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ENNIXTHMONIKH OMAAA EPTAXIAY AIMATOAOTIAXZ
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KAwwr) EKITA T.N.A. «<AAIKO»

Kattaung Avrwvng, Kabnyntic Masatpikris Awpatoroyiag-Oykoloyiag, AlevBuvtig
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Onpaiog EAcv0£éprog. I'evikos latpog, A/vig EXY., Tevikog Tpappatéag g latpikig
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Mitpov Mavaywwta, MD,PhD. Ewdikog IMaboAdyos. Zuvepydtis Tevikov Tpappoatéa
Ymouvpyeiov Yyeiag

Modnpatag Imwavvng. dapuakomolds. El8ikos ZOppoviog M'evikoy T'pappatéa Ymovpyeiov
Yyeiag

AIMOPPOOIAIA | 3



ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ n
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I'kipkag Kwvoetavrtivog, Emikoupkos EmpeAntig Anatodoyiag, ATTIKO Noookopeio,
Agdamopta [ToAvEévn, AlSaktwp EKITA

Awxpavtidng Myaing, MSc, PhD, Awdktwp AIlO, AwatoAdyog, EmpeAntig B EXY,
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Ymmpeoia Awpodoaoiag - EBviko Kévtpo Avagopag Apoppayikwv Alabéaewy, ILT.N. “Aaikd”
Kwton Napaockevn, Awpatoddyos, AtevBivipla, Noookopewakr Ymnpeoia Awpodooiag -
EOvikd Kévtpo Avagopag Alpoppayikwv Atabécewv ILT.N. “Aaiko”

Mapwakng 0£08wpog, Apatodrdyog, Acvbuvtrg, Awatoroywky KAiwwn ILT.N.  “T.
I'evvmpatag”

NouwkoV Ev@poocivn, Apatordyog, AtcuBivtpla, Emotmpovikr YevOuvn, Noookopelak
Ymmpeoia Awpodoaciag- Kévtpo Alpoppo@iditkwv I'.N. “Itmokpdtelo”

MAatokovkn EAévn, IMaSiatpog, Zuvrtoviotpliar AlevBivtpla, Movdda Alpoppayikmv
AwaBéoewv kat Kevipo Apoppo@dikwv IMadiwv, Nocokopelo Maidwv "H Ayla Zopia”
YoAwpov 'EAeva, Em. Kabnyitpua Awwatodoyiag, Iatpikny ZxoAn Mavemotnuiov Matpav,
[Tavemotpiakd Noookopeio Plo

ItapoVAn Mapia, EmpeAntpia A' Apatoroyiag, ATTIKO Noookopeio

Itavpoywavvn Nikn, Apatordyog, A/vtpux EZY, Awatoroykn Kiwvikr-MMMO, T.N.0. T.
MamoavikoAdov

TPAMMATEIAKH YIIOXTHPIZH

Kakovtn dwtewvn
Agyavtn Mapia
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ITPOAOI'OX TENIKOY 'PAMMATEA

To Ymoupyelo Yyeiag Bploketal o Stadikacio VAOTIOMONG LG LEYAANG LETAPPUOULOTIKIG
mpoomabelag mpog 6peAog Tou IToAltn. Zuykekpluéva, og pia mpoomabela Slac@AALONG TNG
TaxLTeEPNS  Slayvwong, ™G PBEATiong  Oepameiag NG ATMOTEAECUATIKOTEPNS
TAPAKOAOVONONG TwV AeBEVOV 0AAG Kol TNG TTAE0V ATTOSOTIKNG SLOXEIPLOTG TWV TTOPWV YLo
™mv vyela, ExeL mpoxwpnoel amod Tov Mato tov 2017 og avacvotaon g Emitponng yix v
TAPAKOAOVONOT NG QAPUAKEVTIKNG SATAVNG, TNV KATAPTION Kol EmMeiepyacia Twv
SLAYVWOTIK®OV/BEPATTEVTIK®OV TTPWTOKOAAWVY KAl T1) Snuovpyio unTpowyv aehevov.

