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MEOOAOAOTIA ANAIITYZHX ITPQTOKOAAQN

MNPOTYNO AATOPIOMOY AIAINQZHZ

Seer’ Saer’
Apxuwn Ertickein Emavektipunon
-Aayvwon MapdapeTpol EKBaCNG yLa TNV EMAVEKTIUNGN
Alayvwon cUPPWVA LE
A) KAwika kpueipla
B) NopakAwikég e€eTAOELG

la gxri MPOTEWOUEVO TOGOTIKOTONEVO EPYAELD YL THV
*Amotipnon tg ékBaong
*Avtamokplon otn aywyn

| Jtadlo Nooou |

\Z

, , *Mota kKAwika dedopéva anatrovvral (Seikteg)
Evéelkvuopevn QapUakeuTiki *Mota rtapakAwikd dsdopéva anattovvral (Ssikteg)

Aywyr ( ATC4 fy ATC5)

N

s 28

XpoVLKO ALAOTN O TIOU TIPETTEL

va pecolapet yia tnv MpoTEIVOUEVEC EKOXEG YL TNV OUVEXLON TNG
gnavektiunon / BOepATMEVTIKAG QVTLLETWTTLONG e BAon T
enava&lohoynon Sedopéva €kBaong avtamokplong

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

e 1] KATNYOPLOTIOMON TWV BEPATEVTIKWOV OXNUATWV 1] BEPATEVTIKWY GCUVSVACUWY CE
veoSlayvwobév voonua/vedomAaoua

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

pe Baon apyikd kpitipla (EYKeKpLUEVES evBeilels, amodeSelypévn AMOTEAECUATIKOTNTA,
amolnuiwon @APHAKEVTIKOU KOOTOUG) KAl HE ova@opd o€ OS0COAOYIKA OYNUATA,
BepameuTikoUG KUKAOUG, Slapkelx Bepameiag Kal EMAVAANTITIKOTNTA KUKAWY, HE OCLVOSA
KpLTpla Evtadng/amokAelopuov/amotuyxiag aywyng.

Eldk6TEpQ, 0NV KATNYOPLOTIONOT TWV OEPATEVTIKWY OXNUATWY, CUVEKTIUNONKAV 0T
Slapdpwom Toug:

o DegpamevTIKG oYNUATA TOU €xouv TNON EYKPLON OGNV OVAEPEPOUEVN VPO
Bepameiag, TEKUNPLWUEVO ONUAVTIKO KAWVIKO O@PEAOG £vavTL GAAWVY BEPATIEVTIKWV
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OYMUATWY, TIEPLYPA@OVTaL 0TIS SleBveilg 08nYieg pe onpavtiko Babud tekunpiwong
KOl KOTA CUVETIELX ATTONULWVOVTOL ATO TOV AOQAALGTIKO (POPEX

BepamevTiKG oYNUATA TOU €youv NON EYKPLOT OTNV QVAPEPOUEVN] VPO
Bepamelag, TEKUNPLWHUEVO CTHAVTIKO KAWVIKO OQEAOG EVAVTL AAAWV BEPATIEVTIKWV
OYNMUATWV OTIWG KATASEIKVUETAL ATIO TIOAUKEVTPLKEG UEAETES Slaitepns BapvtnTag
aAAG ToV xpelalovTal PEYAAUTEPO SLACTNUA TapakoAovuOnong yia va emibeifouv
TAEOVEKTNHX OULVOALKNG emBlwong Teplypagovtal otis Olebvels odnyieg ue
ONUaVTIKO PBabpd Tekunplwomng Kal KOTA CUVETELX OTMOlNULOVOVTAL ATO TOV
aAo@AAMOTIKO @opéa (og avapovy G emava&loAdynons NG GUVOALKNG aglag Twv
oYPLpwyv Sedopévwy Toug)

BepamevTikd oynUata Tou €youv NON EYKPLON OTNV AVUEPEPOUEVT] YPALUUT
Oepamelag, aAAd eite w@EEAOVV OUYKEKPLUEVEG opGdes aocBevwv, eite £xouv
TIEPLOPLOPEVO OPEAOG/ 1] KL OTUAVTIKY TOEKOTNTA £VAVTL AAAWV EYKEKPLUEVWV
BEPATEVTIKWY GXTUATWY TIOV MO ATTO{TULWVOVTAL KL TTOV 0TLS SteBveis 0dnyleg
EVOEXOUEVWG TIEPLYPAPOVTOL LE ALYOTEPO OTUAVTIKO BaBud tekunpiwong.
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OEPANEYTIKO MPQTOKOAAO INA THN ANTIMETQMIZH THZ
NAPOZYZMIKHZ NYXTEPINHZ AIMOZODAIPINOYPIAZ
(Paroxysmal Noctural Hemoglobulinuria, PNH)

EIXATQI'H

ICD - 10: D59.5

IMMAPOZYXMIKH NYXTEPINH AIMOX®AIPINOYPIA
Paroxysmal Nocturnal Hemoglobinuria
(PNH)

H mapoduopkn vuxtepwn awpoc@atpivovpia (Paroxysmal Nocturnal Hemoglobulinuria,
PNH) eival pla omavia emiKTnTn KAWVIKN VOGOG TOU ApXEYOVOU NLUOTIOWNTIKOU KUTTAPOV.
KAwikd ekNAOVETAL WG APUOAVTIKY avatpia kay/1M Bpopfwon kat/M Le EVPNUATA HUEALKTG
QVETIAPKELXG.

