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

la exri MPOTEWOHUEVO TTOGOTIKOTIOLNEVO EPYAAELO yLoL TV
*Anotipnon tng ékBaong
*Avtanokplon otn aywyn

| Stado Nooou |

\Z
] , *Mowa KAwikd SeSopéva anattovvroat (S€ikteg)
Ev6elkvuopevn QapUOKEUTIKT *Mota rtapakAwvikd Sedopéva anattovvrat (Seikteg)
Aywyn ( ATC4 ) ATC5) V

XpoVLKO ALdoTNO TIOU TIPETTEL
va pecohaBet yia tnv MpoTeWVOUEVEG EKSOXEG YLOL TNV CUVEXLON TNG

enavektipnon / BEPATMEUTIKAG AVTLLETWIILONG UE Bdon Ta
enavaélohoynon Sedopéva ékBaong avtamnokplong

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

e 1] KATNYOPLOTIOMOT TWV BEPATIEVTIKWV CYXNUATWV 1) BEPATIEVTIKWV CUVSVACUWY OE
veoSLayvwoBév voonua/vedTAaopa

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

pe Baon apykd kprmpla (Eykekpluéveg evleifels, amodeSetypévn amMOTEAECUATIKOTNTA,
amolnuiwon @APHAKEVTIKOU KOOTOUG) KAl HE QAVU@POPA O€ S0OCOAOYIKA OXMHATA,
BepameuTikoVg KUKAOUG, Slapkela Bepatmeiog kal EMAVAANTITIKOTNTA KUKAWY, HE oCLUVOSA
KpLTnpLa Evtadng/amokAelouov/amotuyxiog aywyng.

ElSko6TEPQ, 0NV KATNYOPLOTIONOT TWV OEPATEVTIKWY OXNUATWY, CUVEKTIUNONKAV 0T
Slapdép@won Tovug:

®  DePATEVTIKA GXTUATA TIOU £X0VV 118N EYKPLOT) GTNV AVAPEPOUEVT] YPAUUT BepaTeiag,
TEKUNPLWUEVO ONUAVTIKO KAWVIKO OQEAOG EVOVTL GAAWY BEPATEVTIKWV OXNUATWY,
TEPLYpAPoOVTAL 0TIG Slebveis 0dnyieg pe onuavtikd Babud tekunpiwong kat kata
OUVETELX ATTO{TULWOVOVTOL ATIO TOV ACPAALGTIKO (POpPE
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BEPATEVTIKA OXTUATA TIOU £X0UV )01 EYKPLOT OTNV AVAPEPOLEVT YPAUUT Bepameiag,
TEKUTPLWUEVO OTUAVTIKO KAWVIKO OQEAOG EVAVTL GAAWY BEPATIEVTIKWV GXTUATWY
OTIWG KATASEIKVUETAL OO TIOAUKEVTPIKEG PEAETES SLaitepng BapLTnTOG AAAG IOV
xpewdlovtal peyodvtepo  SlaoTnua  mapakoAovBnong  yw  va  emdelouvv
TAEOVEKTNUX OULVOAIKNG emiBiwong Tmeplypa@ovtal otig Siebvels odnyieg ue
oNUaVTIKO Pabud Tekunpiwone kal KOTA CULVETEIX OTOlNULWOVOVTOL ATO TOV
Ao0PAAMOTIKO opéa (0 avapovn NG emavailoAGynong TG GUVOALKNG aglag Twv
oYLy dedopévmwy Toug)

OEPATIEVTIKG OXUATA TIOV £X0UV )01 EYKPLOT 0TV AVAPEPOLEVT YpauUn Oepameiag,
oAAA elte w@PEAOVV OUYKEKPLUEVEG OPASES aoBeVWY, E(TE €YOUV TIEPLOPLOUEVO
OEAOG/ 1 KAl OTUAVTIKI TOEIKOTNTA £vaVvTL AAAWY EYKEKPLUEVWV BEPATTEVTIKWY
OYNMUATWYV TOV €TI0 G ATO{NULWVOVTAL Kol TIou oTIS Sebveic 0dnyieg evbexouévmwg
TEPLYPAPOVTAL PLE ALYOTEPO OTUAVTIKO BaBpo tekunplwong.
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OEPANEYTIKO NMPQTOKOAAO lMNA THN ANTIMETQRNIZH THZ
NAPO=ZYZIMIKHZ NYXTEPINHZ AIMOZ®AIPINOYPIAZ
(Paroxysmal Noctural Hemoglobulinuria, PNH)