H Emutpomn autn eival vmevBuvn yla TV £YKPLOT KoL EQAPUOYT TWV SLOYVWOTIK®OV KAl
BEPATEVTIKWY  TPWTOKOAAWY  CUVTAYOYPAENONG OTNV  KAWIKY TPA&gn, HEow TNG
EVOWUATWONG TOUG OTIGC NAEKTPOVIKEG e@apUoyEéS vyeiag TMapdAinAa mpowbeitat 1
AVATITUEN KAWVIKOV TPWTOKOAAWY Ta omola Ba evowpatwbdolv oTo TANPOPOPLUKE
OUOTNUOTA TWV VOOOKOUEIWwV kal Ba SitaocuvdeBolv pe to oVotnua twv Kiewotwv
Evomompévwv Nooniiwv, n avamrtuén Kol EVOWUATWON OT CUVTAYOYPAENON €VOG
GUVOTITIKOU LATPLKOU LOTOPLKOU, 1] avdTrTuén Touv Atopkov HAsktpovikov dakédouv AcBevn
KoL Snuovpyla Mntpwwv Xpoviwv Madnoewv.

H oVOvtaén tTwv SlayvwoTikoy Kol BEpameuTIK@OV TPWTOKOAAWY BacioTnKe 0TIG LGN YN OELS
Twv avtiotolywv Emomuovikwv Ouddwv Epyaciag amoteAoVpevwv amd aTpovs e
amodedetypévn ekmaibevon, eEel8ikevon KL EUTIELPIA OTO EKAGTOTE YVWOTIKO AVTIKEIMEVO.

ATTEPOG 0TOXOG Elval VA ATOTEAECOUV TA EPYOAEI AUTA NAEKTPOVIKNG vyeiag éva
XPNowo Bonbnua ywx v €@appoyn Kavovwv opBng KAWIKNG TIPAKTIKY HE OTOXO TNV
OTOTEAECUATIKY TIAPOXT] PPOVTIBAG vyelag, aAA& Kol €va epYaAEio OUAAOYNG UEYOAWYV
Sedopévwy (big data) yia ) AMYPm amo@ACEWY GXETIKWV LE TIOALTIKEG UYELQG.

Evxaplotovpe Beppd 600UG €pydoTnKAV HE OUVEMEWN, LTELOULVOTHTA Kot Buoia Tov
TPOCWTILKOU TOUG XPOVOU YL TNV OAOKATIpWGCT) TOU £PYOU.

Mwpyog lavvémoviog
I'evikog pappatéag Ymovpyeiov Yyeiag
[pdedpog ¢ EmiTpomn§ Y TV TapakoAoVBnon G QapUAKEVTIKNG Samdvng,
TNV 0AOKAN PWON TWV SLAYVWOTIKWV/BEPATEVTIKWV TIPWTOKOAAWY Kol
™ Snuovpyla uNTPpwWV acBevwV
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EIZATQI'H 2YNTONIXTH O.E

Tnv mpooatn dekaetia ot e€Aifelg ota voonpata g AlpatoAoylag eivat paydaies. ‘Exouv
eloayfel oMV KAWL TPAn vées SlayvwoTikés efetdoelg. ‘Exouv eykplOel moAA& véx
QAPUOKA KOL OTOXEVUEVEG DEPATIEVTIKEG aywYEG. T TaAPATIAV®W £XOVV WG ATOTEAEGUA TN
BeAtiwon touv mpoodokipou emPBiwong Twv aoBevov HE ALUATOAOYIKEG TTABNOES QAAA
HeyaAuTepn SuokoAlad Twv ALLATOAOYWV va €MAELOUV TNV KATOXAANAOTEPN €€€Taom KOl
AYWYN Y& TNV QVTIUETOTILON TWV AoOEV®OV TOUG.

H Opada Epyaciag (OE) ¢ AwatoAoyiag ouvykpotnbnke pe okomo 1n Snuovpyla
AlayvwoTikowv kol Ogpameutikwy [TpwTokOAAwY o€ 0A0 TO EAOUA TWV ALUATOAOYLKWYV
madnoewv. H O0.E. ™¢ Awuatoroyiag TAaowwOnke amd £ykpLtoug aLUATOAOYOUG UE
e€elbikevon o€ ouyKekplUEva KaAonOn kat kakonOn voonuata tov aipatog. Ztnv OE
GUUUETEXOUV HE OAPAPNTIKT CELPA OL:

0. BaolakdmovAog, E. Tpoud), ©. HAdkng, A. Kattaung, A. Kovpdxin, X. Matoovka, M.
[aywvn, E. TAatd, 1. ZakeAddpn, A. Zupewvidng, E. Tépmog, K. ToataAdg, IT. Towprywtng, N.
XapyaAdakns. Méoa o€ TEPLOPLOUEVO XPOVIKO SLAGTNUA, Ol GUVASEAPOL TTEPLEYpAYQAV OE
eEAPETIKA KEIUEVA TIG EPYATTNPLAKEG ECETACELS TIOV Elval amapaitnTES Yl TN Sidyvwon
TOU KAOE VOO UATOG, TNV TTapaKoAoUONGY] TOU Kal TNV a§loAdynon TwV TAPEVEPYELWV TNG
PAPUOKEVTIKNG aywYNG KaBw¢ Kal Twv €EETAOEWY TOUL XPELA{OVTOL GTNV VUTOTPOTM
OUYKEKPLUEVWY aoBevelwv. ETiong mapouostdotnkay pe ca@nvela ol BEpATIEVTIKES ETIAOYES
yw kadbe @aon g vooou Kal avaAlOnkav oL §00EIS TV @APUAK®WV KAl TO BEPATIEVTIKA
oynuata Tou €youvv AdBeL €ykplon yia xpnon otnv EAAGSa. Xe Sevtepo xpovo, Ta
TPWTOKOAAX aUTA TpovclacTNKAY o€ OAa ta péAN TS O.E. ta omoia Bonbnoav pe
OUYKEKPLUEVEG TIPOTACELS OTNV TEAIKT Slapdp@won tous. To €pyo ¢ O.E. uvmootnpixtnke
o0UoLAoTIKA amo cuvadéAgous (E. Onpalog, 1. Mitpov) kot vTaAANAoug Tov YTmoupyeiov
Yyelag. O NOeAa amd ™ B€om tov Ilpoédpov g OE va euyaplotiow 06Aovg 6G0UG
oLVEBaALav ot Snpovpyia Twv AlayvwoTik®v Kat OepameuTikwv [IpwTokOAAwV.

ZTOX0G Uag €lval To SLYVWOTIKA Kol OEPATIEVTIKA QUTAE TTPWTOKOAAX, TTOU KAAVTITOUV OA0
TO @ACHA TWV QUUATOAOYIKWV VOOWYV, VA ATOTEAECOUV €val TOAUTIHO 08MYO Yl TOUG
OLVASEAPOUG AUATOAGYOUG GTNV KABNUEPLIV] TIPAKTIKI] TOUG aAAQ Kot va Bonbricouv v
[ToAlteia 0T SLAPOPPWON TOV ATAPALTTOV TAALGIOU YA TNV OLOAT] CUVTAYOYPAPNOT TWV
ATUPAITNTWY EEETACEWY KAl @APUAKEVTIKOV OKEVAOUATWY YL TOUG QLUATOAOYIKOUG
aocBeveig.

Me 1t ouvepyacia 0AwV TOTEV® OTL AUTOG 0 GTOXOG EIVAL EQIKTAG,.

MeAétiog A. Anpdmovog,

KaBnyntg Oepameutikng Aipatoroyiag-Oykoroyiag

AtevBuvig Oepamevutikng KAvikrg

Noooxkopeio AAeEavpa

latpkn ZxoAn EBvikov kat Kamodiotplakov [aveniotnpiov ABnvwv
MpYtavng EKIA
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MEO®OAOAOTIA ANAIITYZHX ITPQTOKOAAQN

MNPOTYNO AATOPIOMOY AIAINQZHZ

’
N—— ~—r’

Apxwn Emtiokedn Emavektiunon
-Aayvwon Mopdpetpol EKBAONG yLA TNV EMOVEKTIUNGN
Alayvwon cupdwva pe
A) KAwika kpueripla
B) MapakAWIKEG EEETATELG

la exri MPOTEIWVOUEVO TOCOTIKOMOLNEVO EPYAAEio yLa TV
*Anotipnon tng ékBaong
*Avtanokplon otn aywyn

| Stado Nooou |

\Z
] , *Mota KAwikd SeSopéva anattovvroat (Ssikteg)
Evbelkvuopevn QapUOKEUTIKT *Mota rtapakAwvikd Sedopéva amnatrodvrat (Seikteg)
Aywyn ( ATC4 ) ATC5) V