H xOpla poplakr BA&BnN evtomifetal oto yovidio PIG-A (phosphatidylinositol glycan group
A), HETAAAGEEG  TOUL omoiov avaotéAlovv T ovvbeon ™mg GPI
(YAukoovApwao@atiduAoivoottoing) vropovadas. H GPI opdda Aettoupyel wg dykuvpa ya
™mv poodeon twv GPI-ouvdedepévwy TPWTEIVOV OTNV KUTTAPLKNY HeUPpavn. AToTéAeopa
TWV HETOAAAEEWVY Elval 1 QVETAPKEIX 1 1 EAAEWT] QUTWV TWV TPWTEVOV amd TNV
EMUPAVELN TWV KUTTAPWVY TOV aipatos. Ao amd autég Tig TpwTelveg elval 1 CD55 kat 1
CD59 mov amoTeAoVV AVACTAATESG TNG EVEPYOTIOMON G TOU CUUTAN PpWHATOG. H éAAendm Toug
odnyel e avef€éAeyKTn €VEPYOTIOINOT TOU CUUTANPWUATOG Kol alpdAvaT. Avtiotolya, 1
EMAEWPT TETOLWV TPWTEIVOV OTNV ETLPAVELX TWV APYXEYOVWV OLUOTIOTIK®OV KUTTAPWY
TPOoEEPEL  TALOVEKTNUA emPBlwong, evw TapdAAnda 1 evepyomoinon twv T
AELPOKVTTAPWV TIOV TTAPATNPOVVTAL GTO VOOT|LX CUUPBAAAEL OTT) HUEALKT] AVETIAPKELQ.

H Siuayvwon g PNH ouxvd kabuotepel §eSopévou OTL ol KAWVIKEG EKONAWOELS TolK{AoUV
KoL qUTO PTtopel va oxeTiletat pe TNV avénuévn voonpotta kat Bvntémta mov cuvodelel
TO VOO Q.

H mAéov evaioBntn kat a&lomiotn péBodog yia v tekunpiwon mg Stayvwong,aAAd kol tnv
TapakoAovdnon ¢ PNH, elval n kuttapopetpia pong pe HOVOKAWVIKG avTtiowpata (anti-
CD55 kai/M anti-CD59) évavtt Twv TPpWTEIVOV TG UeEPBpavns Tov avemapkovv otnv PNH.
Ta amoterdéopata eKQPALOVTAL GE TTOCOGTO TWV TABOAOYIKWV KUTTAPWY KOl TO EAAELUUX
Bewpeltal onUaAvVTIKG OTAV TO T0G00TO lval >5%. H ToooTikn extiunomn Twv mTaboAoyikwmv
mAnOvopwv pe FLAER (>1%) (Fluorescently Labeled AERolysin) amoteAel onuepa Lo
gvaiotnTto Slayvwotikd Seikm kat amotedel T péBodo ekAoyng yia t Stayvwaon tng PNH.
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H aepoivoivn, pa tolivn mou exkkpivetar amd tnv Aeromonas Hydrophilia kat eivod
oUVOESENEVT] HE PBOPLOXPWHA, KATAOTPEPEL TA KUTTAPX HETA OMO OUVSEOT] NG HE
vmodoxeic GPI g peufpavng pe amotédeopa ™ Snulovpyia kavaiiwv. Ta kOTTApA TNG
PNH, ta omoia 6ev StaBetouv GPI utodoyeig, eival avbektikad ot §paon s o€ avtibeon pe
T (PUOLOAOY LKA KUTTAPOQ.

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

H vooog eppavifetal pe TpeLS SLaPOPETIKEG KALVIKEG HOPQES:
o Klaown PNH - AypoAvtikny PNH

e PNH mou ouvodevel oUvSpoua HPUEAIKNG QVETAPKELAG, TITOL OTMAQACTIKY) OVOLIO
(PNH/AA) kot puerodvomraotiko oUvSpopo (PNH/MDS)

e YmoxAwwn PNH

O1 BpouPwoelg amoteAoVV ouXVY EMITAOKY oTtnyv Topeia TG vooou. To 7% Ttwv acBevwv
ep@avifetal pe Bpoppwon kata v Sayvworn. Ot Bpopfwaoels agopovv cuvnbBéotepa To
OAeBIKO OKEAOG, OAAX OE OPLOUEVEG TEPIMTWOELS KAL TO aptnplako. Ou Bpoupwoelg
gvBUvovTal yx Ta VYMAd TocooTtd BvnTOTNTAS 6TOVG acBeveic pe kAaowkry PNH. Ze kabe
mepimtwon Bpoppwong oe atumm B€on (Mmatikn @AEPaA, LAl EAEPA 1) GAAN GTIAQXVIKY)
OAEBa, eYKe@aAKEG PAEBeG, Seppatikeg @AEPeS), avednyntng BpouBwons kabws Kat oTIg
TIEPITITWOELS TIOU GUVUTIAPXEL OPOUPBWON Kol GUOAVTIKY] avoipio KoL/1] KUTTAPOTEVIEG
TPEMEL VA YiveTal éAeyyog yia PNH.

