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ENIXTHMONIKH OMAAA EPTAXIAX

1.TPOYZH EAIZABET (Zvvtoviotpla), AlpatoAdyog, Zuvvtoviotpla Aevbovtpla
E.X.Y.N.Y. Awpodooiag I''A.O.N.A. «O ATIOX XABBAZX».

2.BAXIAAKOIIOYAOX OEOAQPOYX, AwatoArdyog, Kabnyntis Awatoloyiag
E.KILA. AwatoAoywky KAk T.N.A. «AAIKO».

3.BOYATAPEAHX MIXAHA, KaBnyntg Maboroywkng Puoloroylag-Alpatoroyiag
E.KILA., T'.N.A. «<AAIKO».

4.AHMOY MAPIA, Awpatoroyog, Akadnuaikog Ymotpowog, Awpatoroyikny KAwikn
I.N.A. «<AAIKO».

5.KATXAPOY OATA, AievbVvtpua EXY, IlabBoAdyos- latpelo Awwdotaong, I.N.A.
«AAIKO».

6.KATTAMHX ANTQNIOZX, Iasiatpog, Kabnynmig Madiatpiknis Alpatoroyiag -
Oykoloylag (KE@), A’ MMaudiatpikn KAk Mavemotpiov ABnvwv I'.N. Maidwv «H
ATTA 20PI1A».

7. KOYPAKAH AAEEANAPA, AwatoAoyog, AtevBiOvtpla E.X.Y., AlnatoAoyikd Tunua
MaboAroywkng KAk ILI.N. Iatpwv «ITANATTA H BOHOEIA», YrehOuvn Movadag
Meooyelakng Avatpiog Kot AlHoo@alpvotadeiwy.

8. KQXTEAIAOY OEOAQPA, Awevbivtpia Movadag Awodooiag, KAwikng
Awatoroyiag, [INéEng-Awpodotaong, Qvaoelo Kapdioxepovpywko Kevrpo (Q2.K.K.).
9.MITAATAAAKHX IQANNHE, AwatoAdyog, AtevBuvtnig
Awatoroywng/Asppwpdtwv  KAwvikig  kat  Movadag M.M.O. T.N.A.  «O
EYAITEAIZEMOZ».

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

11.MANATIQTIAHX TIANATIQTHX, KoaOnyntig Awatoroyiag, E.KILA. T.N.A.
«AAIKO».

12.IIAATA EAENH, AwatoAdyog, AwvBvipiae  EXY., T.NA. «AAIKO».
13.XAKEAAAPH IQANNA, AwoatoAddyog, AlevBuvtpia AwatoAoykn KAwwn -
Movada M.M.O. I'.N.0. «I".ITAITANIKOAAOY ».

14.XMNYPIAQNIAHY AAEEZEANAPOYX, AwatoAoyog, Kabnynmgc AwatoAoyiag,
[Mavemiotnuiov Matpwv.

15.TEPIIOX EYAITEAOZX, AwoatoAdyog, KaBnyntig AwatoAoyiag, OepameuTiki
KA E.K.ILA. T.N.A. k<AAEZEANAPA».

16.TZIPITQTHE TMANATIQTHX, AwatoAdyog, Avaminpwtig  KaBnynmg
Awatoroyiag latpwkng XxoAng E.KILA., B’ Ipomaidevtiky IMabBoAoywkn KAwiky,
I1.T.N. «KATTIKON».

17.0HPAIOX EAEYOEPIOZ, 'evikog/Owoyevelakds latpog, Atcvbuvtig E.XY., K.Y.
Bdpng, Ipoiotdpevog Tevikng AelBuvong OAIMY A.E., Tevikdg Tpoappatéag g
latpwn g Etaipeiag ABnvwv.

