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ENNIXTHMONIKH OMAAA EPTAXIAY AIMATOAOTIAXZ

Anpomovdog MeAétiog - AOavdolog (Tuvrtovietng), Kabnynmig Oepamevtikig
Awatoroyiag-OykoAoylag, AcvBuvtig Oepamevtikng KAwvwkng, Noookoueio AAe€avépa,
latpukn ZyxoAn EBvikov kot Kamodiotplakov [Mavemiotnpiov ABnvwv, lpvtavng E.K.ILA.

BaocwakomovAog II. @e68wpog, Apatordyos, AvarAd. Kabnyntig Awwatoloyiag EKIIA,
Awatolroyr) KA T.N.A. «AAIKO»

I'povln EAlodBet, Alpatordyog, Zuvtoviotpiax A/vrpia EZY N.Y. AwpoSociag I.AN. ABnvwov
«0 ATTOZ ZABBAZX», Avtimtpoebpog EAAnvikng AtpatoAoyknc Etaipeiag

HAudkn G Oed8wpog, Apatordyog, Awpatoroykd Tunua A’ Tpomaidevtiky MaboAoykn
KAwwr) EKITA T.N.A. «<AAIKO»

Kattaung Avrwvng, Kabnyntic Masatpikris Awpatoroyiag-Oykoloyiag, AlevBuvtig
[Mavemompakng Oykodoykns AwpatoAoyiknig Movadag, A’ Tav/xn HMadatpkn K,
Nocokopeiov [Maidwv «H AT'TA ZOPIA»

KovpdkAn AAsgEdv8pa, Awatoddyog, Awcvbdvtpia EXY  Awatodoyikol Tuiuatog
[Maboroywkng KAwwrg ILI.N. Matpwv, YmevOuvy Movadas Meooyelakng Avalpiag kot
Awoo@atpvomaBelwnv

MatooUka Xapig, Awpatordyog, A/tpia Awpatoroyikol Tunuatog I'N.A. <KAAEEANAPA»,
[pdedpog EBvikov Kévtpov Apodoaoiag (E.KE.A.)
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MAatd EAévn, Aipatordyogs, A/vipux EXY, Aqpatoroyikr KAk, I.N.A. «AATKO»
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AwatoroyikoV Tunpatog [aboAoykng KAwviknig ILT.N. Tatpwv «[TANATTA H BOHOEIA»
Tépmog Evayygdog, Awatordyog, Av. Kabnyntig Awatoloyiag, Oepameutikyy KAwvikn
EKIIA T.N. A. «xAAEEANAPA», Avtimpoedpog EAAnvikn g Apatoroywkng Etapeiog

Toatadds Kwvotavrtivog, Awpatoddyosg, Kabnyntis Awatoroyiag, Anupokpiteio IMav.
Opaxng, Awpatoroykn KAk IL.T.N. AAe€avSpolmoAng
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YYNTONIZMOX OMAAQN EPT'AXIAY - EIIMEAEIA KEIMENQN

Onpaiog EAcv0<éprog. I'evikos latpog, A/vig ELY., Tevikog Tpappatéag g latpikig
Etaipeiag ABnvwv

Mitpov Mavaywwta, MD,PhD. Ewdikog IMaboAdyos. Zuvepydtis Tevikov Tpappatéa
Ymouvpyeiov Yyeiag

Modnpatag Iwavvng. dapuakomolds. E8ikos ZOppoviog M'eviko I'pappatéa Ymovpyeiov
Yyeiag
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YXYNEPI'ATEX T'IA TH XYITPA®H ENNIIMEPOYX KEPAAAIQN

Apamidov Zwn, EwSwkevdpevn Awatordyog, Awatoloywkp KAwwkn kot KAwikn
Metapooyxeoewv Muedov Twv Octwy, ILI.N. "EvayyeAiouds”

FapBpratomtovrov Mapia, Em. Kadnyrqtpia MebBodoroyiag KAwwknig ‘Epsuvvag, latpikn
YxoAn EKIIA, Nocokopeio "AAegavopa”

I'kipkag Kwvoetavrtivog, Emikoupkos EmpeAntig Aipatoroyiag, ATTIKO Noookopeio,
Agdamopta [ToAvEévn, AlSaktwp EKITA

Awxpavtidng Myaing, MSc, PhD, Awdktwp AIlO, AwatoAdyog, EmpeAntig B EXY,
Movada Meooyelakng Avapiag, I'.N. Adpioag

Kaotpitng EvotdOog, Av. Kabnynmig Iaboloyiag-Oykoloyiag, latpiky ZxoAn EKIIA,
Noooxkopeio "AAeEdvSpa”