EIZXATI'QI'H

ICD - 10: D59.5

IMNAPOZYXMIKH NYXTEPINH AIMOX®AIPINOYPIA
Paroxysmal Nocturnal Hemoglobinuria
(PNH)

H mapoduoukn vuxtepwn awpoc@atpivovpia (Paroxysmal Nocturnal Hemoglobulinuria,
PNH) eival pla omavia emiKTn T KAWVIKN VOOOG TOU ApX£YOVOU QLUOTIOWNTIKOU KUTTAPOV.
KAwikd ekENADVETAL WG AMOAVTIKY avaLpio Kat/1M Bpopfwon kai/M Le EVPNUATA HUEALKTG
QVETIAPKELXG.

H x0pLa poprakr BAGPN evromiletal oto yovidio PIG-A (phosphatidylinositol glycan group A),
UETOAAGEELS TOU omoiov avaoTEAAOLV ™m olvBeon ™mg GPI
(YAukoovdpwao@atiduAoivoottoing) vmopovadas. H GPI opdada Aettovpyel wg dykuvpa ya
™mv poodeon twv GPI-ouvdedepévwy TPWTEIVOV 0TNV KUTTAPIKNY HeUBpavn. AToTéAeopa
TWV LETAAAGEEWV VAL T AVETIAPKELX 1) ] EAAELPT] AUTWV TWV TIPWTEIVOV ATIO TNV EMPAVELA
TWV KUTTAPWV TOU aipatog. AVo amd autég Tig mpwTeiveg eival 1 CD55 kat 1 CD59 mov
ATOTEAOVV AVAOTAATEG TNG EVEPYOTIOMONG TOU cupTANpwuatos. H éXAewm toug odnyel o
QAVETEAEYKTT] EVEPYOTIOINOT TOU CUUTIANPWHATOG Kal olpdAvon. Avtiotoyxa, 1 éAAendm
TETOLWV TIPWTEIVOV GTNV EMPAVELL TWV APYXEYOVOV ALUOTIOMTIKWY KUTTAPWV TIPOCPEPEL
TAEOVEKTNUA EMBIWONG, VW TapAAANAa 1 evepyomoinon twv T AEUPOKVLTTAPWV TIOU
TOUPATNPOVVTAL GTO VOO LA CUUPBAAAEL GTN HUEALKT] AVETIAPKELQL.

H Siayvwon g PNH ocuxva kaBuotepel 6e850pévou 0TL 0L KAVIKEG EKENAWOELS TIOLKIAOUY Kot
auTO pmopel va oxeTiletal pe TNV auénuévn voonpdtnta Kat BvntoTnTa Tov cuVOSeVEL TO
voonua.

H mAéov evaioBntn kat aflomiotn péBodog yia v tekunpiwon mg Stayvwong,aAAd Kol tnv
TapakoAovOnon ¢ PNH, elvatl n kuttapopetpia pong pe HOVOKAWVIKG avTiowpata (anti-
CD55 kai/M anti-CD59) évavtt Twv TPpWTEIVOV TG EPPBpavns Tov avemapkovv otnv PNH.
Ta amoterdéopata eKQPALOVTAL GE TTOCOGTO TWV TAOOAOYIK®OV KUTTAPWY KAL TO EAAELUUX
Bewpeltal onUavTIKO O0TAV TO T0G00TO lval >5%. H ToooTikn extiunomn Twv mTaboAoyikwv
mAnBvopwv pe FLAER (>1%) (Fluorescently Labeled AERolysin) amoteAel onuepa Lo
evaiotnTto Stayvwaotikd Seiktn kat amoteel T pé€Bodo ekAoyng yix ) Sidyvwon ts PNH. H
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agpoAvaivn, pa toflvn mou ekkpivetat amd Ttnv Aeromonas Hydrophilia kat eival
oUVSESENEVT] PE POOPLOXPW A, KATAOTPEPEL TA KOTTAPA UETA ATIO CUVOEST TN G LE VTTOSOXE(S
GPI ¢ pepBpavns pe amotédeopua ™ dnulovpyia kavaiiwv. Ta kOttapa ¢ PNH, Ta omoia
Sev Slabétouv GPI umodoyxeis, eivat avOekTiKd 6T Spdon ™G o€ avTiBeon UE TA PUGLOAOYIKA
KUTTAPA.