XPOoVLKO ALAoTNO TIOU TIPETTEL
va pecohaBet yia tnv MpoTeWVOUEVEG EKSOXEG YLOL TNV CUVEXLON TNG

enavektipnon / BepaATMEVUTIKAG aVTLETWTTLONG e BAon Ta
enmavaglohoynon Sedopéva €kBaong avtamokplong

ZXETIKA PE TNV AVATITUEN TV BEPATEVTIKOV AUATOAOYIKOV TPWTOKOAAWY €xel An@Oel
vToym

e 1] KATNYOPLOTIOMON TWV BEPATIEVTIKWVY CYXNUATWVY 1) BEPATIEVTIKWV GUVSVACUWY OE
veoSLayvwoBév voonua/vedTAaopa

e 1] KATNYOPLOTIOMON TWV BEPATIEVTIK®OV CYNUATWV 1] BEPATEVTIKWOV GUVSVACUWY OF
VTOTPOTILAlOV 1 AVOEKTIKO Voo /VEOTTAXG LA

pe Baon apyikd kpLnipla (EYKeKPLUEVES eVOEEels, amoSeSelYPévn ATIOTEAECUATIKOTNTA,
amolnuiwon @APHAKEVTIKOU KOOTOUG) KAl HE QAVU@POPA O€ S0OCOAOYIKA OXNHATA,
BepamevuTikoUG KUKAOUG, Slapkela Bepameiag Kal EMAVAANTITIKOTNTA KUKAWY, HE OCLVOSA
KkpLTpla Evtadng/amokAelouov/amotuyxiag aywyng.

Eldk6TEpa, 0NV KATNYOPLOTIONOT TWV OEPATEVTIKWY OXNUATWY, GUVEKTIUNONKAV 0T
Slapdép@won Tovug:

o  DgpamevTIKG oYNUATAH TOU €xouv TNON EYKPLON OTNV AVAEPEPOUEVN VPO
Depameiag, TEKUNPLWUEVO ONUAVTIKO KAWVIKO O@PEAOG £vavTL GAAWVY BEPATIEVTIKWV
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OYMUATWY, TEPLYPA@OVTAL OTIS SleBvelg 08NYieg pe onpavtiko Pabud tekunpiwong
KOl KOTA CUVETIELX ATTONULWVOVTOL ATTO TOV AOQUALGTIKO (POPEX

BepamevTiKG oYNUATA TOU €youv NON EYKPLOT OTNV QVAPEPOUEVN] VPO
Bepamelag, TEKUNPLWHUEVO OTIUAVTIKO KAWVIKO OQEAOG EVAVTL GAAWV BEPATTEVTIKWY
OYNMUATWV OTIWG KATASEIKVUETAL ATIO TIOAUKEVTPLKEG UEAETES Slaitepns BapvtnTag
aAAQ ToV xpelalovTal PEYAAUTEPO SLACTNUA TTapakoAlovOnong Yo va embeifouv
TAEOVEKTNHX OULVOALKNG emBlwong Teplypagovtal otis Oiebvels odnyieg ue
ONUaVTIKO PBabpd Tekunplwomng Kal KOTA CUVETELX OTMOlNULOVOVTAL ATO TOV
ACPAAMOTIKO @opéa (0 avapovy NG emavasloAdynong TG GUVOALKNG aglag Twv
oYPLpwyv Sedopévwy Toug)

OepamevTikG oynuaTa Tou €youv NON £YKPLOT OTNV  OVAQEPOUEVT] YPOUUN
Oepamelag, aAAd eite w@EEAOVV OUYKEKPLUEVEG opGdes aocBevwv, eite £xouv
TIEPLOPLOPEVO OPEAOG/ 1] KL OTUAVTIKY TOEKOTNTA £VAVTL AAAWV EYKEKPLUEVWV
BEPATEVTIKWY GYXTUATWY TIOV ET{OTG ATTOTULWVOVTOL KL TIOV 0TLS SteBveis 0dnyleg
EVOEXOUEVWG TIEPLYPAPOVTOL LE ALYOTEPO OTUAVTIKO BaBuod tekunpiwong.
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OEPAIIEYTIKA IIPQTOKOAAA TIA TH OEPAIIEIA THX
AIMOPPO®IAIAX A KAI AIMOPPO®DIAIAYX B