Katoapoy 'Odya, IaboAdyog, AtevBivrtpla, Emiotnuoviky YmevBuvn, NoooOKOUELOKY
Ymmpeoia Awpodoaoiag - EBviko Kévtpo Avagopag Apoppayikwv Alabéaewy, ILT.N. “Aaikd”
Kwton Napaokevn, Awpatoddyos, AtevBivipla, Noookopelakr Ymnpeoia Awodooiag -
EOvikd Kévtpo Avagopag Alpoppayikwv Atabécewv ILT.N. “Aaiko”

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

Nouwkov Ev@pocivn, Apatordyog, Atcubivrpla, Emotnuovikr YehOuvn, Nocokopelak)
Ymmpeoia Awpodoaciag- Kévrpo Alpoppo@idtkwv I'.N. “Itmokpdtelo”

MAatokovkn EAévn, [Madiatpog, Zuvrtoviotpla AlevBivtpla, Movdda Alpoppayikmv
AwaBéoewv kat Kevipo Apoppo@dikwv IMadiwv, Nocokopelo Maidwv "H Ayla Zopia”
YoAwpov 'EAeva, Em. Kabnyitpua Awatodoyiag, Iatpikn 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.
MamavikoAdov

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 Slao@AALONG TNG
TaxVTeEPNS  Slayvwong, ™G PEATIoG  Ogpamelag, NG ATMOTEAECUATIKOTEPNG
TAPAKOAOVONONG TwV AeBEVOV dAAG Kol TNG TTAE0V ATTOSOTIKNG SLOXEIPLOTG TWV TIOPWV YLo
™mv vyela, ExeL mpoxwpnoel amod Tov Mato tov 2017 og avacvotaon g Emitponng yix v
TAPAKOAOVONON NG QAPUAKEVTIKNG OSATAVNG, TNV KATAPTION KOl EMELEPYATIO TWV
SLAYVWOTIK®OV/BEPATTEVTIK®OV TTPWTOKOAA®VY KAl T1) Snuovpyio unTpowyv aehevov.

H Emtpomn autn eival vmevBuvn yla TV £YKPLOT KoL EQAPUOYT TWV SLOYVWOTIK®OV KAl
BEPATEVTIKWY  TPWTOKOAAWY  CLUVTAYOYPAENONG OTNV  KAWIKG Tpdaén, péow TNG
EVOWUATWONG TOUG OTIGC NAEKTPOVIKEG e@apUoyES vyeiag TMapdAinAa mpowbeitat 1
AVATITUEN KAWVIK®OV TPWTOKOAAWY Ta omola Ba evowpatwbdolv oTo TANPOPOPLUKE
OUOTNHHOTA TWV VOOOKOUEIWwV kal Ba StaouvdeBolv pe 1o oVotnua twv Kielotwv
Evomompévwv Nooniiwv, 1 avamtuén Kol EVOWUATWON OTI CUVTAYOYPAENON €VvOg
GUVOTITIKOU LATPLKOU LOTOPLKOU, 1] avaTrTuén Touv Atopkov HAsktpovikov dakédouv AcBevn
KoL Snuovpyla Mntpwwv Xpoviwv Madnoewv.

H oVOvtaén tTwv SlayvwoTikoy Kol BEpameuTIKWOV TTPWTOKOAA WY BacioTnKe 6TIS EloNYNOELS
Twv avtiotolywv Emomuovikwv Ouddwv Epyaciag amoteAoVpevwv amd aTpoUs LE
amodedetypévn ekmaibevon, eEel8ikevon KoL EUTIELPIA OTO EKAGTOTE YVWOTIKO AVTIKEIMEVO.

ATwTEPOG 0TOXOG Elval VA ATOTEAECOUV TA EPYOAEI AUTA MAEKTPOVIKAG vyeiag éva
XPNowo Bonbnpa yw v €@appoyn kavovwv opOng KAWIKNG TIPAKTIKY) HE GTOXO TNV
OTOTEAECUATIKN TIPOXN] PPOVTIBAG vyelag, aAA& Kol €va epYaAEio OUAAOYNG UEYOAWYV
Sedopévwy (big data) yia ) AMYm amo@AcEWY GXETIKWV HE TIOALTIKEG UYELQ.

Evxaplotovpe Beppd 660UG €pyAoTNKOV HE OUVEMEWX, LTELOULVOTNTA Kot Buoia Tov
TPOOCWTILKOU TOUG XPOVOU YL TNV OAOKATIpWGCT) TOU £PYOU.