18.MHTPOY IIANATIQTA, EwWSwkog IlaBoAdyos - Awxfntordyos, ASaktwp
[Mavemotnuiov ABnvwv, Ilpoioctapévn AvtotedoVs Tunpatog OgpaATEVTIKWV
[MpwTtokOA WV Kat MnTpwwv AcBevwy Touv Ymovpyeiov Yyelag.
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EINIXTHMONIKOI XYNEPTATEX I'lA TH XYITPA®H TOY ITIAPONTOX OEPAIIEYTIKOY
INPQTOKOAAQY

Nopwkov Ev@poovvy, AwatoAdyog, AevBivipua, Emotpoviky YmehOuvn,
Noookopelaxn Ymmpeoia Apodoaoiog- Kévtpo Apoppo@dikwyv I'.N. “ITtmokpdatelo”.
Mepyavtov EAévn, lTasiatpog, Zuvtoviotpla AtevdivTpla, Movdda Aloppaytkmy
AwaBéoewv kat Kévtpo Awpoppopdikwv Iadwwv, Noookopeio Maidwv "H Ayia
Topla".

T'PAMMATEIAKH YIIOXTHPIZH

Toanapikov Auntpa, TE Emokentpiov Yyeiag, Avtotedés Tunua OepameuTikmy
[MpwTok6A WV Kal MNTpwwv AcBevwv.
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ME®OAOAOTIA ANAIITYZHX ITPQTOKOAAQN

MNPOTYNO AATOPIOMOY AIAINQ2ZHZ
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Apxwn Enioken Eravektipnon
-Awdyvwon MapAUETPOL EKBOONG YLOL TNV EMOAVEKTIUNGN
Awdyvwon cupdwva pe
A) KAwvikd kpuerpla
B) NapakAwikég e€eTdoELg

g MpPoTEIVOUEVO OGOTIKOTIOINEVO £pyalEio yia TNV
*Anotipnon tng éKBaong
*Avtanokplon otn aywyn

| 3tadlo Nooou |

N7
, ] *Mota kKAwika dedopéva anatrovvral (Seikteg)
Evéekvuopevn QappakeuTiki *Mota ntapakAwikd dsdopéva anatrodvral (Ssikteg)
Aywyn ( ATC4 ry ATC5) V

XPOVIKO ALAOTNOL TTOU TIPETIEL
va pecoAaBel yo tnv

gnavektiunon /
enavaglohoynon

MpOoTEWVOUEVEG EKSOXEC YLOL TNV CUVEXLON TNG
OepATMEVTIKAG AVTIETWITLONG UE Bdon Ta
Sedopéva £kBaong avtanokplong

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

e 1] KATNYOPLOTIOMON TWV BEPATEVTIKWV OXTNUATWV 1) BEPATEVTIKWY CUVSVACTUWVY €
veoSLayvwoBév voonua/vedTAaopa

e 1] KATNYOPLOTIOMON TWV BEPATIEVTIK®OV CYNUATWV 1] BEPATTEVTIKWOV GUVSVACUWY OF
VTOTPOTILAlOoV 1 AVOEKTIKO Voo /VEOTTAXG A

ne Baon apyikd kpttipla (EYKeKpLUEVeES evBeifels, amoSeSelypévn AMOTEAECUATIKOTNTA,
amolnuiwon @APUAKEVTIKOU KOOTOUG) KAl HE QAVU@POPA O€ S0COAOYIKA OXNHATA,
BepameuTikoUg KUKAOUG, Slapkela Bepatmeiag Kal EMAVAANTITIKOTNTA KUKAWY, HE OCLVOSA
KpLTpla Evtading/amokAelopov/amotuyxiag aywyng.

Eldk6TeEpa, 0NV KATNYOPLOTIONOT TWV OEPATEVTIKWV OXNUATWY, GUVEKTIUNONKAV 01N
Slapdpewo Toug:
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BepamevTiKGA oYNUATA TOU €youv NON EYKPLOT OTNV QVAPEPOUEVN] VPO
Bepamelag, TEKUNPLWHUEVO OTHAVTIKO KAWVIKO O@QEAOG EVAVTL AAAWY BEPATIEVTIKWV
OYMUATWY, TIEPLYPa@OoVTaL OTIS SlEBVelS 08nYieg pe onuavtiko Badud tekunpiwong
KOl KOTA CUVETIELX ATTON ULOVOVTOL ATIO TOV AOQAALGTIKO (POPEX