ICD-10:
D66 Alpoppo@iria A
D67 Ayoppo@iria B

EIXATQI'H

H awpoppo@ria (A 1 B) eivat kAnpovouikd @uAocUVEETO GTIAVIO VOOT|UA TIOV O@EIAETAL OE
avemapkelx twv mopayovtwv VI 1 IX t™g méng, avtioctoyya. H awoppogiria A
eppavitetal pe cuyvomta mepimov pia og 10.000 yevvi|oels appevwy, evw 1 B pe epimov
uloe otig 30.000. Xapakmnpiletar amd alpoppaykn Sidbeon pe cuyxvotntTa kot Bapdtnta
OXETWOUEV TIPWTIOTWS HE T EMTESA TNG SPACTIKOTNTAS TwV Tapayoviwy VIII 1 IX oto
TAGopa (YovoTtuTog) aAAd kol TV Wloocvotacia Tov acBevois (@avotumog), (Mivakag 1).

Mivakag 1. KAwviki) etkova atpoppo@iiag avaloya e TA ETUTESA TV TAPAYOVT®OV
Bapvtnta vécov Emtimeda KAwikég ekSnAwoeig
SpactikOTNTAG
TAPAYyoOvVTU

Bapua <1lu/dl ZUXVEG QUTOMATEG aluoppayieg, Kuplwg
apBpwoewV Kal HUWV

Méong Bapvttag 1-5u/dl IMAVIEG aUTOHATEG alpoppayies, Kupiwg
apBpwoewv Kal HU®V, alloppayies o8
XELPOUPYIKEG EMEUBATELS

‘Hmia >5-30 u/dl MeTaTpavuaTikég alpoppayleg
aLLOPPaYIES OE XELPOVPYIKES EMEUPATELS

OEPAIIEIA - TENIKEX APXEX

Zto)06 NG Bepamelag TwV aTOUWY PE ALpoppo@Ala elval 1 TPOANYM KoL AVTILETWTILOT TWV
QALLOPPAYLWDV, XAAX KL TWV ETUTAOKWOV TNG VOGOL (atpoppo@ikn apbpomabela, avamtuin
avVaOTOAEWVY, AOUWSN voonuata Tov petadiSovtal pe moapdywya aipatog). Ot yevikég
OPXES AVTIUETWTILONG, ATOTUTIWVOVTAL 08 KaTevBuvTripleg odnyies tooo Evpwmaikwv 66o
Kot AteBvwv Opyaviopwyv yia v Aloppo@iia Kat ot Kuplotepes mepAapavouy:

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

KEVTPWV

e Avtetwmion o&éog alpoppaykov emelcodiov (on demand treatment)
o Ilpo@uiaktikr Bepameia oe TALSLA KAl GE EVALKES, PUE GTOXO, KUPLWG, TNV TTPOATIYIM
™m¢ avamtuéng n embelvwong

treatment)

aloppo@ Atk apbpomabelag (prophylactic

e E@appoyn mpwtokéAAwv avocoavoxns (Immune Tolerance Induction) o€ dtopa pe

Voo TOAEQ.

e Avvatomta yla xopriynon Bepameiag oto omitt (home treatment)
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OEPAIIEIA YIIOKATAXTAXHX

LUUTUKVOUEVOL TTAPAYOVTEG TNENG

0 0TOX0G TNG PUOLOAOYIKNG opdoTAONG OTNV alpoppo@diac A kot B emituyydvetatr pe
XOP1YNON OKEVAOHATWY CUUTUKVWHEVWY Tapayovtwv mméng VIII kat IX, avtiotoya.
XpNOOTIOLOVVTAL ATIOKAELGTIKA TIPOTOVTA AGQUAT] YL LETASOOT) LOYEVWV A0 LUWEEWY, OTIWG
elval ta avaocvvdvacuéva okevdopata (r-), Ta omoia amoteAovv Bepateia MAOYNG, Kal
TAaopatikd (pd) emeiepyacuéva pe TovAdayiotov §vo ueBdSoug adpavomoinong yia ovs. Ta
TPWTOOEPATEVOPEVA ATOUX Ba TPEMEL VA AVTIHETWTI(OVTAL WG €Ml To mAeloTov e
AVAOUVSUACUEVOUG TIAPAYOVTES.
H xopriynon ¢ Bepameiag vmokatdotaong yivetat:
1) Emi cupoppayikoV emelcodiov (Bepameia emi avaykng-on demand).
2) TIpoANTTIKA, Yl TNV ATO@UYT SLEYXELPTTIKNG 1] LETEYXELPNTIKNG apoppayiog
(preventive treatment)
3) Mpo@uiaktika (prophylaxis)