Mwpyog lavvémoviog
I'evikog Fpappatéag Ymovpyeiov Yyeiag
[pdedpog ¢ EmiTpomn§ Yl Tnv TapakoAoVBnon G QapUAKEVTIKIG Samdvng,
TNV 0AOKANPWON TWV SLAYVWOTIKWV/BEPATEVTIKWOV TIPWTOKOAAWV KoL
™ Snuovpyla unTPpw WV 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 TIPAn vées SlayvwoTikég efetdoels. 'Exouv eykplOel moAAG véa
QAPUOKA KOl OTOXEVUEVEG DEPATIEVTIKEG aywYEG. T TAPATIAV®W £XOUV WG ATIOTEAEGUA TN
BeAtiwon touv mpoodokipou emPBiwong Twv aoBevov HE ALUATOAOYIKEG TTABNOES QAAA
peyaAuTtepn SuokoAld Twv ALUATOAOYWV va €MAELOUY TNV KATOHAANAOTEPT €8€TAOn KOl
AYWYN Y& TNV QVTIUETOTILON TWV AoBEV®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 TAaowOnke amd £YKPLTOUG ALUATOAOYOUG LE
e€elbikevon o€ oLYKekpLUEVA KoAonOn kat kakonOn voonuata tov aipatog. Ztnv OE
GUUUETEXOUV HE OAPAPNTIKT CELPA OL:

0. BaolakdmovAog, E. Tpoud), ©. HAdkng, A. Kattaung, A. Kovpdxin, X. Matoovka, M.
[Maywvn, E. MAatd, 1. ZakeAddpn, A. Zupewvidng, E. Tépmog, K. ToataAdg, I1. Toprywng, 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 TIApaKoAoVONoT) Tou Kal TNV afloAdYNoT 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 kdbe @aon g vooou Kal avaAlOnkav ol SOCELS TV QAPUAKWY KAl TX 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 TEAIKY Slapdp@won tous. To €pyo tng O.E. vmootnpiytke
ouolaoTIKA amo cuvadéigoug (E. Onpaiog, I1. Mnitpov) kot vTaAAAovg Tov YToupyeiov
Yyelag. O NOeAa amd ™ B€om tov Ilpoédpov g OE va euyaplotiow 06Aovg 6G0UG
oLVEBaALav ot Snpovpyia Twv AlayvwoTik®v Kat OepameuTikwv [IpwTokOAAwV.

ETOX0G Uag €lval Ta SLyVWOTIKA Kol BEPATEVTIKA QUTA TIPWTOKOAAQ, IOV KAAUTITOUV OA0
TO @ACHA TWV QUUATOAOYIKWV VOOWYV, VA ATOTEAECOUV €val TOAUTIHO 08NYO yla TOUG
OLVASEAPOUG AUATOAGYOUG GTNV KABNUEPLIV] TIPAKTIKI] TOUG aAAQ Kot va Bonbnicouv v
[ToAlteia o SLAPOPPWON TOV ATAPALTNTOV TAALGIOU YA TNV OUAAT] CUVTAYOYPAENOT TWV
ATOPAITNTWY EEETACEWY KAl @APUAKEVTIKOV OKEVAOUATWY YL TOUG QLUATOAOYIKOUG
aoBeveig.

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

MeAétiog A. Anpdmouiog,

KaBnyntg Ogpameutikng Aipatoroyiag-Oykoroyiag

AtevBuvnig OgpamevuTtikng KAvikng

Noooxkopeio AAeEavpa

latpkn ZxoAn EBvikov kat Kamodiotplakov [aveniotnpiov ABnvov
MpYtavng EKITA
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MEO®OAOAOTIA ANAIITYZHX ITPQTOKOAAQN

MNPOTYNO AATOPIOMOY AIAINQZHZ

B) MapakAWIKEG EEETATELG

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

, AN g AN
i ) ! )
‘\~ 1 /' \\ 2 ,',
Apxwn Ertiokedn Enavektipnon
-Aayvwon Mopdpetpol EKBAONG yLA TNV EMOVEKTIUNGN
Alayvwon cupdwva pe
A) KAwika kpueripla

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

~ 4

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

ZXETIKA PE TNV AVATITUEN TWV BEPATEVTIKWOV ALATOAOYIKOV TPWTOKOAAWY €xel AngOel
vToym

1 KATNYOPLOTIO(NoN TwV BEPATEVTIKWY GXNUATWVY 1) BEPATIEVTIKWVY GLUVSVACUWY OE
veoSLayvwoBév voonua/vedTAaopa

1 KOTNYopLoTIoinon Twv BEPATEVTIKWY OXNUATWY 1] BEPATIEVTIK®YV GUVEUACTUWY OE
VTOTPOTILALOV 1) AVOEKTIKO VOO /VEOTIAAG A

pe Baon apyikd kpttipla (EYkekpluéves evleilels, amodeSelypévn amMOTEAECUATIKOTNTA,
amolnuiwon @APHAKEVTIKOU KOOTOUG) KAl HE QAVU@POPA O€ S0OCOAOYIKA OXNHATA,
BepameuTikoUG KUKAOUG, Slapkelx Bepatmeiag Kal EMAVAANTITIKOTNTA KUKAWY, HE GLVOSA
KpLTpla Evtadng/amokAelopov/amotuyxiag aywyng.

