety and efficacy for the prevention and treatment of bleeding episodes
in phase 3 studies of patients with severe hemophilia A. Most subjects experienced reduced
prophylactic dosing frequency with rFVIIIFc compared with prestudy FVIII; the median
total weekly prophylactic consumption was comparable. No subjects developed inhibitors.
These results suggest that prophylaxis with rEVIIIFc in patients with hemophilia A may
allow less frequent prophylactic dosing while maintaining efficacy, with comparable

prophylactic consumption.
EMnvucn antédoon

H mpopvraén yu v apoppopirio A pe ocvuPatikd mpoiovta mapdyovro VI (FVIII)
amoutel cuyvn EVOOPAEPLa 000N, N oToia o pel var LELdGEL TNV TpookdAAnon. H mpwteivn
ovvinéng Fc avacvvovacpévov mopdyovta VI (rFVIIIFc) éxer mopatetapévo ypovo
nuiong oe ovykpon pe to ovuPatikd rFVIT ko éxer amodeifer acpdieln Ko
OMOTEAECUOTIKOTNTO, YL TNV TPOANYT Kol TN Oepomeion aploppayik®v emeicodimv o€
puerétrec 3" paong oe acbevelg pe coPapn apoppoeirio. A. Ta mepiocdtepa dTopo
TOPOVGIACHV LELOUEVT TPOPVAOKTIKY cvyvOTnTa docoroyiag pe FFVIIIFC oe ohykpion pe
v mpoperétn FVIIL H d1dpeon cvvorikr| foopadiaio mpoQuANKTIKY KOTOVAAMOOT NToV
ovykpioywn. Kavéva dropo dev  avémtvée ovootoieic. Avtd to  amoteléopata
vrodnAdvovv 6t | tpoeviaén pe rEVIIFce oe aoBevelg pe apoppopirion A pmopel va
emupéyel  MyOTEPO  GLYVN  TPOPLAOKTIKY) O0OCM, OITNPOVTOG TOPAAANAL TNV

OTOTEAEGLOTIKOTNTO, LE GLYKPIGIUN TPOPUVAOKTIKT KATAVAA®GT).

53



11° apOpo: Okide et al., 2020. Challenges facing community-dwelling adults with
hemophilia: Implications for community-based adult education and nursing. J Int Med Res.
Jan;48(1):300060519862101

Abstract

Community-dwelling adults are members of society residing in community settings.
Community-based adult education is designed for local residents and groups, to enable
them to improve their quality of life within their community. Hemophilia is a bleeding
disorder that can be inherited or acquired. World Hemophilia Day 2018 helped to raise
awareness about the importance of sharing knowledge and the experience of hemophilia,
as well as to improve access to care and treatment among people with this bleeding
disorder. We used the documentary method of research, which has been adopted in recent
review articles, to collect and analyze the findings of published literature on hemophilia.
Our results showed that community-dwelling adults with hemophilia have concerns that
merit the attention of government and non-governmental agencies. Some challenges faced
by many community-dwelling adults with hemophilia include the cost of treatment and
employment challenges. Herein, we discuss the implications for community-based health
education and nursing with respect to patient care, adult education, nursing education,
management, research, and policy. Finally, the authors note that sustainable efforts are
needed in the provision of local, national and international leadership and educational
resources to improve and sustain health care for community-dwelling adults with

hemophilia.

Keywords: Adults with hemophilia; adult educators; community-based adult education;

community-dwelling adults; hemophilia; nurses.

EXAnvikn amddoon

O1 evi)AIKEG TTOV KOTOIKOUV GTNV KOwOTNTo €fvatl PLEAN TG KOWMVING TOL KOTOIKOUV GE
KowoTwkd mepidrrovta. H exnaidevon evniikov pe Bdon v kowodtnta £xel oyedootel