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

H vooog eppaviletal pe TpeLS SLPOPETIKEG KALVIKEG HOPQES:
e Klaowkn PNH - AqpoAvtikry PNH

e PNH mou ocuvo8evel oUvSpoua HPUEAIKNG QVETAPKELNG, TTOL OTMAQCTIKY QvoLpio
(PNH/AA) kot puedodvomAaotiko oUvSpopo (PNH/MDS)

e YmoxAwwn PNH

O1 BpouPwoelg amoTeAOVV oUXVY EMITAOKY oTnVv Topeia TG vooou. To 7% Ttwv acBevmv
ep@avifetal pe Bpoppwon kata v Sayvworn. Ot Bpopfwaoels agpopovv cuvnbéotepa to
OAeBIKO OKEAOG, OAAX OE OPLOUEVEG TEPIMTWOELS KAl TO aptnplakd. Ou BpouBwoelg
gvBlvovTal yx ta vIMAd TocooTtd BvnTOTNTAS 6TOVG acBeveic pe kAaoikny PNH. Ze kabe
nepimtwon Bpoppwong oe atumn B€on (Mmatiky @AEPa, VAl EAEPA 1) GAAT OTIAQXVIKT)
OAEBa, eYKe@aAKEG PAEBReG, Seppatikeg @AEPeS), avedyntng BpouBwons kabws Kat oTIg
TIEPITITWOELS TIOU GUVUTIAPXEL OpOUBwWON Kol GUOAVTIKY] avotpio KoL/1) KUTTAPOTEVIEG
TPEMEL VA YiveTal éAeyyog yia PNH.

0 KAWVIKOG LaTpOg oV Slaylyvwokel Evav acBevr] pe PNH €pyetatl avTIHETWTIOG APXIKA [E TO
SAnupa Tou katdAAnAov xpovou yia v €vapén Bepameiag Kal KATOTLYV Pe AQUTO yla TNV
EMAOYN NG OWOTNG Beparmeiag.