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

BepamevTikKG oYNUATA TOU €youv NON EYKPLOT OTNV QVAPEPOUEVN] YPALUT
Bepameiag, TEKUNPLWUEVO ONUAVTIKO KAWVIKO OPEAOG EVAVTL GAAWV BEPATIEVTIKWV
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ ﬂ

OYMUATWY, TIEPLYPA@OVTAL OTIS SleBveilg 08NnYieg pe onpavtiko Pabud tekunpiwong
KOl KOTA CUVETIELX ATTONULWVOVTOL ATTO TOV AOQUALGTIKO (POPEX

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

OepamevTikd oynuata Tou €youv NON E£YKPLOT OTNV AVAEQEPOUEVN] YPAUUN
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 OMUAVTIKO BaBuod Tekunpiwong.
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OEPANEYTIKO MPQTOKOAAO INA THN ANTIMETQMIZH THZ
NAPOZYZMIKHZ NYXTEPINHZ AIMOZODAIPINOYPIAZ
(Paroxysmal Noctural Hemoglobulinuria, PNH)

EIXATQI'H

ICD - 10: D59.5

INAPOZYXMIKH NYXTEPINH AIMOX®AIPINOYPIA
Paroxysmal Nocturnal Hemoglobinuria
(PNH)

H mapoduoukn vuxtepwn awpoc@atpivovpia (Paroxysmal Nocturnal Hemoglobulinuria,
PNH) eival pla omavia emikTnTn KAWVIKN VOOOG TOU apX£YOVOU NLUOTIOWNTIKOU KUTTAPOU,
TOU eKSNAWVETAL KAWIKWG €lTe WG aoAUTIKY avalpia kal/q BpouBwon 1 cOvSpoua
UVEALKNG AVETIAPKELXG.

H xOpla poplakr BA&BnN evtomiletal oto yovidio PIG-A (phosphatidylinositol glycan group
A), HETAAAGEEG  TOUL omoiov avaotéAlovv T ovvbeon ™mg GIP
(YAUKOOLAQP WG @ATISUAOIVOOLITOAN), TOU XPNOLHEVEL WG AYKLUpA Yl TNV Tpoodeon
TPWTEVOV OTNV KUTTAPLKN LEUPBPAVT). ATTIOTEAEOUA TWV HETOAAAEEWY VAL 1] AVETTAPKELX )
N EAA el QUTWV TWV TPWTEIVWOV ATIO TNV ETLPAVELX TWV KUTTAPWV TOU A{HATOG.

H Suayvwon g PNH cuyvd kabBuotepel Adyw TG TOKIAIAG TWV KAWIK®OV EKSNAWMOEWY,
KaBUOTEPNON TIOU GUXVA OXETICETAL UE TNV auENUévn voonpoTnTa Kat BynToTnTa OV
oUVOSEVEL TO VOOT|UAL

H mAéov evaioBntn kat aflomiotn péBodog yia Ty tekunpiwon g Stdyvwong aAAd Kot thv
TapakoAovOnon ¢ PNH elval n kuttapopetpia pong pe HOVOKAWVIKA avTiowpata (anti-
CD55 kat/M anti-CD59) évavtt mpwTelvwv ™G pepPpdvng mov avemapkovv otnv PNH. Ta
ATOTEAEOPATA EKPPATOVTAL OE TIOOOOTO TwV TAOOAOYIKWV KUTTAPWV Kol TO EAAELUpHA
Bewpeltal oNUAVTIKO OTAV TO TOCOOTO AUTWV TWV KUTTAPpwWwV givat >5%. H moootikn
ektTiunon twv maboAoyikwv mAnBuvopwv pe FLAER (Fluorescently Labeled AERolysin)
QTOTEAEL OMjpEPA TILO eVALoONTO SlayvwoTikd Selktn o€ oxéon pe tov éAeyxo pe anti-CD59
kot anti-CD55 kat amoteAel ™ péBodo ekAoyng yia t Stadyvwon g PNH. H agpoAvaivy, pia
Togivn mou exkkpivetat amd tnv Aeromonas Hydrophilia kat eivar ouvdedepévn pe
@BopLOXPWUA, KATAOTPEPEL TA KUTTAPA PETG amd oVvdeon NG pe vmodoxeisc GPI tng
nepuBpavng kot Snuovpyia kavadiwv. Ta kottapa g PNH eival avBektikd ot §pdon g
o€ avtiBeon Ue Ta PUOLOAOYIKA KUTTHPA.
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

0 €Aeyxog Ba mpémel va yivetat oUp@wva pe tig ICCS (International Clinical Cytometry
Society) oényieg tov 2010.