Y10 VTOTIOVG KATOTKOVG Kol OPLAOES, Y10 VO TOVS dMGEL T dLVOTOTNTA VO, PEATIOGOVV TN
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d1| Tovg mowdTnTa LONg otV Kowotntd tovc. H atpoppoeiiio eivar po opopporykn
dwroapayn mov umopet vo eglvar kAnpovourkny N emiktntm. H Ioykoouo Huépa
Awoppopiriog 2018 Pondnce oy evausOntonoinon oyetikd pe ™ onpacio TG KOwNMg
YPNONG TN YVAOON Kol TNV eumepio g opoppoeiriog, kabmg kot t Peitioon g
npocfaonc oe mepiBaiym kot Oepameio petald TOV ATOU®V HE QDT TNV OUOPPOYIKT
dTapayn. XpNoWOTowoape TV TEKUNPLoTKy HéBodo Epevvac, 1 omoia £xel vioBetnOel
oe TPOCEATO APHPA OVAGKOTNONG, YO T GLAAOYN KOl OVAALGN TV ELVPNUATOV NG
dnuocievpévng PpMoypaeiog yio v apoppo@irio. Ta amoteAéopatd pog £de&av 6t o1
EVIIMKEG TOL KOTOKOVV GTNV KOWVOTNTO LE OO PPOPIAia. £yovV avnovyieg mov a&ilovv v
TPOGOYN TOV KLPEPVNTIKOV Ko PN KuPepvntikadv opéwv. Mepikol and Tig TpokANGELS
OV OVTILETOTILOVV TOAAOT EVIIAIKES TTOV KOTOWKOVV GTNV KOWOTNTO LE OULOPPOPIAia
wepthapPavovy To k66To¢ TG Bepameiog Kot TIg TpokANcelS amacyoAnone. Edom, culntdpue
TIG EMOPACELS YIOL TNV KOWOTIKY EKTOUOEVON LYENG KO TNV VOGNAELTIKN (OPOVTION e
oePacpd mpog tov achevr), TNV EKTOUOELON EVNAIK®VY, TN VOGNAELTIKN EKTOidEVLOT, TN
dwyelpion, v épevvag Kor TV TOAMTIKY. T€AOg, 01 GLYYPAPEl onueldvovLy OTL
amoutoHVTOL BUOCIUES TPOCTADELES, Y10 TOPOYY| TOTIKAOV, EOVIKAOV Kot SIEBVAOV NYEGIOV Kot
EKTOOEVTIKAOV TOP®V Yo PEATIOON KOl OTNPNOT TNG LYEWVOUIKNG TEPiBaiyme v

EVIIMKEG TOV KATOTKOVV GTNV KOWOTNTO LLE OLLOPPOPIALQL.

Ag&Eerg Kherdrd: Evilikeg e apoppo@iiio, EVAAIKOL EKTOLOEVTEG, KOIWVOTIKN EKTOUOELON

eVNMK@V, EVIIAIKEC TTOL KATOTKOVV GTNV KOWOTNTA, OUOPPOPIAL0, VOGNAEVTEG.

12° ApOpo: Aryaet al., 2020. Healthcare provider perspectives on inequities in access

to care for patients with inherited bleeding disorders. PLoS One. Feb 20;15(2):e0229099.
Abstract

Introduction: The ways in which social determinants of health affect patients with
inherited bleeding disorders remains unclear. The objective of this study was to understand
healthcare provider perspectives regarding access to care and diagnostic delay amongst this

patient population.
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Methods: A healthcare provider survey comprising 24 questions was developed, tested,
and subsequently disseminated online with recruitment to all members of The Association
of Hemophilia Clinic Directors of Canada (N = 73), members of the Canadian Association
of Nurses in Hemophilia Care (N = 40) and members of the Canadian Physiotherapists in
Hemophilia Care (N = 44).

Results: There were 70 respondents in total, for a total response rate of 45%. HCPs felt
that there were diagnostic delays for patients with mild symptomatology (71%, N = 50),
women presenting with abnormal uterine bleeding as their only or primary symptom (59%,
N = 41), and patients living in rural Canada (50%, N = 35). Fewer respondents felt that
factors such as socioeconomic status (46%, N = 32) or race (21%, N = 15) influenced
access to care, particularly as compared to the influence of rural location (77%, N = 54).

Discussion: We found that healthcare providers identified patients with mild
symptomatology, isolated abnormal uterine bleeding, and residence in rural locations as
populations at risk for inequitable access to care. These factors warrant further study, and
will be investigated further by our group using our nation-wide patient survey and ongoing

in-depth qualitative patient interviews.