0 KAWLKOG LaTpOG TTOU Slaylyvwokel évav acBevr) pe PNH €pxetatl avTIHETWTIOG APX LKA [E TO
SAnupa Tov kKat@AAnAov xpovou yla v €vapén Bepamelag Kol KATOTILV (e QUTO YLa TNV
EMAOYN NG OWOTNG Beparmeiag.

INUEPA, TIPWTAYWVIOTIKO pOAO G T OEPATIEVTIKY] AVTIUETWTILON TNG KAxokng PNH £xouv ta
efavOpwmomomuéva HOVOKAWVIKA avTIo®pata evavtt Tou C5, Ta omola avactéAAovv TV
TEALKN] EVEPYOTOMNOT TOU OCUUTANPWUATOS KOL HE TOV TPOTMO QUTO MELOVOUV TNV
evloayyelaxn atpdAvon. To pwTto aviicwpa mov £Aafe €ykplon ftav to Eculizumab. H
Bepamela pe to Eculizumab pewnvel TiIg avaykes oe petayylioelg, Tov kivduvo gu@aviong
BpopBwong kot akdpa mapamépa BeATiwvel ™MV ToOTHTA {WNG TWV AoBevwY, aAA& Sev
amotelel Bepameia iong. To e0TEPO HOVOKAWVIKO avTiowpa évavtt Touv C5, mou élafe
éykplon yw T Bepameia g PNH eivar to Ravulizumab. To Ravulizumab éyer Seiel
AC@AAELX KaL U1 KATWTEPOTNTA 0€ oX€om e To Eculizumab og 0Aa Ta kataAnKTika onpeia,
NToL avAYKeS PETaYYioEwY, OpopuBwaels, ToldTNTA {WwNG, LELWVEL TA EMELCOSIA ALLOAVONG
«ek Sauyne» (breakthrough hemolysis) kau emitpémel v xopnynon o€ peyaAvtepa
puecodlaotiuata. Ilpdogata, €xel mpootTebel oTNV OEPATEVTIKN QAPETPA KAl TO
Pegcetacoplan, évag C3 avaotoAéag, Tov £xel AaBeL £ykplon we Bepameia SeVTEPNG YPAUUNS.
To Pegcetacoplan €xel 8eifel ao@daiela kat avwtepdTa o€ oxéomn pe to Eculizumab ota
KOTOANKTIKA onueia ad&nong Tng auoo@alpivng, Le TapaAANAT onUavVTIKY UEIWOT) OTIS
OVAYKEG UETAYYIOEWVY, KAL UM KATWTEPOTNTA oTn Meiworn ™ LDH kat tou amoéAutov
apBpoV AEK, emituyxavovtag éAeyxo 1000 TNG evOAYYEWAKNG 000 Kol NG EEWAYYELNKNG
awpoAvong. Emiong, €6eie un katwtepdtnta oe oxéon pe to Eculizumab otnv gpedvion
Bpoupwoswv. EmmAéov, €8eile BeAtimon tng moldTag {wng, OTMWS EKTIUATAL UE TO
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epwtnuatoroylo FACIT-Fatigue (The FunctionalAssessment of Chronic Illness Therapy -
Fatigue Scale). TéAog, a&iCel va onpELWBOEL OTL EMLTPETEL TNV KAT' 0lKOV XOp1YNOMN.

H Oepameia twv acbevwv pe PNH kot oOvSpoua PUEAIKNG OVETTAPKELNG ETIIKEVTPWVETAL
KATA KUPLo AGYo o1n Bepameia Tov pUEAOSUOTIAAGTIKOV 1] TOU VTIOTAAGTIKOV /ATAAGTIKOU
ouvdpopov, evw Yl tnv vtokAwvikn PNH mpoteivetal atev) mapakoAovBnomn tov acBevous.

H aAAoyevii¢ LETAUOGYEVOT APYXEYOVWV ALUOTIOMNTIKWVY KUTTAPWVY amoTEAEl T Hovadiki v
Suvapel Bepameia taong. 'Exel 0€om o1 BEPATEVTIKN AVTILETWTLOT ETAEYUEVWV AoOEVWDY,
O0TlwG oL Taoyovtes ano PNH/AA, PNH/MDS pe mpog§dpyouoa Tn HUEALKT] QVETTAPKELX KOL
oe aoBeveis pe emavarauBavoueva OpopBoepufoAikd emelcddia, TTapd TN Xop1yNon
avaotoréwv C5 kai/M C3.
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AIATNQXTIKOX KAI OEPAIIEYTIKOX AATOPIOMOX

1. AIATNQXTIKOX AATOPI®OMOX

1.1 APXIKOX EAETrX0OX

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. ATMtoo@aipiveg opov

8. C3, C4, CH50#

9. T'evikr) oVpwV

10. Awpooidnpivn ovpwv

11. Kuttapopetpia pong cvpumepirapufavopévouv tov FLAER, oe Seiypa aipatog. H mapovasia kAwvou Ba
mpémel va avalnmOel ota epubpd atpos@aipla, T KOKKIOKOTTAPA KAL T LOVOKVTTAPA.