H vooog epgpavifetal pe Tpelg SLa@oPETIKEG KALVIKEG HOPQEG:
e xAaowkr PNH - AqpoAvtikr) PNH

e PNH mou cuvo8evel oUvSpoua HPUEAIKNG QVETAPKELAG, TTOL OTMAQCTIKY OvoLpio
(PNH/AA) kot puedodvomiaotiké ovSpouo (PNH/MDS)

o vmokAwikn PNH

H 6poppwon amoteAel TV Lo cUYVY| ETLTTAOKN OTNV TIOPELX TNG VOGO Kol eUBVVETAL Y TA
VYNA& TO00GTA BVNTOTNTAG IOV KATAYPAPOVTAL, VW 7% TwV acOevov eu@avileTal ue
Bpoppwon kata ™ Sidyvwon). Ze k&Be mepintwon Bpopfwong oe atumn B€om TL.Y. NTTATIKN
©AEBa, TuAala EAEBa, eyke@oAkés @AEPeS, Sepuatikés @AEBes, avednyntng BpouBwong
KOG Kol 0TI TIEPITTWOELS TIOV Sev BplokeTal GAA0G Tapdyovtag KivdUvou Oa TpETeL va
yivetat éleyyxog yia PNH.

0 KAWVIKOG LTpdG IOV B ATO@ACIoEL VO AVTILETWTILOEL Evav aoBevn pe veéa Stayvworn PNH
£PXETAL AVTIUETWTIOC aAPXIKA UE TO SIAANuA Tou KaTAAAnAou xpdvou yia TV Evapin
Bepamelag KoL KATOTILY LLE TNV ETMAOYN TNG owo TG Bepameiag yia Tov kdBe aoBev).

[IpwTaywvioTikKO péAo oTn OepATEVTIKY] AVTIUETWTION TNG KAaowkng PNH éxel Tto
Eculizumab, éva avBpwmomomuévo povokAwvikd avticwpa évavtt touv C5, to omoio
AVAOTEAAEL TNV TEAIKY EVEPYOTIOMNON TOU CUUTATPOUATOS KL LE NUTO TOV TPOTIO UELWVEL
™mv evboayyelakn awoivon. H Bepameia pe to Eculizumab pewwvel tig avaykes oe
petayyloelg, tov kivbuvo ep@daviong Opopfwong kal akopa Tapamépa PEATIOVEL TNV
ToLOTNTA {WNG TWV aoBevwV, aAda Sev amotedel Bepameia (aomng.

H Bepameia twv acbevwv pe PNH kot oOvSpoua HUEAIKNG AVETIAPKELAG ETIIKEVTPWVETAL
KATd KOpLo Adyo o1 Bepameia Tov HUEAOSUOTIAAGTIKOV 1] TOU UTTOTAXGTIKOU /ATTAXGTIKOU
oLVSpOpOoVL, eV Yia TNV VTTokAWVIKY PNH tpoTelveTan otev TapakoAovBnon tov acBevous.

H aAAoyevi|§ HETAUOOYEVOT APXEYOVWV ALUOTIONTIKWV KUTTAPWY ATOTEAEL TN povadikn ev
Suvapel Bepameia {aong. QotOGO €xel BEOT OTNV QAVTIUETWTILON ETAEYHEVWV AOHEVWY,
O0TIwG oTovg Tdoyovtes amd PNH/AA, PNH/MDS ue mpoefdpxovoa 0 HUEALKT) XVETTAPKELX
kol oaoBevels pe emavodapfBavopeva BpopfoeuBoAkd emelcodla, TAPA TN YXOpPNYNOoN
Eculizumab.
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

AIATNQETIKOX KAI OEPAIIEYTIKOX AATOPIOMOX

1. AIATNQXETIKOX AATOPIOMOX

1.1 APXIKOX EAETr'XOX

ITAPAKAINIKEX EEETAXEIX - EPTAXTHPIAKOX EAET'X0X
1. Tevikn aipatog - AEK

2. Eniyplopa aipartog

3. depprtivn opov

4. Bloxnukog édeyxog (Glu, Ur, Crea, Na, K, Fe, TIBC, TP, ALB, tBIL, iBIL, LDH, CPK, AST, ALT, ALP, yGT, UA,
Mg, CRP, NT-pro BNP)

5.’EAeyxog aupootaong (PT, APTT, INR, FIB, d - dimers)

6. Apeon/’Eppeon Coombs

7. ATtoo@aipives opov

8. C3, C4, CH50#

9. T'evikr) oVpwV

10. Awpoodnpivn ovpwv

11. Kuttapopetpia pong cvpumepirapufavopévouv tov FLAER, oe Seiypa aipatog. H mapovasia kAwvou Ba
mpémel va avaln el ota epubpd aLpos@Aipla, Ta KOKKIOKOTTOPO KoL TO LOVOKUTTAPA.