INUEPA, TIPWTAYWVIOTIKO pOAO 0T BEPATIEVTIKY] AVTIUETWTILON TNG KAxokng PNH £xouv ta
efavOpwmomoMuUéVa HOVOKAWVIKA avTIo®UaTa evavtt Tou C5, Ta omola avaotéAAouv TV
TEALKN] EVEPYOTOMOT TOU OCUUTANPWUATOS KOL HE TOV TPOTO QUTO MELOVOUV TNV
evloayyelaxn aiporvon. To Tpwto aviicwua mov EAafe £ykplon, TO00 Yo TTUSLATPIKOUG
000 kol eviiAikes aobeveig, eivat to Eculizumab. H Bepamela pe to Eculizumab pewwvel tig
avaykeg oe petayyioelg, tov kivéuvo ep@avions Bpoppwong akdpa 8¢ BeATIOVEL TNV
ToldTNTA (WG TV acBeviy, aAAd Sev amotelel Bepameia iaong. To SeUTEPO LOVOKAWVIKO
avticwpa évavtt Tov C5, Tou édafe £ykplon 1600 Yl TaSLATPIKOUG OGO KL YLOL EVIALKEG
acBeveig, yia tn Oepameia g PNH eivar to Ravulizumab. To Ravulizumab éyxet Seiet
AC@AAELX KAl U1 KATWTEPOTNTA o€ oxéon e To Eculizumab o€ 0Aa Ta kaTaAnkTiK& onpeia,
NTOL AVAYKES HETAYYIOEWY, OpOUBWOELS, TOLOTNTA (WG, LELWVEL TA ETELTOSLA ALPLOAVOTG «EK
Sta@uyne» (breakthrough hemolysis) xkat emitpémer v xopnynon o€ peyaAUTEPQ
peoodlxotiuata. Amé to 2021, €xel mpootebel oTNV OEPATEVTIKY EAPETPA KAL TO
Pegcetacoplan, évag C3 avaGTOAEXG TOU CUUTIANPWHATOG, IOV TAEOV UTOPEL va xopnynOel
KoL wg Oepamela Tpwtng ypapuns. To Pegcetacoplan éxet Seiel aopdAeia kat avwtepOTNTA
oe oxéon pe to Eculizumab ota kataAnktika onpela avénong tng apoo@aipivng, e
TP AAANAN onuavTiky peiwon tg LDH, TI§ avaykes peTayyloewy, KAL U KATWTEPOTNTA OTN
pueiwon Tou amoéAuvtov aplBuoy Twv AEK, emtuyxdvovrag £€Aeyxo TOGO NG
evloayyelakng 000 kal G eEwayyelakng alpoivons. EmmAgov, €6eie PBeAtiowon g
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TOLOTNTAG {wng, OTIWG EKTIUATOL e TO epwTnpatoroylo FACIT-
Fatigue (The FunctionalAssessment of Chronic Illness Therapy - Fatigue Scale) kat a&ilet va
onNUeElwOEel OTL emiTpémel v kKat' oikov xopnynomn. To 2024 eykpiBnke amd tov EMA to
Danicopan, évag amd To GTOUATOG AVAGTOAENS TOU TTApAyovTa D TOU CUUTIANPWHATOG, WG
CUUTIANPWHATIKY aywyn oe oaoBevels mov Aapfdavouv C5 avactoAéa (Eculizumab/
Ravulizumab) kat €xouv vtoAetmdpuevn atpoAuvtikn avatpio. H peAetn ALPHA, @dong 3, é8eiée
BeATiwon TG ALOoEAPIVNG Kol HEIWON TWV AVAYK®V YId UETAYYLOT GTOVSG aoBEVEIS TTov
edapuBavav emimpocHeta Danicopan o€ oyeEon e QUTOUG IOV TIAPEPELVAV OE povoBepaTeia
pe C5 avaotoAréa. Emiong, to 2024 eykpibnke amd tov EMA to Iptacopan, évag amd tov
OTOUOTOG OVAOTOALNG TOU TAPAYOVTIA B TOU OUUTANPOUATOG, TOU  OVACTEAAEL
ATIOTEAEGUATIKA TNV EVAAAAKTIKT 080 TOU CUUTIANPOUATOS XOPNYOUHUEVO WG povobepaTeia.
H €yxplon tov Iptacopan faciotnke ota amoteAéopata Tplwv peAetwv @daong 11 (APPOINT-
PNH, APPLY-PNH, APPULSE-PNH). H xopriynon tov Iptacopan 061ynoe o€ KAWVIKG ONUOVTIKN
BeAtiwon Twv SelkTt®V apdAivong Kot TG aitgoo@alpivng (BeAtiwon >2g/dl) otnv
oLVTPLTTTIKY TAELoYm@ia Twv acBevwv ue PNH 1600 w¢ Bepameia mpwtng ypapung 66o Kot
w¢ Bepameia SevTepn g ypauuns oe acBeveic ot omoiot eAdpfavav C5 avaotoAréa kat Sev elyav
AN PN €Agyxo NG vooou. H BeAtiwon auth cuvdudotnke kat ue BEATiworn TG TOLOTNTOS
{wng, 6TwG ekTiunOnke oty peAétn APPULSE-PNH pe to epwtnuatordylo FACIT Fatigue.

H Bepameia twv acBevwv pe PNH kot c0vSpopa HUEAKIG AVETIAPKELXG ETIKEVTPWVETAL KATA
KUplo Adyo otn Oepameia Tou PLVEAOSUOTIAQGTIKOU 1} TOU UTOTAAGTIKOV/ATTAAGTIKOV
ouvdpdpov, evw Yo TV vtokAwvikny PNH mpoteivetal atevr) mapakoAovOnor tov acOevous.