12. MueAdypappa - Ooteopvedikn Bogia”

13. Kuttapoyevetikr HEAETT pueAOV*

14.’EAeyxog yia avatpio Fanconi*

15. HAektpo@dpnomn TpwIEivwv 0pol Kol TOGOTIKOG TIPOCoSLOPLOUAS AVOGOCPALPLVWOVE

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. AVTIPWOE@OAMTUSIKA aVTIOOUATA CUUTEPAUBAVOLEVWY TWV  €VAVTL KAPSIOALTIIVIIG KoL TOU
QVTLTINKTLKOV TOU AVKOUV?

19. ’EAeyyxos Opopo@riag*

20. HKT

21. Triplex kapdiag*

22. Ymepnxoypa@nua avw Koiag?*

23. TeoT KUNOMNG O€ YUVAIKES avaTapay wykng nAkiag

*H ooteopvedikn BloPia Sev eivar amapaitntn yia mv Stdyvwon g PNH, wotoéco tpoteivetal va
TPAYUATOTIOLELTAL 08 OAOUG TOUG aoBeveis TTpokeLéVOL va StepeuvnBel 1) UTTaPEn HLEAOSVOTIAAGTIKOV
oLVEPOHOV, ATIAAGTIKOV /UTTOTTAXGTIKOU GUVEPALOL KAl (vwon g Tou HUEAOD, eupripata ov Ba Bonbricouvv
oTnyv emAoyn Bepamelag.

* Emtl ev8eiewv kot kata v kpiom Tov Bepdmovtog AluatoAdyou
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1.2 TAZINOMHXH PNH - [IEPIT'PA®IKOI OPIXMOI ME BAXH TO
INTERNATIONAL PNH INTEREST GROUP (I-PIG)

KAAXIKH PNH

PNH mou ekdnAwveTal ¢ OUHOAUTIKN Qvolpia, YwpIl§ va ouvuTdpxel GAAo
QLLATOAOYLKO Voo o

PNH II0OY XYNOAEYEI AAAO AIMATOAOT'IKO NOXHMA

KAwwka 1/kal epyactnploakd guprjpata evSoayYELOKNG aludAvuons Tautdypova Ue
VOOMUX TOU HUEAOU TwV 00TwV T.X. MugAoSuomAaotikd ZUvSpopo, ATAACTIKY
Avaupia, Tvwon puedov

YITIOKAINIKH PNH

[apovoia pkpov kAwvou PNH kuttapwv (m). mANOLoHOG epubBpokuttdpwy HE
EMewm GPI - mpwTeivwdv), OV AVIXVEVOVTOL OTO iU, YWPI§ VA GUVUTIAPYOUV
EPYOOTNPLAKA 1 KALVIKA EUPTUATA XLUOAVTIKNG XVALUIOG

OPIZXMOX AXOENQN ME YWHAH ENEPI'OTHTA NOXOY (High Disease Activity - HDA)
T v emidoyn OepamevTiknc TPOTEYyLoNS Kal T cuxvoTnTa TNS mapakoiovdnaong (follow-

up)

TAYTOXPONA ENA TOYAAXIXTON AIIO TA
INAPAKATQ EYPHMATA

e Abvvapia/Komwaon
e Awoo@aipvoupia

LDH 21.5 UNL * Kowaxé dryos
e Alomvolx

e Avoupia (Hb <10 g/dl)

e Mzeilov ayyelakd emelc6810

o Avopayia

e XTUTIKY SuoAELTOVpPYiA OTOUG APPEVES
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2. OEPAIIEYTIKOX AATOPIOMOX

OEPAIIEIA PNH
YIHOXTHPIKTIKH AT QI'H OEPAIIEIA IIOY AAAAZEI OEPAIIEIA (AYNHTIKHY)
THN IIOPEIA THX KAAXIKHX JAXHX
1. Metayyioelg PNH
GUUTIUKVWUEVWV
£pLOPWV KoL
TAPAYWYWV aipatoc* ECULIZUMAB
2. TupmAnpwHaT , AAAOTENHZ METAMOZXEYXH
xoprynon guAAlKos 8 APXETONQN
005, rraptvng B12, RAVULIZUMAB
o151pov AIMOIIOIHTIKQON KYTTAPQN
3. KopTtikootepoeldn H
4. AvoooKATAOTAATIKA/
OVOCOTPOTIOTIO TLKA PEGCETACOPLAN
QAPUOKO
5. Avtumktikn aywyn

*Ou petayylioelg yivovtal pe mAivpéva epuBpd, av kat Baoel vedtepwv SeS0UEVWVY 1] TIPAKTIKI] OUTH
au@opnTeltal TPOEAV®S AdY® TWV HETAYYICEWV ILE CUUTIUKV®WUEVA EPUBPA KAl TTOAD Hikpd GyKo
TAGOUATOG.