12. MueAdypappa - Ooteopverikn Bogia”

13. Kuttapoyevetikn HEAETT pueAOV*

14.’EAeyxog yia avatpio Fanconi*

15. HAektpo@dpnomn TpwIEivoV 0pol Kol TOGOTIKOG TIPOOSLOPLOUAS AVOGOCPALPLVOVE

16. Oupeoeldikn Asttovpyia (TSH, T3, T4/FT4)

17. loAoywkdg éAeyyog (HbsAg, anti-HBc, anti-HBs, anti-HBe, HBeAg, anti-HBc, anti-HCV, HIV, Parvovirus)

18. AVTIPWO@OAMTISIKA aVTIOOUATA CUUTEPAUPAVOUEVWY TWV  €VAVTL KAPSIOALTIIVIIG KoL TOU
QVTLTNKTIKOV TOU AVKOU?

19. ’EAeyyxos Opopfo@riag*

20. HKT

21. Triplex kapdiag*

22. Ymepnxoypa@nua avw Koiag?*

23. TeoT KUNONG O€ YUVAIKES avaTapay wykng nAkiag

*H ooteopvedikn BloPia dev eivat amapaitntn yia mv Sidyvwon s PNH, wotdéco tpoteivetal va
TPAYUATOTIOLELTAL 08 OAOUG TOUG aoBeVei§ TTpokeLéVOL va StepeuvnBel 1) UTTapEn pLEAOSVOTTAAGTIKOV
oLVSPOHOV, ATIAAGTIKOV /UTTOTTAXGTIKOU GUVEPOLOU KAL (VWO G TOU HUEAOV KoL VA WO EL KATEVOVVOELS yla
™ Bepameia.

* Eml ev8eiewv kot kata Tnv kpiom tov Bepamovtog AluatoAdyov
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

1.2 TAZINOMHXH PNH - IIEPITPA®IKOI OPIXMOI ME BAXH TO
INTERNATIONAL PNH INTEREST GROUP (I-PIG)

KAAXIKH PNH

PNH mou ekSNA®VETAL WG OUHMOAUTIKY QVaila, YwpIlS va ouvumdpyel GAAo
QLLATOAOYLKO Voo o

PNH II0OY XYNOAEYEI AAAO AIMATOAOT'IKO NOXHMA

KAwwka 1/kal epyactnploakd guprjpata evSoayYELOKNG aludAvuons Tautdypova Ue
VOO L TOU MUEAOV TV 00TWV T.X. MugdoduomAaotikd ZuvSpopo (MDS), ATAaotikni
Avapia (AA), Tvwon pueiov

YITIOKAINIKH PNH

[apovoia pkpov kAwvou PNH kuttapwv (m). mANOLoHOG epubBpokuttdpwy HE
EMewm GPI - TpwTEiVWV), IOV AVIXVEVOVTAL OTO QiU XWPI§ Vo GUVUTIAPXOULV
EPYOOTNPLAKA 1 KALVIKA EUPTUATA ALUOAVTIKNG QVALUIG

OPIZEMOX AXOENQN ME YWHAH ENEPTOTHTA NOXOY (High Disease Activity - HDA)
T v emidoyn OepamevTiknc TPOTEyyLons kat T cuyvoTnTa tns mapakoiovdnaong (follow-
up)

TAYTOXPONA ENA TOYAAXIXTON AIIO TA

INAPAKATQ EYPHMATA

LDH 21.5 UNL +
e Aduvapia/Komwon

e Awooc@aipvoupia

¢ KolAlako dAyog

e Avomvolwx

e Avoupia (Hb <10 g/dl)

e Meilov ayyelako emelcddio (..
Bpoppwon)

o Avopayia

e XTUTIKY SuoAELTOVpPYiA OTOUG APPEVES
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2. OEPAIIEYTIKOX AATOPIOMOX

OEPAIIEIA PNH

A 4 A 4 A

YINOXTHPIKTIKH AT QI'H OEPAIIEIA IIOY AAAAZEI OEPAIIEIA (AYNHTIKHY)
THN IIOPEIA THX NOXOY JAXHX
1. Metayyioelg
GUUTIUKVWUEVWV

w

£pLOPWV KoL
TAPAYWYWV aipatoc*
SUUTIAN P WHUATIKN
XopPNYNoMN @UAALKOV
0&¢og kot Brrapivng
B12, oénpou**
Koptikootepoeldn
AvocokataoTaAtika/
OVOGOTPOTIOTIO TIKA
QAPUOKO
AvTumkTikn aywyn

AAAOTENHX METAMOXXEYXH
ECULIZUMAB APXET'ONQN AIMOITOIHTIKQN
KYTTAPQN

*Ou petayyloelg yivovtal pe mivpéva epubpd.