EXnvicn amtédoon

Ewaymyn: Ot tpomot pe toug 0moiovg o1 Kovmvikoi kabopiotikol mapdyovies g vyeiog
emnpedlovv tovg acbevelg pe KANPOVOIKEG OLUOPPAYIKES OUTOPAYES TOPUUEVOVY
aco@eic. O 610Y0g oA TNG HEAETNG MTAV VO KOTOVONGEL TIC TPOOTTIKEG TOV TOPOYWOV
VYEOVOUIKNG TtEPIBaAYTG GYeTIKd pe TNV TpocPacn otny mepiBolyn kot T S10yvmSTIKN

kaBvotépnon oe avtdv Tov TANOLGUO acBevAY.

Mé£0Bodor: Muwo épsvva mapdywv vysovoukng mepiBoiyng mov mepehduPave 24
EPOTOELS avamTOXONKE, SOKIWUAGTNKE KOl GTN GLVEXEW OoveEUNOnKe OLOOIKTLOKA pe
otpatordynon oe 0Aa ta péAN tov The Association of Hemophilia Clinic Directors of
Canada (N = 73), uéin tov Canadian Association of Nurses in Hemophilia Care (N = 40)
kot péAn tov Canadian Physiotherapists in Hemophilia Care (N = 44).
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Anotedéoporta: Ympyav 70 epmm0Eviec GuVoMKd, [Le GUVOAKO TOGOGTO AVTUTOKPIONG
45%. O1 HCP Bedpnoav 0Tt vanpyov doyveootikés kabvuotepnoelg yio acbeveic pe nma
ovuntopatoroyio. (71%, N = 50), yvvaikeg mov gugavifovtav pe pn QLGIOAOYIKY
alpoppayio TG WNTPAG MG HOVASTKO 1 KUPLo cOuTopa (59%, N = 41) kot acbevelg mov
Covoav oe aypotikn mepoyny tov Kavadd (50 %, N = 35). Awydtepor epmtnbévieg
Bedpnoav 0Tl TOPAYOVTES OTWG 1 KOWMVIKOOTKOVOUIKY] Katdotaon (46%, N = 32) 1
oVAn (21%, N = 15) ennpéacav v npdcPacn otny mepiBolyn, Wiaitepa o€ GHYKPION pE
™mv enidpacn g aypotikng tomobesiag (77%, N = 54).

Yointnon: AmioTOGpE 0Tl 01 TAPOYOL VYEWVOKNG TepiBaiyng eviomicay acOeveig pe
N0 GLUTTOUOTOAOYI0L, LEUOVOUEVT] LT QLGIOAOYIKY] QLOPPOYIO TNG UNTPOS KoL OO0V
o€ aypoTikég Tonofeaieg mg TANBLo OV oL drTpEYovV Kivduvo Yo dvior Tpdcsfacn ot
epovtida. Avtol ol Tapdyovieg SIKAIOAOYOVV TTEPUTEP® HEAETN Kol B dtepgvvnBovv
TEPUTEP® OO TNV OHAO LG XPNOWOTOIDOVTAS TNV €pegvva aclevav pog oe eBviko

EMIMEd0 Kot TIC GLVVEXELS €1 PAOOG TOTIKEG GLVEVTEVEELS 0IoDEVDV.
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KE®AAAIO VI
YXYMEPAXMATA

H oawpoppogida amoterel pia ypdvia Kot Katd fAcT KANPOVO UK VOGO Y10, TV 07010 OUMG
oOLPMVO PE TNV TpEYOLTO BiPAoYpapio amodekvoeTal OTL £X0VV ONUEIWOEl OTUOVTIKES
e€eM&elc oV avayvopion, oty dayeipion, oty Oepaneion kot oy TPOANYN ™G oF
oxéon pe to moAodtepa  ypoévie. O voonlevtng JSwbétovrog TG  KOTOAANAEG
EMAYYEALOTIKEG SEEIOTNTEG GLUPAAEL CNUOVTIKA 6TV £EEMKTIKY TTOpEia TG VOGO KOOMC,
elvar o emayyehpatioc vyelog pe tov omoio o acBevig €xel ovyvotepn emopn. X&
ouvePYasio e TOVG LITOAOMOVS emayyEALOTIES VYEIOG SOUHOPPDOVEL TO PBEATIGTO TAGVO
QPOVTIONG TOV TETLYOIVEL TNV HEIDMOT TOV GUUTTOUATOV, TV TPOANYT ETITAOKOV KOl TNV

KOAVTEPT) TPOCAPLOYN TOV acbevr 6T vOGO.
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