H aAAoyevii¢ LETAUOOYEVOT APXEYOVWV ALUOTIONTIKWV KUTTAPWVY ATOTEAEL TN HOVaSIKY €V
Suvapel Bepameia taong. 'Exel 0£om o OEPATEVTIKY AVTIUETWTILOT EMAEYUEVWV AOOEV®DV,
OTIwG oL taoyovtes amd PNH/AA, PNH/MDS e poeEdpyovoa Tn HUEALKT] OVETTAPKELX KL
ot aoBeveis pe emavarapBavoueva OpopoepfoAikd emelcddia, TTHpd T XOp1YNon
avaotoréwv C5 kai/Mn C3.
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AIATNQXETIKOX KAI OEPAIIEYTIKOX AAT'OPIOMOX

1. AIATNQXETIKOX AATOPIOMOX

1.1 APXIKOX EAETXO0X

MMAPAKAINIKEX EEETAXEIX - EPTAXTHPIAKOX EAET'X0X
1. Tevikn aipartog - AEK

2. Emiyplopa aipatog

3. depprrivn opov

4. Bloymuwkog éieyyog (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@atpiveg opov

8.C3, C4, CH50%

9. Tevikr) oVpwV

10. Awpocidnpivny ovpwv

11. Kuttapopetpia pong cvpumepirapufavopévouv tov FLAER, oe Seiypa aipatog. H mapovasia kAwvou Ba
TpEMEL Vo avalntnBel ota epuBpd apos@aipla, T KOKKIOKUTTAPA KAL TO LOVOKVTTAPA.

12. MueAdypaupa - Ooteopvedikn Brogia®

13. KuttapoyeveTikn peAéTn puedon”

14.'EAeyyog yia avapio Fanconi*

15. HAexTtpo@Opnom TPWTEIV®OV 0pOV KAl TTOGOTIKOG TIPOGSLOPLOOG AVOGOTALPLVOVE

16. Qupeoeldikn Aettovpyia (TSH, T3, T4/FT4)

17. ToAoykdg édeyxog (HbsAg, anti-HBc, anti-HBs, anti-HBe, HBeAg, anti-HBc, anti-HCV, HIV, Parvovirus)

18. AVTIPWOE@OAMTUSIKA aVTIOOUATA CUUTEPAUBAVOLEVWY TWV  €VaVTL KAPSIOALTIVIIG Kol TOU
QVTITINKTIKOV TOL AVKOL*

19.’EAeyyog Bpopfopriog?

20. HKT

21. Triplex kapdidc*

22. Ymepnxoypa@nua avw Kokiog*

23. TeaT KUMNOMG O€ YUVAIKEG QVATIHPAYWYIKN G NAKiOG

*H ooteopvedikn BloPia dev eivat amapaitntn yia mv Sidyvwon s PNH, wotdéco tpoteivetal va
TPAYUATOTIOLELTAL 08 OAOUG TOUG aoBeveis TTpokeLéVOL va StepeuvnBel 1) UTTapPEn HLEAOSVOTIAAGTIKOV
oLVEPOUOV, ATIAACTIKOU /UTTOTTAXGTIKOU GUVEPOHOU KAt (VoG Tou HUEAOD, eupripata ov Ba Bonbrcouv
oTnyv emAoyn Bepamelag.

* Emti ev8eiewv kat kata v kpiom tov Bepamovtog AlpatoAdyou
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1.2 TAZINOMHXH PNH - [IEPITPA®IKOI OPIXMOI ME BAXH TO
INTERNATIONAL PNH INTEREST GROUP (I-PIG)

KAAXIKH PNH

PNH Ttou ek6NAOVETAL WG ALUOAVTIKT VLI, XWPI§ VO CUVUTIAPYEL AAAO ALUATOAOYLKO
voonua

PNH IIOY XYNOAEYEI AAAO AIMATOAOT'IKO NOXHMA

KAwiwka 1/kal epyactnploakd gupriuata evSoayYELaKNG aludAvons tautdypova Ue
VOOTLX TOU MUEAOV TWV 00TWV T.X. MugAoSuoTAaoTiko ZUvSpopo, AmAactikn Avatuia,
Tvwon puedov

YITIOKAINIKH PNH

[apovoia pikpol kAwvou PNH kuttapwyv (T.X. TANBUoHOG epuBpoKUTTAPWVY pE EAAEWM
GPI - mpwtelvwv), TTOU aVLXVEVOVTAL OTO AL, XWPIG VO CUVUTIAPYOUV EPYATTNPLOKA 1)
KAWVIKG EVPTUATA ALLOAVTIKNG avalpiog

OPIZMOZX AXOENQN ME YWHAH ENEPITOTHTA 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 Abuvvapia/Komwaon
e Awooc@atlpvoupia