BepamevTikd oynuata Tou €youv NON EYKPLON OGNV AVUEQEPOUEVN] YPAUUT
Bepamelag, TEKUNPLWHUEVO CTHAVTIKO KAWVIKO O@QEAOG EVAVTL AAAWVY BEPATIEVTIKWV
OYNMUATWVY OTIWG KATASEIKVUETAL ATIO TIOAUKEVTPLKEG HEAETEG WOLaiTteEPNS BapitnTag
aAAG Tov xpelalovTal PEYAAUTEPO SLAcTNUA TTapakoAovBnong Yo va emibeifouv
TAEOVEKTNUX OULVOALKNG emiBiwong Teplypa@ovtal otig Siebvels odnyieg ue
ONUAVTIKO PBabpd Tekunplwomng Kal KOTA CUVETELX OTMOlNULOVOVTAL ATO TOV
AoPAAMOTIKO @opéa (0 avapovn NG emavasloAGynong TG GUVOALKNG aglag Twv
oPpuwyv dedopévwv Toug)

BepamevTiKGd oYNUATA TOU €youv NON EYKPLOT OTNV QVAPEPOUEVN] VPO
Oepamelag, aAAd eite w@EEAOVV OUYKEKPLUEVEG opGdeg acBevwv, eite £xouv
TEPLOPLOUEVO OPEAOG/ 1] KOL OTUAVTIKY TOEKOTNTA £VAVTL AAAWV EYKEKPIUEVWV
BEPATEVTIKWY GXTUATWY TIOV ET{OTG ATTOTULWOVOVTOAL KL TIOV 0TLS SteBveis 0dnyleg
EVOEXOUEVWG TIEPLYPAPOVTOL LLE ALYOTEPO OTUAVTIKO BaBuod Tekunpiwong.
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OEPAIIEYTIKA TIIPQTOKOAAA TIA TH OEPAIIEIA THX
AIMOPPO®IAIAX A KAI AIMOPPO®IAIAY B

ICD-10:
D66 Apoppo@iia A
D67 Awoppo@lriia B

EIXATQI'H

H awoppo@ria (A 1 B) eivat kKANpovopLko (UAOGUVEETO OTIAVIO VOOT|X TIOU O@EIAETAL OF
avemapkelx twv Toapayovtwv VIII 1 IX g méng, avtiotoxa. H owpoppoiriia A
ep@avifetal pe ouyvotmta mepimov pla og 10.000 yevvioelg appevwy, eve 1 B pe epimou
ulo otig 30.000. Xapakmpifetal amd alpoppayikn Siabeon pe cuyvotnta kat Bapltnta
OXETI{OUEVN TIPWTIOTWS PE Ta EMITESA TNG SPACTIKOTNTAS TwV Tapaydvtwy VIII 1 IX oto
TAGopa (YovoTtuTog) aAAd kol TV W8locvotacia Tov acBevois (@avotumog), (Mivakag 1).

Mivakag 1. KAwviki) elkova atpoppo@iiag avaAoya LE TA ETTESA TV TAPAYOVT®V
Bapvtnta vécov Entineda KAwikég ekdnAwaoeig
SpactikOTNTAC
Tapdyovta

Bapua <1lu/dl ZUXVEG aUTOUATEG aluoppayies, Kupiwg
apBpwoewV Kal HUWV

Méong Bapvtntag 1-5u/dl ITMAVIEG aUTOMATEG alloppayles, Kupiwg
apfpwoewv Kal HU®V, alloppayies o8
XELPOUPYIKEG EMEUBATELS

‘Hmia >5-30 u/dl MeTaTpavuaTikég alpoppayleg
aLLOpPaY(ES OE XELPOVPYIKES EMEUPATELS

OEPAIIEIA - TENIKEX APXEX

Zto)06 NG Bepamelag TwV aTOUWY PE ALpoppo@Aia elval 1 TPOANYM KoL AVTILETWTILON TWV
QALLOPPAYLWDV, XAAX KAL TWV ETUTAOK®OV TG VOGOU (atpoppo@ ik apbpomabela, avamtuin
avaoToAEWY, Aouwdn voonuata mov petadiSovtal pe moapdywya aipatog). Ot yevikég
OPXES AVTIUETWTILONG, ATOTUTIWVOVTAL 08 KaTevBuvTipleg odnyies tooo Evpwmaikwy 660
Kot AteBvwv Opyaviopwv yia v Aloppo@iia Kat oL Kuplotepes eplapuavouy:

o Tlapoxn olokAnpwpévng @povtidas (Comprehensive care) péow e€eldikevpévwy

KEVTPWV

o Avtuetwmion o&éog apoppaykol emelcodiov (on demand treatment)
[TIpo@uAaxtikn Oepameia o€ TALSIA KL G€ EVIALKESG, UE OTOXO, KUPLWG, TNV TIPOATIYIM
™m¢ avamtuéng 1 embelvwong

treatment)

alpLoppo@IAkns apBpomabelag (prophylactic
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o E@appoyn mpwtok6AAwv avocoavoxns (Immune Tolerance Induction) o€ dtopa pe
VOO TOAEQ.
e Avvatotnta yia xopnynon Bepameiag oto omitt (home treatment)

OEPAIIEIA YIIOKATAXTAXHX

LUUTTUKVOUEVOL TTAPAYOVTEG TNENG

0 0TOX0G TNG PUOLOAOYIKNG odoTHONG OTNV alpoppo@diac A kot B emituyydvetatr pe
XOPNYNON OKEVACUATWY CUUTUKVWUEVWY Tapayovtwy méng VIII kol IX, avtiotouyo.
XpNOOTIOLOVVTAL ATIOKAELGTIKA TIPOTOVTA AGPUAT] VIO LETAB00T) LOYEVWV AOLUWEEWVY, OTIWG
elvat Ta avaovvdvacpéva okevaopata (r-), Ta omola amoteAovv Bepameia MAOYNG, Kal
TAaopatikd (pd) emeiepyacuéva pe TovAdayiotov dvo uebddouvg adpavomoinong ya 1ovs. Ta
TpwToOepamevOueVa GTopa Ba TPEMEL VA AVTIHETWTI(oVTAL WG emi To TAeloTtov pe
AVAOUVSUAGUEVOUG TIAPAYOVTES.

H xopriynon ¢ Bepameiag vmokatdotaong yivetat:
1) Emiopoppaywkot emelcodiov (Bepameia el avaykng-on demand).
2) TIpoANTTIKA, Yl TNV ATOo@UYN SLEYXELPTTIKNG 1] LETEYXELPNTIKNG apoppayiog
(preventive treatment)
3) Mpogulaktika (prophylaxis)

E8ikdtepa n ipo@uAaktikn Bepameia pmopel va elvat:

a) TPWTOYEVTG, HE KUPLO OTOXO TNV EAXXLOTOTOMGOT TOU aplBpol Twv atndpbpwv
Kat TpOANYM NG ALUOPPOPAIKNIG apBpoTidBelag. Zekivd ouviBws PETAE) TPWTOL Kol
SevTePOL XpOVoL (WG TALSLWV UE Bapld alpoppo@Aia, EITE TTPO NG ELPAVIOTS ALUdpOpov
ELTE HETA TO TIPWTO ALUOPPAYLKO ETELTOSLO.

B) Sevtepoyevng, €lTe PHOKPOXPOVIX OE TALSLA KL VEOUG EVNALKEG TIOU £X0UV 161
epn@avioel alpapBpa, pe otoxo va avaxartiobel n €E€An ™G apBpomabelag, eite yw
oUVTOUX XPOVIKA SLCTHHOTA T.Y. META amd cofapd QLHOPPAYIKA ETMELCOSLA, YIX TIG
AVAYKEG (PUOIKODEPATIELNG 1] LETEYXELPT TIKAL.

Y) TpLroyevig, og evnAikoug mouv £xouv NON avamtvéel apbpomddeia M OTAV
OUVUTIAPYOLV VOOT|LATA TIOU AUEAVOUV TNV TIOAVOTNTA ALLOPPAYLKOU ETIELCOS{0V.