E8ikdtepa n tpo@uAakTikn Oepameia pmopel va elvat:
a) TPWTOYEVTG, LE KUPLO GTOXO TNV EAXXLOTOTOMOT TOL aplBpol) Twv alpdpBpwv
Kat TPOANYM NG aLUOPPOPAIKNG apBpoTtdOelag. Zekivd cuviBws PETAE) TPWTOL Kot
SevTEPOL XpOVOL (WG TALSLWV UE Bapld atpoppo@ria, elite PO TNG EUPAVLOTS ALudpOpov
€lTE PHETA TO TIPWTO ALUOPPAYLKO ETIELGASL0.

B) Seutepoyeviig, elTe PaKPOXPOVIA OE TALSLA KoL VEOUG EVIALKEG TIOU €X0ULV 1O
eppavioel aipapbpa, pe otoxo va avoyaltioOei n €E€MEn g apbpomdbelag, eite yw
OUVTOUA XPOVIKA SHOTAUATA TL.Y. HETA amO COPRApPA QULUOPPAYIKA ETELCOSLN, YA TIG
QAVAYKEG (PUOIKODEPATIELNG 1] LETEYXELPT TIKAL.

Y) Ttplroyevr)g, o€ evniikoug Tou €xouv NdN avamtuiel apBpomdbela 1 OTAV
OUVUTIAPYOVV VOOT|LATA TIOU AUEAVOUV TNV TIOAVOTNTA ALLOPPAYLKOU ETIELCOSIOV.

H 8601 kot 1 ouxvotnta Xop1ynomns, eEATOUIKEVOVTAL aVAAOYX e TNV NAKIQ, TOV
KALVIKO (@QWVOTUTIO TOU a0BEVOUG Kal TNV (PAPUAKOKIVITIKI] TOU EKACTOTE OKEVAGHUATOG
[oupBatika 1) TapateTapévou xpovou nuicelag {wng (Extended Half Life, EHL)]. BonOntikd
Ywx Tov kaBoplopd g 86omg o kabe aoBevr), pmopel va xpnoomonBovv VTTOAOYLIOTIKA
HoVTEAX o Bacifovtal o€ TANOVOULAKES POPUAKOKIV TIKEG LEAETEG.

Mivakag 2. Tkevaopata mapdyovta FVIII kat FIX Tov kukAo@opodv otnv EAAGSa
(2017)

Avaovvdvaouéva oksvaopata FVIII Avaovvdvaouéva oksvaopata FIX
Advate Benefix

Kogenate, Kovaltry Rixubis

Refacto Alprolix (EHL)

NovoEight Idelvion (EHL)

Elocta (EHL)

MAaocpatika oksvacpata FVIII M\aopatiko ockevaopa FIX
Haemate Betafact

Hemoctin

Avapévetal cvvtopa 1 KukAo@opia kal GAAwY vEéwv okevaopatwyv EHL.
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AVTIUETWOTILOTN ALHLOPPAYIKWDV EMELGOSLWV

H 860m kat n Sidpkela xopnynons Tov mapayovta Ting efaptdtal amd v fapitnta TG
alpoppo@riag, T B€om ™G apoppayiag kol tn cofapotnta tou emelcodiov. (Iivaxag 3). H
EUPAVIOT) ETUTAOK®WV amaltel e§aTopikeELON TG AYWYT|G.

Mivakag 3. TYNUata VTTOKATAOTAONG 0€ GLUVTON 0EE apoppayIkd eTELCOSIA
Emibuuntd emimedo) ZuyvomTa Mépeg
Ofom awpoppayiog mapayovta (IU/DL) xopnynons oto Oepameiog
FVIII FIX 24wpo
Aipapdpo 30-50 30-50 1-2 1-2
Muiko apdtwpa 30-50 30-50 1-2 2-3
Awdtwpa Aayovoyoity
o Apxwkn 60-80 60-70 1-2 1-2
e Yuvtrpnon 30-50 30-50 3-14
Awoppayia KNEZ.
o Apxikn 80-100 60-80 1-3 1-5
° Zuvrﬁpno'n 50 30-50 8-20
OmoBo@apuyykod 60-80 50-70 1-2 3-4
ALUATWIO
Awoppayia TeTTIKOV
e Apxwxn 80-100 60-80 1-3 7-10
e Yuvtnpnon 50 30