PO TWATAL T ATIO TOV GTOUATOG Xop1ynon awdfipov. H evSo@AéBia xopnynon Ba mpémel va
QTOPEVYETAL, SLOTL UTIOPEL VO TIPOKAAETEL ALLOAVTIKT) Kplom).
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2.1 OEPAIIEYTIKOX AATOPIOMOX

OEPAINEYTIKH [TPOZETTIZH ANAAOTA ME THN KAINIKH MOP®H THE PNH

4

KAAZIKH PNH

) 4

C5 AvaotoArfag (Eculi

IkavomoTik
avtandkplon

H Bepameia
Xopnyeital e’ dpov

[N

Av yopnyeitou
Eculizumab yux
ToUAdyLoTOV 6 JjVeg,
pmopel va
avtikataotadel pe
Ravulizumab yux
Tpaktikovs Adyous,
fitoL AtybTepo auyvi
xopihymon

b ) *Ravuli

Adyw apdAv anq@ ‘ '—I |
e ~

M1} ikavoTom Tk
avTaNOKpLoN Yia 2 3 piveg

Abyw TE |

¥

PNH/EZYNAPOMO MYEAIKHE
ANEINAPKEIAZ

. 2

4

YIOKAINIKH PNH

¥

- Ogpamein pe avTIIKTIKG
Kat SeuTepoyeviig
BpopBomtpogiiatn

‘H

-AXayr) o€ Pegcetacoplan
kal Bepamneio pe
QVTUTNKTIKE

LEUPTTWUXTIKY QVTIPETOTILON
~OVTLUETTLO TOU
ouvSpdpou puediis
QVETIGPKELAG

I1. AcBeveis pe peydo kKAdvo
PNH otoug omolovg
ouvuTIGp)EL opdAuom popel
v wepeAnBodv ard
xoprynam Eculizumab 1
Ravulizumab

1. Aev amoauteitan ek
Bepameio yie v PNH

1LEZupmtwpatea)
AVTLHETOTILON

| » Enpewbvetar ot Ravulizumab propel va yopnynBel av £xel xopnynBel Eculizumab () pe tcavomom ik avtanékpion yue tovdéyiotov 6
| wives, yua mpakTikovg Adyous, Sni. Atydtepo ouxvi] xprion 1i (B) we pn tkavoom Tk avTambkplom yia 2 3 wives

i @ Emuapduans “ex Sapuyic, Ba fitav axdmpo va eAéyxetal ) tapovcia moAvpop@iapol tov C5. Enl vntaping moAupop@iopoy,

i ovonivetal alhayn ot Pegcetacoplan.

AbywBTIVH | [ AbywBTEVH
- AGEnan g Sbomg kar/h - AMayn oe Pegeetacoplan
™g ouxvéTTag H
xopiiynamg Eculizumab AAo-MAK ot emA£Eoug
H aoBevelg
- AAdayn) oe Ravulizumab H
'H Koptikoatepoeisi
- Aldayn) o Pegcetacoplan H
H AvBpoyova
Aldo-MAK oe emAéEipong ‘H
wagBevelg Zminvektopr
'H
Koptikooteposidry
‘H
Avbpoyova
'H
LmAnveKTopr

BT: breathrough hemolysis, Sn\. aipdiuon "ex Swapuyrigs, IVH: IntraVascular Hemolysis, dnd. EvSayyeswai Aipéruon, EVH: Extravascular
| Haemolysis, SnA. Efayyeiaiai AypdAvon
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2.2. OEPAIIEIA AXOENOYX ME KAAXIKH PNH

2.2.1 AXOENHX ME YWHAH ENEPTOTHTA NOXOY

1A. Eculizumab - iv yopnynon wg €&1¢: 600 mg / eBdopada ywx tig mpwteg 4 fSouadeg, 900 mg v
51 eBSopada g Bepameiag kot katomy 900 mg kabe 14 nuépeg

e Y& aobeveig oTOUG OTOlOVG TTapaTnpeital To avopevo g breakthrough hemolysis peta&v dvo
S0cewv pmopel va avdnBei ) §6om tov @appakov ota 1.200 mg 1) evAAAAKTIKG v xopnyeitat ava
10-12 nuépeg

e O aoBeveig mov avtamokpivovtal oto Eculizumab cuveyilouv t Bepameia @’ dpov {wng 1
UTIOPOVV VO GUVEXIGOUV PETA oo £8L unveg Bepameiag pe Ravulizumab (Evomta 2.1)

o Amauteitan gepfoilacudg tovAdyiotov 2 Sopnadeg mpy amd v Evapén Bepameiag Evavtl Tou
unviyyttidokokkou A, C W, Y kot B, TOU TIVEUHOVIOKOKKOU KOL TOU OUO@LAOU VPAOVEVTING
opadag B. ZTIg TepIMTWOELS TTOU 1) Ogpateia TpEmeL va xopnyn el o SlaoTnua PKPOTEPO TV V0
eBSopadwv amd tov gufoiiacud, CLVIGTATAL N XOPNYNON AVTIPLOTIKWY ToUTOXPOVA LE TOV
epBoAlacpo kat yla 2 eB8oudades peta

o AoBeveic umd aywyn pe Eculizumab Oa pémetl va k&vouv To epffoAo TG ypimng amaé etnoiwg kat
T0 gUPOAL0 EvavTL Tou Kopwvoloy COVID-19, cOp@wva e TIG TPEXOVOEG KATEVOUVTIPLEG 06T Yieg