H 8601 kot 1 ouxvotnta Xopnynons, eEAToUKEVOVTAL aVAAOY HE TNV NAKiQ, ToV
KALVIKO (@QLVOTUTIO TOU A0BEVOUG Kl TNV @APUUKOKIVITIKI] TOU EKAOTOTE OKEVAGHATOG
[ovpBatika N mapatetapévov xpovou nuicewag (wng (Extended Half Life, EHL) pe
SLapopeTIKEG TEYVOAOY(ES OTIWG Yia TTapddetypa ovvinén 1 meykvAiwon]. Bondntika ywx
Tov kaboplopd NG 86ong oe kabe acBevr), UTopel va XpnooTonBoUv UTTOAOYIOTIKA
Hovtéda movu Bacifovtal o€ TANOVOUIAKES PAPUAKOKIVI TIKEG LEAETEG.
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Mivakag 2. Tkevdopata tapayovra FVIII kat FIX ov kukAo@opovv otnv EAAGS«
(2023)

ZUUBATIKA GKEVAGLATA

Avacvvdvaocpéva ckevaspata FVIII Avacuvdvaopéva okevacpata FIX
Moroctocog alfa Nonacog alfa
Octocog alfa Nonacog gamma

Turoctocog alfa

MAaopatika oksvacpoata FVIII M\aopatiko okevaopa FIX

Tkevaopa mov mepLéxel FVIII kol FYW

Tkevaopa mov meptéxel FVIII

LKEVACNATA TTAPATETAREVOL XpOvou Nuiceag (w1 ¢ (Extended Half Life, EHL)

Damoctocog alfa pegol* Albutrepenonacog alfa

Efanesoctocog alfa** Eftrenonacog alfa

Efmoroctococ alfa Nonacog beta pegol

Lonoctocog alfa (single-chain FVIII, BeAtiwpévn
(POUUUKOKLYT TIKI ) ***

Rurioctocog alfa pegol*

Turoctocog alfa pegol*

*AUTA TA TIEYKUALWUEVA TIHPAY WYX EIVAL EYKEKPLUEVA Y1 AOOEVEIS Gvw TwV 12 eTwV.
**Eykekpwévo amd tov FDA 2/2023 (8ev eivar otn Ogtikn Alota). Xt 8iebvn
BiBAoypapia xapaktmpiletal wg “High sustained FVIII replacement therapy”.

ETo okeVoopa £XEL BEATIWUEVT] PAPUAKOKIVITIKY] O€ OXE0T HE TA OLUUPBATIKA Kat TTAnpol
Tov oplopod Twv EHL okevaopdatwy cvppwva pe v World Federation of Hemophilia.
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AVTULETWOTILOT ALUOPPAYLIKWOV ETELCOS LWV

H 860m kat n Stdpkela xopnynomng Tov mapayovta TNEng efaptatatl amo v Papvtnta Tng
alpoppo@riag, ™ 0€om ™ apoppayiag kot ™ cofapdtnta tov emetcodiov. (ITivakag 3). H
EULPAVIOT) ETUTAOK®V amaLTel EEATOUIKEVON TG AYWYT|G.

Mivakag 3. TyNuata VTTOKATEoTAONG 08 GLVHON 0EE aLpoppayIkd eTELCOSIA
Emibuuntd emimedo) ZuyxvotnTa Mépeg
Ofom awpoppayiog mapayovta (IU/DL) xopniynons oto Oepameiog
FVIII FIX 24wpo
Alpap6po 30-50 30-50 1-2 1-2
Mvuiko alpdtwpo 30-50 30-50 1-2 2-3
Awatwpa Aayovoyoity
o Apxi 60-80 60-70 1-2 1-2
e Yuvtrpnon 30-50 30-50 3-14
Awpoppayia KNZ.
o Apxkn 80-100 60-80 1-3 1-5
e ZTuvThpnon 50 30-50 8-20
OmeOo@apuyyiko 60-80 50-70 1-2 3-4
ALUATWO
Awoppayia TeTTIKOU
o Apxwn 80-100 60-80 1-3 7-10
e Yuvtipnon 50 30

AVTILETWOTLOT ALUOPPAYLKOVU ETIELCOSIOV 6€ AGOEVEIG LE AVAOTOAELG

Abdyw ™G XapMANG aQVAKTNONG TWV TapaydvTwy TENG Ta KAAGIKA BEPATEVTIKA oxfuaTa
elval avamoTEAEGUATIKA.