AVTILETWOTILOT ALUOPPAYLKOVU ETELCOSLOV 6€ AGOEVEIS LE AVAOTOAELG

Abdyw ™G YapMANG avVAKTNONG TWV TapaydvTwy TNENG Ta KAAGIKA BEPATEVTIKA oxfUaTA
elval avOTTOTEAECUATIKA.

Ity awgoppo@iia A pe xaunAo titlo avaotaAit) (<5BU) kol nmieg awpoppayieg
umopel va  xpnowomomBolv okevdopata FVIII oe vymAdtepeg 660elg ava
OUVTOUOTEPA XPOVIKA SlaoTNuaTta, ®oTe va efovdetepwBel m  Spdomn Tou
AVTLOWUATOG.

e OAEG TIG GAAEG TIEPLITTWOELS XOPTYOUVTUL GKEVACUATH TIOU TAPOAKAUTITOUV TNV
evdoyevn 060 ¢ Eng (by passing agents) 0Twg:

a) Avaovvodvaopévog Evepyomtompévog mapayovtag VII (rFVIla: NovoSeven)
oe 860omn 90-120 pg/kg ava 2-3 wpeg pexpL TN BEATION TWV CUUTTOUATWY. XE
aoBevelg pe OxL kKA avtamokplon €xeL xpnolpomonBel €@’ dmag «mega-dose» 270
ug/kg.

B) Evepyomompuévo mpoBpoppvikd cvpmieypa (aPCC: Feiba) oe 66om 50-100
U/Kg kdabe 8-12 wpeg, pe péyrotn nuepnota 86om 200 U/kg.
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Oepamncia avocoavoyn (ITI: Immune Tolerance Induction)

Moakpoxpovia aywyn mov e@apudletal yio TV ekpi{waorn Tov avacToAEd IOV aVATITUCGETL
KateEoxnv otV oS kN nAkia.

Ta Sooodoyikd Bepamevtikd oxnpata yia dropa pe Bapeia Apoppo@iiia A mowidovv (FVIII:
50-200 IU/kg/nuépa, eyxvoels 3 @opég/efdopada, pépa mopa pépa 1 kabnuepvd). Mo v
ITI xpnowomoleitat to okevaopa rFVIII mov eAdufave 1161 o acBeviig 1| okevaoua pdFVIII
oV va TePLEXEL Kat Tapayovta von Willebrand. Emituymg Bepamneia emtuyyavetal oto 75%
TV TEPLITITWOEWV.

Oepameia avoooavoyns yia v Awpoppo@iria B £xel pikpotepn mbavotnta emtuyiag (25%)
KOl OUYVA 6UVOSEVETAL ATIO ETMITTAOKES (VEQPWOLKO ocUVSPOU0). ZUUTANPWUATIKY AYwYn UE
OVOGOKATACTAATIKA 1] AVOCOTPOTIOTIOTIKA (PAP AKX XPTOLOTIOLEITOL KATA TEPITITWAT).

Oepamneia TPo@PLAXENG T TXPOVOLAC AVAGTOAEQ

E@appoletat yia Tov TEPLOPLOUS TWV ALHOPPAYIK®V ETELGOSIWV KAL TWV ATENTIK®OV YL TN
(oM awpoppayikwv oe atopa vmd ITI, eml amotuvyiag ITI 1 og aduvauia xoprynong ITI.
XpNOOTIOLOVVTAL OKEVAGHUATO TIOU TIAPAKAUTITOUV TV €v80yevny 086 NG TNENG, avaAoyws
Tou TUTOV NG Alpoppo@iriag, o€ 8000 A0YIKA OXNHUATO TIOU TOLKIAOUY, avaAdYwS TNG
oLUYVOTNTAG Kot BapVTNTAS TWV ALLOPPAYIKDOV ETELGOSIWV

AALOL OEPATMEVTIKOL TAPAYOVTEG

- Desmopressin (DDAVP): Xp1nomn evaAllakTikd oe N alpoppo@iia A kabwg
aviavel ta emimeda tou evSoyevoug FVIIL. Eilvat amapaitntn 1 Sievépyela Sokipaciog
avtamokplong oe k&Be acbevn. Xopnyeital oe 66om 0.3 pg/Kg YA 1} E® Stcdvpévn oe N/S o€
20-30". Meta amd ovvexouevn xpnon 3-5 nuepwv dev vTApxEL avtamokplon (Tayveuiadia,
tachyphylaxis). H xopnynomn amo@edyetat oe madid kAtw Twv 12unvav Kot o€ NAKIwPEVA
atopa pe avénuévo BpoppoepnfoAko kivduvo.