TIpoTHdTaL 1 Ao ToU 6TOUATOS xop1ynon owdnpov. H evo@A£Bia xopnynon Ba mpémel va
aTO@EVYETAL SLOTL UTIOPEL VA TIPOKAAETEL ALLOAVTIKY] KpioT).
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OEPAIIEYTIKH ITPOXEITIXH ANAAOT'A ME THN KAINIKH MOP®H THX PNH

A 4

A 4

KAAXIKH PNH

PNH/XYNAPOMO MYEAIKHX

I. Oepameia pe Eculizumab

II. Eml pun woavomomtikig
AVTATIOKPLONG

o Av&non g d6on¢ ka/M
™G GUYVOTNTAS
Eculizumab

o AM\oyevig
HETAUOOYEVOT
QLLOTIOM TIKWV
KUTTAPWV o€ acBeve(g
oL oTtoiol TANpovV TI§
TpoUT0HETELS

o KopTtikootepoeldn

e  ITANVEKTOUN

e YTOOTNPIKTIKY aywy

[. ZUUTITWUATIKY QVTLUETWTILON
- QVTLUETWTILOT TOV 6LVEPOUOU
HUEALKNG OVETIAPKELOG

II. AoBeveic pe upeyaio PNH
KAwvo umopel va w@eAnBovv
atd T xopnynon Eculizumab

\ 4

YITOKAINIKH PNH

I. Aev amauteitat €161k Bepameia
ywa tnv PNH

[I. ZUPTITWUATIKI] OVTIHETWTILON
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

2.1. OEPAIIEIA AXOENOYX ME KAAXIKH PNH

2.1.1 AXOENHX ME YWHAH ENEPTOTHTA NOXOY

1. Eculizumab - iv xopriynon wg €&ng: 600 mg / eBdoudda ya tig mpwtes 4 efdopddeg, 900 mg
™V 51 eBSopada g Bepameiag kot katdmy 900 mg kabe 14 nuépeg

e Y& aoBevelg otoug omoiovg mapatnpeltal To @awouevo tng break-through-hemolysis petagd
600 8d6cewv pmopel va avinbel 1 S6on tou @apudkov ota 1.200 mg N EVAAAAKTIKA VX
xopnyettat ava 12-13 nuépeg

¢ OuaoBeveig mov avtamokpivovtatl oto Eculizumab cuveyifouv t Bepameia e’ dpov (w1

o Amauteital epfoAlacpdg TovAdylotov 2 Souddeg ipv amo v Evapin Bepameiag Evavtl Tov
UNVLYYLTISOKOKKOU, TOU TIVEUUOVIOKOKKOU KOl TOU alUO@AoL v@Aovévtlas ouddas B. ZTig
TIEPLTITWOELS TIOU SEV LTIAPXEL XPOVOG Yot EUPOALAGUS, GUVIOTATAL 1] XOPNYNON AVTLBLOTIKWY
TaUTOXPOVA UE TOV ePPOALAoHO KAl Yix 2 eBSouddeg ueTd ToV eUfoAlacud

o AoBeveig umd aywyn pe Eculizumab Ba tpémel va kavouv To euf3oALo NG ypimng dmag etnoing

o Atopa Ta omola Sev €(ouv UOIKN avooia 1] TTponyoupevo eufBoAlacpo yia Tétavo, Supbepitida,
KOKKUTY, WAapd, Tapwtitida, epubpd, avepegvioyld, £épmnta {wotipa, HPV Ba mpémel va
epBoAtalovtatl cvu@wva pe tig 0ényieg tov KEEAIINO, 23-5-2017

e EpBoAlacudg yia v nmatitida A kat v nmoatitida B Ba mpémel va yivetal pe Bdon Tig
odnyles tov KEEAIINO, 23-5-2017

o Ao oplopéveg opASEG CUVICTATAL ) XOPN YN 0T TTPOPUAXENG e avTIBLOTIKA o€ OAN TN SLApKeLn
Bepameiog pe Eculizumab, aveidptnta amd tov epfoAlacpo

e T Toug aoBeveic mMou Mpoypappatiletal va vofAnbovv oe aAioysviy MAK, to Eculizumab
SLOKOTITETAL TPV TN UETAUOCXEVOT], GTO XPOVIKO Sldotnua Tov TPoPAETETAL Ao TA
TPWTOKOAAX TOU HETAUOOYEVTIKOV KEVTPOU