Ity awgoppo@iia A pe xaunAod titdo avaotaAit) (<5BU) kol nmieg awpoppayieg
umopel va xpnowpomomBolv okevaopata FVIII oe vymAdtepeg S0oelg ava
OUVTOUOTEPA XPOVIKA SlaoTnuata, woTte va efouvdetepwBel m  Spdomn Tou
AVTLIOWUATOG.

Y& OAEG TIG GAAEG TIEPLTTWOELS XOPNYOUVTUL OKEVAGUATH TIOU TOPAKAUTITOUV TNV
evdoyevn 060 ¢ Téng (by passing agents) 0Twg:

a) Avacvvedvaopévog Evepyomompévog tapayovtag VII (rFVIia: eptacog alfa)
oe 80om 90-120 pg/kg ava 2-3 wpeg péExpL TN PEATiWON TWV CUUTITWHATWY. Z€
acBevelg pe OxL koA avtamokplon €xel xpnoipomomnbet e’ anmag «mega-dose» 270
ug/kg (o€ avtv tn 660m 1 xpnon eiva off-label).

B) Evepyomompévo mpoBpouPvikd ovumieypa (Activated prothrombin
complex concentrate, aPCC) oe 86om 50-100 U/Kg kabe 8-12 wpeg, pe péylom
nuepnola 86om 200 U/kg.
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Oepamneia avosoavoyiS (ITI: Immune Tolerance Induction)

Maxkpoxpovia aywyn mov e@apuoletal yia Tnv ekpl{worn Tou avacToAEd IOV AVATITUCCETAL
KateEoxnv atnVv atSikn nAkia.

Ta Sooodoyikd Bepamevtikd oxnpata yia dropa pe Bapeia Apoppo@iriia A mowkidovv (FVIII:
50-200 IU/kg/muépa, eyxVoels 3 @opég/efdopdda, pepa mapda pépa 1 kabnuepwva). T tnv
ITI xpnowwomoleltat to okevaopa rFVIII mov eAduBave 1161 o acBevig 1| okevaopua pdFVIII
oV va mepLEXeL kat mapayovta von Willebrand. Emituyrg fepameia emituyydvetal oto 75%
TV TEPIMITWOEWV.

Oepameia avoooavoxns ya tnv Awpoppo@iia B gxel pikpotepn mbavotnta emttuyiag (25%)
KOl OUXVA 6UVOSEVETAL ATIO ETITTAOKES (VEQPWOIKO GUVOPOO). ZUUTIANPWUATIKY] OYWYN UE
OVOCOKATAOTAATIKA 1] AVOCOTPOTIOTIONTIKA (PAPUOKA XPTOLLOTIOLEITOL KATH TEPITTTWOT).

Oepanela MPoPLAXENG T TAPOVOLAG AVAGTOAEQ

E@appoletat yla Tov TEPLOPLOUS TWV ALUOPPAYIK®V ETELGOSIWV KAL TWV ATEANTIKOV YLA TN
{on awpoppayikwy oe atopa vmd ITI, eml amotuyiag ITI | oe aduvvauio xopriynong ITIL
XpNOOTIOLOVVTAL OKEVAGHUATA TIOU TIAPAKAUTITOUV TV €v80oyevny 0806 NG TNENG, avaAoyws
Tou TUTOU TNG ALHoPPOo@IAiaG, 08 8000AOYIKA OXNUATA TIOU TOLKIAOUVY, QVOAOYWS TNG
ouxvOTNTAS KAl PBoapOTNTAG TWV ALHOPPAYIKWY €MELCOSiwY, 1| TO emicizumab otnv
Awpoppo@iria A tou €xeL eykplOel we Bepameia TPoEVAAENG o€ aoOEeVEIS e avaoTOAE.

AALOL OEPATMEVTIKOL TAPAYOVTEG

- Aegopompeooivny (Desmopressin, DDAVP):  Xprion evallaktikd oe fmia
awpoppo@iia A kaBws aviavel ta emimeda tou evéoyevoug FVIIL Eilval amapaitmmn 1
Stevépyela Sokpaoiag avtamnokplong o€ kabe aobev). Xopnyeital oe §6om 0.3 ug/Kg YA 7
E® SwxAvpévn oe N/S oe 20-30°. Meta amd ouvexduevn xpnon 3-5 nuepwv Sev vmapyet
avtamokplon (taxveuiagia, tachyphylaxis). H yopriynon amo@evyetal e madid KATw Twv
12unvwv kat € NAKIwPEVA dTopa pe avinpévo Bpopfoepfolikd kivéuvo.