LDH 21.5 UNL e Kothaxd diyog
e Alomvolx

e Avoupia (Hb <10 g/dl)

e Mzeilov ayyelakd emelc6810

o Avopayia

e XTUTIKN SuoAELToVpYiA OTOUG APPEVES
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

2. OEPAIIEYTIKOX AATOPIOMOX

OEPAIIEIA PNH

A 4 A 4 A

YIHOXTHPIKTIKH ATQI'H OEPAIIEIA IIOY AAAAZEI OEPAIIEIA (AYNHTIKHY)
THN IIOPEIA THX KAAXIKHX IAXHX
1. Metayyioelg PNH
GUUTTUKVWUEV®Y
£pLOPWV KoL
Tapaywywv aipatog ECULIZUMAB
2. TupmApwHaTH " +/- AAAOTENHX METAMOZXZXEYXH
ﬁgg‘;’%‘:?aﬁ?x;?f , DANICOPAN APXETONQN
o ’ RAVULIZUMAB
o181 pov AIMOIIOIHTIKQN KYTTAPQN
3. KopTtikootepoeld
4. AvoooKATAOTAATIKA/ 'H
AVOGOTPOTIOTIOW TIKA
@appaka PEGCETACOPLAN
5. Avtumktikny aywyn
'H
IPTACOPAN

*0OL petayyioelg yivovtal pe mAvpéva epubpd, av kat BAcel vedTepwV SE50UEVWV 1) TIPAKTIKT UTH
au@oPNTelTaL TPOEAVOS AGY® TWV HETAYYICEWV ILE CUUTIUKVWUEVA EPUBPA KAl TTOAU pikpd GyKo
TAGOUATOG,.

**IPOTIUATAL ) AT TOU OTOUATOG Xop1ynon odnpov. H evopAépia xopnynon Ba mpémetl va
ATO@EVYETAL SLOTL UTIOPEL VA TIPOKAAETEL ALLOAVTIKT) KpioT).
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

2.1 OEPAIIEYTIKOX AATOPIOMOX

12

‘ OEPAINEYTIKH IMPOZEITIZH ANAAOTA ME THN KAINIKH MOP®H THZ PNH

4

) 4

) 2

’ KAAZIKH PNH | PNH/EZYNAPOMO MYEAIKHE YMOKAINIKH PNH
ANENAPKEIAZ '
| C5 Avaotoréag (Eculizumab 1) *Ravulizumab) ‘ ‘ C3 AvactoAréag (Pegcetacoplan) ‘ | Iptacopan |
L. Aev amauteital el
| | 1. SUPTTORATIKY Bepameia yla tmv PNH
QVTLHETMOTILOT
= ~QVTLHETAOTILON TOV
IkavomomTikn Mn wcavomtoutuky avtamékpLon GUVSPGHOL puEALTS .
avtanékplon i 24-8 £fSopddeg QUEGpKELas ILIvpmropatua
QVTLHETOTION
11. AoBevelg pe peyddo kAdvo
H Bepameia | Adyo auuﬂuvnc@ I PNH otoug omotoug
XxopnysitaL @’ 6pov = o pX nl}lu()h\')cm urmopel
[ Abéyw BT IVH | | Aéyw BT EVH [ Oepamele pe avTimnKTkd va w@eAnBovv amd ™
Kot SEVTEPOYEVIG Xoprjynon omotovdimote
Av yopnysitat AMayn o Ravulizumab AXayn o Pegcetacoplan Opoppompopudagn “V“‘"OA{“ Tou
Eculizumab yw H H H CUUTAN PO HATOG

TOVAGYLOTOV 6 pIjVES,
uropei va
avtikataotadel pe
Ravulizumab yu
TPAKTIKOVG AGYOUS,
ftot Atybtepo ouyvi
xoprynon

AMayn oe Pegcetacoplan
'H
AMayn o€ Iptacopan
‘'H
A o-MAK o€ emidé§povg
aoBevelg
'H
Kopticootepoetdn
'H
Avpoyova
‘H
ImAnvekTopn