- Avtuvwdolvtikoi mapdayovteg (Tranexamic acid): Xpnowomoleitar oav
OUUTIANPWHATIKY Bepamela oMV apoppo@Aicc A o0& TEPIMIWOELS  apoppayiags 1
emepfdoewv oe PAevvoyovous, kuplwg o€ 08ovTIHTPIKEG eTePPAOCELS. Xopnyovpevn
nuepnowx d6om 15-25 mg /Kg, ava 8 wpeg amd tov otopatog 1 ED. Asv evdeikvutal 0
XOPNYNON O€ aloppayiat oUPOTOMTIKOU, GTNV ALHoppo@Aic B tavtdypova pe xprion
oupumukVwpatTwy FIX, kaBwgs kat n cuyyopnynon pe APCC.

NedTEpPOL OEPATIEVTIKOL TAPAYOVTES

Y10 mpooexEG HEAAOV OVUHEVETAL 1] BEPATIEVTIKI] XPT)OT] TIPOIOVTWVY UE SLAPOPETIKO
TPOTO Spaong (OXL e TNV VTTOKATAGTACT TOV AVETTAPKOVUVTOS TIapdyovta). ‘Hén mpoc@atws
éxeL eykplOel ocav Bepamelar ALUOPPOPIAIKWOV HE AVAOCTOAEIG TO HOVOKAWVIKO QvTIoCWU
emicizumab, To omolo avapévetal oTn OULVEXEW va AGBEL €yKPLOT KAl YL QTOUO E
alpoppo@iia ywpic avaotolels. To avticwpa autd Spa ws yépupa petald mapdyovta IX
kol X Kol avTikaBlota m Asttoupyia Tou evepyomompévou mapdayovta VIII mov ekAeimeL
EmmAéov o€ €€€A&n Bplokovtal peréteg pe avti- TFPI mapdyovrteg.
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ITAPAKOAOYOHXH AXOENQN ME AIMOPPO®IAIA A KAI AIMOPPO®DIAIA

B

[TapakoAoVBN oM KAl AVTIHETWTILOT TWV AGOEVWOV O EEELSIKEVUEVH KEVTPX

Métpnon mapayovtwyv méng, o€ 16N SLyvwopévous aoBevels, Tl CUYKEKPLUEVWVY
KAWIK®V ev8el€ewv Kal yla TNV TTapakoAovOnon g Bepamelog VTTOKATACTAOTG
Métpnon avaotaAtwv TG oe dtoua umO Bepamelad VTOKATAGTAONG 1)
TPOPUAAKTIKI], &U0 @OpEG TO YpOvo 1 ouxvotepa emi evdelewv pelwong
QVTATIOKPLONG OTN OepaTEld VTTOKATACTAONSG KOl EQAPUOYY] TPWTOKOAAWY
avVOGoavVoXNIS

Extiunon TG auoppo@AKNG apBpoTadelag  OMEIKOVIOTIKA UE  OTIAEG
aktwoypagiss apfpwoewv ) ECHO xatd mepimtwon 1 /xat MRI k&0e 1-5 xpovia pe
Baomn v KAWVIKY KOV

ATEIKOVIOTIKOG  €AEyX0G UE VUTEPNYOVG, afOVIKY Topoypa@ia 1 HOyvnTIKY
Topoypa@ia eml KAWIkwV evdeifewv alpoppaylag Kol €Ml OETIKWOV gUPMUATWY,
ETTAVEAEYXOG Y1 EKTIUNOT TOV BepameuTikol amoteAéopatos o 15 Nuépeg, 3 Unveg
KOL OvA 6UNVO €06 TNV TIATPT) UTIOX WP 0T TWV EVPTUATWV.
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