- AvtuvwdoAvtikoi mapdayovteg (Tpavefoapukd o&0, Tranexamic acid):
XpNOWOTIOLEITAL 0V CUUTANPWUATIK Bepameia otV ALUOPPO@AAl A O TEPITITWOELS
awoppayiag 1 emepfdoewv oe PAevvoyovous, KupiwG o€ 080VTINTPIKEG eMEUPATEL.
Xopnyovuevn nuepnola d6om 15-25 mg /Kg, ava 8 wpeg amd tov otopartog 1 ED. Aev
€VSEIKVUTAL T XOPTYNON OE ALUOPPAYIX OUPOTIOMTIKOV, GTNV aLoppo@Aia B tavtdxpova pe
xpfon cvpumukvwudtwy FIX, kabwg katn ouyyoprynon ue APCC.

NedTEPOL OEPATTEVTIKOL TAPAYOVTEG U1 VTTOKATAGTAGTG

[pokettal yla mpoldvta pe SLa@opeTikd TPpOTO Spacns (OXL HE TNV VTTOKATACTAON
TOU QVETAPKOVVTOG TTAPAYOVTH) GTO UNYAVIGUO TNG TMENG,

A. To povokAwviKO avticwpa emicizumab, ival eykekplévo Katl xpnolomoLeitot
WG TPOPUAAKTLIKN Bepameia aoBevwv e aloppo@ria A pe avaoTUATEG 1] XWPIG AVAOTAATES
mov £xovv cofapn (FVIII < 1%) 1 pétprag Baputntag voco (FVIIL = 1% kat < 5%) pe cofapod
alpoppaykd @oavotumo. To avticwpa autd Spa ws yépupa petadd mapayovta IX kot X kat
avTikablotd TN Aettovpyla Touv evepyomowmpévou mapdyovta VIII mov Aeimel, yopnyeital
vmodopiwg ava eBdouada, ava 2 eBdopades 1 ava 4 efSopades kal mapéxel otabepd
QLUOGTATIKO ATOTEAEC AL
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0L aoBeveig pe | xwpis avactaATh Tov AauBdvouy wg Tpo@VAatn emicizumab, O«
xpewaotel va Adafouv emmAéov mapayovta VIII 1 rFVila avrtiotoia, oe mepumtwoelg
alpoppaylag 1 o€ XELPOUPYIKES ETTEPLACELS .

B. oe €&éAln Bplokovtal PeALTeG e GAAOUG VEOTEPOUG DEPATIEVTIKOVGS TTAPAYOVTES
TIOU GTOXEVOLV GTNV EMAVICOPPOTIA TNG ALUOCTAONG, OTIWG UOVOKAWVIKE QVTIOOUATA TTOU
avaotéAdovv T 6pdon tou TFPI (concizumab, marstacimab), to siRNA fitusiran mov
OTOXEVEL TNV avTiBpopfivn Kol TOV oVACTOAEX TNG EVEPYOTOMUEVNG TPWTEVNG C
(serpinPC), Ta omola emi ToL TAPOVTOG SV £XOVV TTAPEL EYKPLOT.

Fovidlakn Oepameia

H yoviSiakn Bepameia agopd TV eloaywyr] oTa NTATOKVTTAPA UE €@’ ama £yxuorn Tou
yoviSiwpatog twv mapayoviwyv FVIIL 1 FIX ypnowomowwvtag €vav petagopéa (ouvnbwg
mep(fAnua 1o AAV) pe 0Td)0 TTapaywyn NG TPWTEIVNS Kat BEATIwoT TNG ALUOGTAONG.