TMpoaijkn Danicopan®
'H

AMayn ot Iptacopan
'H

AA0-MAK ot emAégpovg
aoBevelg

'H

Koptuootepoetdn

'H

Avspoyova

'H

ImAnvektopn

AMayn o Pegcetacoplan
Kat Bepareia pe

3 MVETAL OTL b pmopei va xopnynOei av éxet xopnyn0ei Eculizumab (a) pe icavomomtuai
QVTATIOKPLOT YIX TOVAGYIGTOV 6 PIVES, YIa TIPAKTIKOUG AdYous, SnA. Aty6tepo ouxvii xprion 1 (B) pe pn
KavVOTTomTIKY avtamokplon yia 24-8 eBSopdadeg

@ Em arpdAvong “ex Stapuyrc’, Oa fitav oxkdmyto va eréyxetat n mapovsia moAvpop@iopod tov C5. Eni
Omapéng moAvpop@iojoy, cuoTivetal aAlayn ot Pegcetacoplan

# [lpocBijkn Danicopan pévo e@dcov suyyopnyeitat C5 avactoréag

BT: breathrough hemolysis, Sn. cupéAvon “ex Staguyiigy, IVH: IntraVascular Hemolysis, Sn. EvSoayyetaiaj
Awp6Avon, EVH: Extravascular Haemolysis, SnA. E§wayyeiain AtpéAvon
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

2.2. OEPAIIEIA AXOENOYX ME KAAXIKH PNH

2.2.1 AXOENHX ME YWHAH ENEPTOTHTA NOXOY

1A. Eculizumab - iv xopniynon wg €€1¢: 600 mg / eBdopada ywx tig mpwteg 4 fdouadeg, 900 mg v
51 eBdopada g Bepameiag kot katoTy 900 mg kabe 14 nuépeg

e Y& aobeveig oTOUG OTOlOVG TTapaTnpeiTal To avopevo g breakthrough hemolysis peta&v dvo
S0oewv pmopel va avdnBel ) §6om tov @appakov ota 1.200 mg 1) evaAAakTikd va xopnyeitat ava
10-12 nuépeg

o O aoBeveic mov avtamokpivovtal oto Eculizumab cuveyifouv t Bepameia @’ dpov {wng 1
UTIOPOVV Vo GUVEXIGOUV PETA oo £8L unveg Bepameiag pe Ravulizumab (Evommta 2.1)

o Amauteital epfoilacpog, TovAdylotov 2 fSouddes mpLv amd v Evapén Bepameiag, Evavtl TOU
unviyyttidokokkov A, CW, Y kat B. ETtiong, yiax aoBeveic nAkiag <18 etwv, anmatteitat epfBoAlacpog
£VaVTL TOV TIVEVOVIOKOKKOU KAL TOU alUO@IAOL v@AovEvTias opuddag B, evw yia Toug acOeveig
>18 etwv autd ta §Yo gufoOALa xopNYOUVTHL KATA TNV KPioT TOL BEPATIOVTOG. ITIC TEPITITWOELS
Tov 1N Bepameia TpEMEL va xopnynBel o SlkoTnUa HIKPOTEPO Twv V0 eBSopadwyv amd Tov
eUBoALACOO, CUVIOTATAL 1] XOPNYNOT AVTIBLOTIKWY TOUTOXPOVA UE TOV €UPOALXOUO Kal Yo 2
eBSopadeg petd

o AcBeveic umd aywyn pe Eculizumab Oa pémel va k&vouv To epfSoAlo TG ypitme dmad etTnoiwg kat
T0 gufOAL0 EvavTi Tov Kopwvoioy COVID-19, cupu@wva pE TIG TPEXOVOEG KATEVOUVTNPLEG 08N YiES

e Atopa ta omoia Sev £xouv @LOIKN avooia 1 TPonyoUpEVO euBoAlacod Yo TéTavo, Suwbepitida,
KOKKUTI, Wapd, TapwTitida, €pubpd, avepevioyld, épmmrta {wotpa, HPV Ba mpémel va
eupoAtalovtal cUp@wva pe Tig 0dnyies touv KEEATINO, 24-02-2023