e Atopa Ta omoia Sev £(oVV QUOIKY avocia 1 Tiponyouuevo eufBoAlacd yia Tétavo, Supbepitida,
KOKKUTI, WAapqd, Tapwtitida, gpubpd, avepevAoywd, épmmrta {wotipa, HPV Ba mpémer va
eupoAtalovtal cUp@wva pe Tig 0dnyies tov KEEATINO, 24-02-2023

o EuBoAacpog yua v nratitida A kat v nratitida B 8a mpémel va yivetal pe Baon tig odnyleg
touv KEEAIINO, 24-02-2023

o ATO oplopéveg OUASEG CLUVIOTATAL 1] XOPNYNON TPOPUAAENG UE avTIBLOTIKG o€ OAN TN SLdpKELA
Bepameiag pe Eculizumab, avegdptnta and tov epfoilacpd

e T toug aoBeveis ov mpoypaupatifetat va vmoBAnBovv oe aAdoyevr) MAK, to Eculizumab
SLKOTITETAL TIPLY T LETAUOCYEVOT), OTO XPOVIKO SIAGTNHA TTOU TIPOPBAETTETAL ATIO TA TTPWTOKOAAX
TOU HUETAUOCYEVTIKOV KEVTPOU
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1B. Ravulizumab - iv yopnynon avéloya ue to cwpatikd Bapog tov acbevols, pe Baon to SPC tov

PapuaKov:
Zopatiko Bapog (eVpog) ce kg | Adom e@O8ov 6 mg Adomn ovvTiipnonG 6E mg
240 kot <60 2.400 3.000
260 xat <100 2.700 3.300
2100 3.000 3.600

e H mpwtn 860m cvvtipnong touv Ravulizumab yopnyeitat 2 eBSopades petda tn 6om g@odov. L
OUVEXELX TO PApUKO Yopnyeital ava 8 efSouddeg, oc epamnal §6om

o OuaocBeveic mov avtamokpivovtal 6to Ravulizumab cuveyilouv ) Bepameia e’ 6pov (w1G

o Amatteital epfoAlacuds tovddylotov 2 efSoudades mpv amd v évapén Bepameiag Evavtl Tou
unviyyttidoxkokkov A, C, W, Y kat B, Tou TIVELUOVIOKOKKOU KOL TOU QLUOPIAOV v@AOVEVTIAG Opadag
B. Xt mepumtwoelg mov 1 Ogpameia mpémel va xopnynBel oe Sdonua pikpotEpPo Twv V0
eBfSopadwyv amd tov eufoAlacpd, CUVICTATAL 1) XOPNYNON OVTIBLOTIKWY TAUVTOXPOVH HE TOV
eufoAlacpo katya 2 eBSouddes petd

e Ac0eveic umo aywyn pe Ravulizumab 6a mpémel va k&vouv to eufdAlo ™G ypimng dmag etnoiwg kot
T0 gUPOAL0 EvavTL TOU Kopwvoiov COVID-19, cup@wva LE TI§ TPEXOVOES KATELBUVTIPLEG 00N YiES

e Atopa ta omoia Sev £(OUV QUOLKI avoaoia 1| TTponyoUuevo gufoAlacud ya tétavo, Supbepitida,
KOKKUTI, Wapd, TapwTtitida, €pubpd, avepevdoyld, épmmta (wotipa, HPV Ba mpémer va
epPoiialovtat cOpwva pe Tig 0dnyieg tov KEEATINO, 24-02-2023

e  EppoAiacuds yia mv nmatitida A kat v nratitida B Oa mpémel va yivetal pe Bdon Tig 08nyieg Tov
KEEAIINO, 24-02-2023

e ATO 0pLOUEVEG OUASEG GUVIOTATAL 1) XOPNYNOoN TPO@UAXENG HE avTIBLOTIKA o€ OAN TN SlapKelx
Bepamelag pe Ravulizumab, avefdptnta amod tov epfoAlacud

o T Toug aoBeveic ov mpoypaupatifetal va vtofAnBovv e aAdoyevi) MAK, SiakomTeTal pv
UETAUOOYEVOT, GTO XPOVIKO SLAGTNUA TTOV TIPOPBAETETAL ATIO TA TTPWTOKOAAX TOU HETAUOCGYEVTIKOV
KEVTPOU

1T. Ravulizumab o€ a60cveic oL omoiot 181 AapBdavovv Eculizumab

e AocBeveig ol omolol £youv atabepn) avtamokpilon uetd amod Oepameia pe Eculizumab tovAdylotov yia 6
unveg, Svvavtat va cuveyioovv tn Bepameia pe Ravulizumab, katd thv kpion Tov Bepdmovtog
AwpatoAdyov

e H mpwt §6om tov Ravulizumab yopnyeitat 2 eBSonddeg petd v teAevtaia xopnynon tov Eculizumab
KL aKOAOUO WG OTIWG TIEPLYPAPETAL GTNV TTIAPAypa@o 1B
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1A. Pegcetacoplan - sc yopriynon, pe avtAia €yxvong pe cvotpa ovptyyag, o€ §6omn 1.080 mg Vo @opég v
eBdopada, Tnv nuépa 1 kat 4 kabe efdopadoag

Eav 0 acBevnic éxel emimeda LDH =2 popég TOL avmdTEPOL PUGLOA0YIKOU, TO §000A0YIKO GX LA TOU
Pegcetacoplan pumopel va tpomomomBel oe 1.080 mg kabe tpitn Nuépa,dnradn tpis efdopadaiwg
(muepa 1, 4, 7, 10, 13 kot o0Tw kaBeENG). XNV TePIMTWOT AUTN 0 £AeYX0G TwV emmMESwVY g LDH
TPEMEL VA TIpayaToToLle(Tal 816 efSopadiaing, Yo TovAdyiotov 4 efSopddeg.