To etranacogene dezaparvovec Tov amOTEAEITAL ATIO £va LIKO LETAPOPEQ O OTIOI0G PEPEL TO
yovidlo touv mapdyovta IX, sivar éva @appoaksuTikd Tpoidv yoviSiakng Bgpameiag TOU €XEL
mpooc@ata eykplBel cav pila @’ amag Bepameia yioo v atpoppo@ria B Baplds popeng kat
netplwg Baplas popEns og evALKEG aoBEeVEIS XwPIG LOTOPLKO avAGTOAEWV Tov Ttapdyovta IX, Kal
xopnyeitar oe pila evdo@AéBia  Soom. [Ipdkeltal ywx €vav pn  avamapayouevo
avVaoLVSUAGUEVO aBEVOOXETI{OUEVO LKO (popéa opoTUTIOU 5 (AAVS) 0 omoiog eutepléXeL pia
BeATioTOTIOM PEVT] WG TIPOG TA KWSIKOVIA aAAnAovyia cDNA TTou KwSIKOTOLEL TNV TTaHpoAAayT|
R338L tou yovidiov tou avBpwmivouv mapdyovta IX (FIX-Padua), vmo tov éAeyyxo evog
NmatogkAekTikov vokwntn (LP1).

To valoctocogene roxaparvovec elval £va @APUAKEVTIKO TIPoldV yoviSlakng Bepameiag.
Eivat évag avaocuvSuaopévog adevooyeTl{OUEVOS LIKOS popéag Tov Baciletal aTov 0pOTUTIO
AAVS5 ywpis Suvatotnta avtlypa@ns kat meptexel To cDNA tou yovidiov ¢ pop@ns SQ tov
avBpwmivou mapdayovta méng VIII pe amaiowpn g B meploxns. Evéeikvutal og eviAitkoug
aocBeveic pe Bapld N petpiwg PBapld apoppo@hic A Xwpi§ LOTOPIKO AVACTOAEWV TOU
mapdayovta VIII kot xwpic aviyvedola avTtioopata €vavtl Tou opoOTuUTIou 5 Tovu
adevooyetiopevou oV (AAVS).

Kat o1 800 mapanavw Bepamneieg £xovv £ykpion amnd tov FDA kat tov EMA, aAdd oty
Ywpa pag §ev eivar otn Betiki) Alota. EmmAfov Bpiokovtat o€ EEAEN Kol GAAEG KALVIKEG
HEAETEG YOVISLAKNG BEpaTElRG TTOU CLPOPOVV TIG ALLOPPO@LALeSG A Kot B.

ITAPAKOAOYOHXH AXOENQN ME AIMOPPO®DIAIA A KAI AIMOPPO®IAIA
B

e [MapakoAovONoM KAL AVTIHETWTILON TWV XCOEVWV 0 EEELSIKEVHEVA KEVTPO

e Métpnon mapaydviwy TENG, o€ 16N Slyvwopévous acBeve(s, Tl GUYKEKPLUEVWY
KAWVIKWV evBEelewV Kal yla TNV TapakoAovOnon g Bepameiag VTOKATAGTAONG

e Métpnon oavaoctodtwv TENG o€ Atopx ULTO Oepameln LTOKATACTAONG T
TPO@UAXKTIKY, 600 @OopéG TO xpOvo 1 ouxvotepa emi evdelewv pelwong
AVTATIOKPLONG oTN Oepamela LVMOKATAGTAONG KAl E€QAPUOYT] TPWTOKOAAWY
aVOGOoaVOXNS
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o Extiunon G opoppo@AIKIG  apBpOTABEING  ATEIKOVIOTIKA UE  OTIAEG
aktwoypagies apfpwoewv 1 ECHO xatd mepimtwon 1 /xat MRI xdBe 1-5 xpovia pe
Bdaomn ™V KAWVIKY KOV

o ATEIKOVIOTIKOG £AEYXOG UE VTEPNXOVUG, oEOVIKN] Topoypa@ia 1 HOyVnNTIKN
Topoypa@ia eml kKAwkwv evlellewv alpoppayias kol €mi BeETIKOV gupNUATWY,
ETTAVEAEYXOG Y1 EKTIUNOT TOV BgpameuTikol amoteAéopatos o 15 nuépeg, 3 unveg
KOL VA 6UTVO €06 TNV TIANPT) UTIOXWPT|OT] TWV EVPTILATWV.
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