2. TUUTIAN pW LA TLKT) XOP1 YN 61) @UAALKOV 0§£0G 1-2 mg p.o. nuepnoiwg
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

3. X0p1ynNon aaTtvikov Tapayovtwv (o181pov kat B12 p.o.) ot acOeveis pe o18npomeviky
avatpia  EAAewym Brrapivng B12

4. Avtum KTk aywyn oe aoBeveic pe OpdpuPwon, mévta tavtdxpova pe ™ xopriynon Eculizumab.

Na onpewwBel dtL dev mpoteivetatl Bepameia TPOo@EUAXENG HE AVTIMNKTIKA ANV TWV TOAPAKATW
TEPLUTITWOEWV:

e AobBeveig pe otabepa avgnuévn T d-dimers
o EykupooUvn (Bepameutikn 660 HXMB)

o Jleplemepatikny mepiodog, e TEPIMTIWOES OV 0 «ooBevic Tpémel va vmofAnOel o€
XELPOUPYLKY) eTEULAOT

5. AAdoyevi)¢ MAK yLa Toug ac0eveig pe 0popfwon 1 atpdivon pn avramokpvouevn oto Eculizumab
Kal yla autoUg mov Sev €youv tpocPacn otn Oepameia pe Eculizumab

6. Koptikooteposeld)

7.Av8poyova

2.1.2 AXOENHX ME XAMHAH ENEPT'OTHTA NOXOY

Acvpmtwpatikol oacBeveic 1 aocBevelc pe Mma ovumtopata  dev  xpnlovv  BePATEVTIKNG
QVTLUETWTILONG.

Xpelalovtal TAKTIKN TapakoAovonaon.
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2.2. OEPAIIEIA AXOENOYZX ME PNH KAI 2XYNAPOMO MYEAIKHX
ANEINIAPKEIAX (MAX, AIIAAXTIKH ANAIMIA)

2.2.1 AXOENHX ME PNH/AA

ANOXOKATAXTAATIKH
OEPAIIEIA
1. ATG + CSA
2.ATG + G-SCF
3. Eltrombopag
4. Danazol

5. High-dose
cyclophosphamide

6. Alemtuzumab

AAAOTENHX MAK

AM\oyeviig MAK ylx Toug
aoBeveis pe cofapn AA

ECULIZUMAB

AocBeveig pe peydro kKAwvo
PNH ocwg w@eAnBolv amod
XOP1YNON TOL @APUAKOV

2.2.2 AXOENHX ME PNH/MAX

OEPATEVTIKN AVTILETWTILOT TOU MAX

Aobeveig pe peydro kAwvo PNH iowg w@eAnBolv amo t xoprjynon tov Eculizumab
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3. EPTAXTHPIAKH ITIAPAKOAOYOHXH

1. Avoo0@QiLvOTUTIOC QipaTog

Amtag eTnolwg KoL KABe opa Tov VTIApP)EL EVEELEN va eAeyxBel eav Exel avéinbel to peyebog tou
KAwvou (T.x. 6popfwon).

0L aoBeveig Tov vtofaArovtal oe ardo-MAK mapakoAovBovvtal apxlkd oavd 3Unvo Kol KATOTLY Katd
™mv kplomn tov Bepdmovtog ALLATOAGYOU, O€ SLHGTIUATA TTOV UTIKYOPEVOVTAL ATIO TNV TIOPELA TOU
acBevoug.

2. Avalnitnon siktwv apdivong

LDH =1.5 UNL, yevikn aipatog, AEK, yoAepuBpivn, amtooc@aipiveg, dueon kat €upeon Coombs,
alpoo@atpvouvpia, Katd Tnv Kpion tov Bepamovtog AlUaTOAGYOV, 6€ SIACTHUAT TTOV VTIAYOPEVOVTOL
atd v mopeia Tov acBevoic.

3. EkTiunomn ve@pik¢ Asttovpyliag

(creatinine, urea, Na, K, GFR), xata v kpilon tov Bepamovtog Alpatordyov, o€ SLAOTHUATA TIOU
VTIAYopeVOVTAL ATO TNV TopPEia TOV AoBEVOUG.

4.'EAeyxog 0popfwong

(d-dimers, PLTs), emi evéeifewv, kata v kpion tov Bepdmovtog AMaTOAGYOV, O€ SLAGTUATA TTOU
VTIAyopeVOVTAL ATO TNV TopPEia TOV AoBeVOUG.

5. [vevpovikn véptaon

(HKT, NT-proBNP, triplex kapdidg), emi kKAvikwv eveiewv.
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