0L aoBevelg mov avtamokpivovtal oto Pegcetacoplan cuveyifouv ™ Bepameia €@’ 6pov {wng,
epbdoov Sev mapatnpndel kamola cofapn avemlBUUNTN EvEPYELA. XTI OTAVIEG TIEPLTITWOELS
coBapWV QVETIOVUNTWY EVEPYELWY, 1] ATIOGUPCT] TOU PAPUAKOL YIVETAL OTASIAKA KAl TIPETIEL VA
avTIKaOIloTOTAL E KATOLEG ATO TIG SLABECIUEG EVAAAAKTIKES Oepateies pe Bfdomn To TPO@IA TOL
ao0gvoUg Kol TNV Kpiomn Tov BEPATOVTOS ALUATOAOYOU.

Amaiteital epyaomplakos €Aeyxog TOUAG)loTOV SV0 @OPEC TO UNVA, KATA TNV Kpiom Tovu
Bepamovtog, pe I'evikn aipatog, AwktvogpuBpokuttapa, Ovpla, Kpeativivy, Kailo, Natplo, OAwx
XoAepuBpivn, ‘Eppeon XoAepuOpivn, LDH kat Amttoc@aipives opol) katd T Stdpkela TG Bepameiag.

Amauteitat epBoAlacuds TovAdyiotov 2 BSopades mpv amo v évapén Oepameiag Evavtt Tou
unviyyttidoxkoxkkov A, C, W, Y kot B, Touv TVELUOVIOKOKKOU Kal TOU alUO@PIAOU v@AOVEVTIAG OUGSaG
B. ZT1g TepIMTWOELS IOV 1 Bepameia TPEMEL va xopnynBel o€ SLATTN A LIKPOTEPO TWV VO
eBSopadwv amd tov euBoALACoO, CUVIGTATAL 1] XOPNYNOT AVTLBLOTIKWV TAUTOXPOVA UE TOV
eufoAlacpo kat ywa 2 eBSouadeg petd. Aev amarteitat epfoAiacuds av o acbevig Exel epBorlaotel ot
Stdotpa €2 eTwv ano v évapén Pegcetacoplan

AoBeveicg umtd aywymn pe Pegcetacoplan Ba mpémel va k&vouv To gpfoALo TG ypimmg dmag etnoiwg kot
T0 gUPOAL0 EvavTL TOU Kopwvoiov COVID-19, cUp@wva LE TI§ TPEXOVOES KATEVBUVTIPLEG 00T YiES

Atopa Ta omoia Sev €youv @uOK avooia 1 Tponyoluevo epfoAlacud ya tétavo, Supbepitida,
KOKKUTY, apd, mTapwtitida, epubpd, avepevroyld, épmmta (wotnpa, HPV Ba mpémer va
epPoiialovtat cOpwva pe Tig 0dnyieg tov KEEATINO, 24-02-2023

EpoAtaopog yio tnv nmatitida A kat v nratitida B 0a mpénel va yivetal pe faomn tig odnyieg Tov
KEEAIINO, 24-02-2023

I toug aocBeveis mov mpoypappatiletal va vtoAnBovv oe aAdoyev) MAK, StakdmTeTan TpLv T
UETAUOOYEVOTN, GTO XPOVIKO SLAGTNUAX TTOV TIPOBALTETAL ATIO TA TIPWTOKOAAX TOU UETAUOCYXEVTIKOU
KEVTPOU

1E. Pegcetacoplan o€ ac0eveig oL omoiot 181 Aappavovv C5 avactoréa (Eculizumab / Ravulizumab)

la tic mpwtes 4 eBSopades xopnyeital tavtdypova pe v tpéxovoa S6om Bepameiog pe tov
avaotoAéa C5 (Eculizumab 1 Ravulizumab). Metd tig 4 eB8ouades o C5 avaoTtoAéag SLaKOTTETAL
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2. TUPUTAN pORATIKT X0P1YN 01 @UAALKOVU 0E€0G 1-2 mg p.o. nuepnoiwg

3. Xopfynon aipativikov mtapayovtwy (6id1pov kat B12 p.o.) og acBeveis pe oiénpomevikn
avapia 1 EAAewym Brrapivng B12

4. AvtumkTiki) aywyn Swx Biov og aocBeveis pe OpouBwon, Tavta tavtdypova pe TN xoprynon
avaotoréa Tov cupmAnpwpatos ( Eculizumab/ Ravulizumab/ Pegcetacoplan). H avtumktikny aywyn
umopel va elvat pe nmapivn og Bepameutikn 6601 1 avaotoAels TG Prrapivng K pe otoxo INR 2-3. Ta
debopéva yux TN Xpnomn Twv amd Tov OTOPATOS AUEcH SpwvTwv avTimnkTikwv (DOACS) eival
TEPLOPLOPEVA

Na onuewwBel 6TL Sev mpoteivetal Bepameia MPo@UAAENG UE AVTUMNKTIKA TANV TWV TAPAKATW
TEPITITWOEWV:

o AcOegveic pue otabepd avinuévn tiun d-dimers
o EykupooUvn - Aoyeia. Zuviotdtal yopriynon HXMB o€ Oegpamevtiky §60m

o Ilepiemepatikny mepiodog, o€ TEPIMTWOES TOL 0 ocBeviic Tpémel va vToPAnOel o€
XEPOUPYLKY EMEUPaON

5. AAAoyevi)¢ MAK yLa Toug ac0eveig pe OpopBwon 1 atpwdéAvon pn avramokpvopevn oto Eculizumab,
To Ravulizumab kat To Pegcetacoplan 6mwg kat yla ekelvoug ov ev £xouv Tpodofaot otn Oepatmeia
LLE LOVOKAWVIKA XVTIOWUATO

6. Koptikootepoeldn

7. Av8poyova

Acvumtwpatikol acBeveic 1] acbeveis pe A cupTTOUATA SEV XP1{OUVV BEPATIEVTIKNG AVTIUETWTILONG

Xpela{ovTal TAKTIKY TTOPAKOAoVON G, TOVAGXLOTOV KAOE 6-12 unveg
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2.3. OEPAIIEIA AXOENOYX ME PNH KAI XYNAPOMO MYEAIKHX
ANEINIAPKEIAX (MAX, AIIAAXTIKH ANAIMIA)

2.3.1 AXOENHX ME PNH/AA

ANOXOKATAXTAATIKH AAAOTENHE MAK ECULIZUMAB
OEPAIIEIA 'H
RAVULIZUMAB

Me TTpwTOKOAAO ATTAAGTIKNG
Avaupioag AXoyeviig MAK yia toug

AcBeveic pe peydro kKAwvo
1. ATG + CSA aoBeveig pue coPapn AA

PNH kat atpéAvon

2. ATG +CsA +Eltrombopag

wWEeAOVLVTAL ATIO TN
3. Danazol

XOPNYNON TOL PAPUAKOU
4. High-dose

cyclophosphamide

5. Alemtuzumab

2.3.2 AXOENHX ME PNH/MAX

OEPATIEVTIKY] AVTIUETWTILOT Tov MAX

Aobeveig pe peydro kAwvo PNH kat atpoivon weeroVvtal amd tn xopnynon touv Eculizumab 1 Ravulizumab

3. EPTAXTHPIAKH ITAPAKOAOYOHXH

1. AvoG0O@QLVOTUTIOC QX TOG

[l Ta TP T 2 €T, TOVAGXLOTOV KABE 6 PNVES KOl GTNV CUVEXELX TOUAGXLOTOV ETNGIWG YLX TOUG
aoBeveic mou Aappavouv Bepameia pe avactoréa cupmAnpwpatos (Eculizumab/ Ravulizumab/
Pegcetacoplan) xat £xouv xapunAn evepyotnta tg vooou. Emiong, o éAeyxog umopel va
TpaypatomomBel katd tnVv Kkpion Tov Bepamovta kABe @opd Tou VTIApP)EL EVOELEN va eAeyxBel edv £xeL
avénBei To péyebog tou PNH xAwvov (.y. OpouBwaon)
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2. Avalnitnon dsiktwv aipdéivong

Fevia aipatog, AEK, OAwn XoAepuBpivr, Apeon XoAepuBpivn, ‘Eppeon XoAepuBpivn, LDH,
Antoo@aipiveg, Aueon kat Eppeon Coombs, Awpootdnpivny Ovpwv, kaBe 1-3 unves 1 katd v kpion
TOU BgpATOVTOG ALHATOAOYOV, AVAAOYA [LE TNV TIOPELA TOV aaBEVOVG

3. Extiunomn ve@pikig Asttovpyiag

Ovupla, Kpeatwvivn, Na, K, kdbe 1-3 urjveg 1 katd v kpiorn tov Oepdmovtos AluatoAdyou, avaAoya Ue
™V Ttopela Tov acbevolg

4.'EAeyxog 0popBwong

d-dimers, PLT, triplex ayyeiwv, Afovikni/Maywntikn Eyke@diov, Afovik Owpaxog/Kowkiag,
IO poypa@NUA AEPLOUOV-AUATWONG TIVEVLOVWY, ZTE@avioypa@ia emi evielfewy, Katd TV kpion
Tou Bepdmovtog AlpatoAdyou Kat emavaAndm o€ SLACTHHATA TTOV VTIAYOPEVOVTAL ATIO TNV TIOPEIX TOV
ac0gvoug

5. [lvevpoviki) viéptaot

HKT, NT-proBNP, triplex kapSidg kata tmv kpion tov Bepdmovtos AlHATOAOYOU KAl EMAVAANYT O€
SloTHATA IOV VTTAYOPEVOVTAL ATO TNV TTopEia TOU aoBeVoU§
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