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

e ATO 0pLOPEVEG OUASEG GUVIOTATAL 1) XOPNYNOT TPOPUAXENG e avTIBLOTIKA o€ OAN TN Slapkela
Bepameiog pe Eculizumab, aveidptnta amd tov epfoAlaco

e T toug aoBeveis ov mpoypappatifetat va vtoAnBovv oe aAdoyevr) MAK, to Eculizumab
SLAKOTITETAL TIPLV TN UETAUOGXEVGT], GTO XPOVIKO SLACTNUAX TTOU TIPOPRAETETAL ATIO TA TTPWTOKOAAX
TOU HETUPOOYEVTIKOV KEVTPOU
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

1B. Ravulizumab - iv yopnynon avdloya pe to cwpatikoé Bapog tov acbevois, pe Baomn to SPC tov

PAPUAKOL:
Twpatiko Bapog (eVpog) ce kg | Adon e@o8ov 6 mg Adon ocvvtipnong oe mg
240 ka1 <60 2.400 3.000
260 ka1 <100 2.700 3.300
2100 3.000 3.600

H mpwt 860n cuvtipnong tov Ravulizumab yopnyeitat 2 eBSopuades peta tn 86om g@odov. I
OUVEXELX TO PAPHOKO YopnYeitaL avd 8 efSouddes, og epanag §6om

Ot aoBeveis Tov avtamokpivovtal oto Ravulizumab cuveyifouv ) Bepameia e@’ 6pov {wng

Amarteital epfoAlacpog, tovAdylotov 2 efSouddeg mpv amd tnv Evapén Bepameiag, EvavTl TOU
unviyyttidokoxkkov A, CW, Y kat B. Emiong, yia acBeveic nAwkiag <18 etwv, amatteitatl epfoilacuog
£VAVTL TOU TIVEVUOVIOKOKKOU KL TOU QLUO@IAOL v@AovévTiag opddag B, v yia toug acBeveic >18
ETWV aQUTA Ta §V0 eUBOALL YOPTYOUVTAL KATA TNV KploT Tou BepATovVTog. ITIS TEPLMTWOELS TIOV N
Bepamela mpémel va xopnynbel oe Stdotnua wKpoTEPo Twv SV0 efSopadwy amd tov eufoAlacpo,
OGUVLOTATAL T XOPNYNOT) QVTLBLOTIKWVY TaUTOXpOovVA PE TOV EUPBOALATHO KAl Yo 2 EBSOUASES peTd

AoBeveic umo aywyn pe Ravulizumab Oa pémel va k&vouv to gufoito tng ypinmg amag etnoinwg kot
T0 gUPOALO EvavTL TOU Kopwvoiov COVID-19, cUu@wva LE TI§ TPEXOVOES KATEVOUVTNPLEG 00N YiES

Atopa ta omoia dev £xouv @UOIKN avooia 1) Tponyovpevo epfoAlacud yia tétavo, Supbepitida,
KOKKUTY, Wapd, mapwTtitida, e€pubpd, avepevdoyld, épmmta (wotipa, HPV Ba mpémel va
eufoAialovtal cup@wva pe Tig 0dnyieg tov KEEAIINO, 24-02-2023

EpupoAtacpog yio v nratitida A kot v nmatitida B 6a mpémel va yivetal ue faon tig 0dnyleg Tov
KEEAIINO, 24-02-2023

Ao oplopéveg opddeg ouvioTATaL 1| XopNyNon TPo@UAXENG He avTIBLOTIKA o€ OAN TN Stdpkela
Bepamelag pe Ravulizumab, avedptnta amod tov epfoAlacud

I Toug aobeveis mou mpoypappatifetal va vtofAnBovv oe aAdoyevi) MAK, StakoTTETAL TIPLV T
UETAUOOYEVOT), GTO XPOVIKO SLAGTNUA TTOV TIPOPBAETETAL ATO TA TTPWTOKOAAX TOU UETAUOCTYEVTIKOV
KEVTOOU

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

e AocBeveig oL omolol £xouv 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 touv Ravulizumab yopnyeitat 2 eBSonddes petd v teAevtaia xopnynon tov Eculizumab
KL aKOAOVOWG OTIWG TIEPLYPAPETAL GTNV TTIAPAYpa@o 1B
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

1A. Pegcetacoplan - sc yopnynonm, ue avtAia €yxvong pe cuotnpa ovplyyas, o€ 86om 1.080 mg 500 @opég Tnv
eBdopada, Tnv nuépa 1 kat 4 kabe efdopadog

Eav 0 aoBevng €xetl emimeda LDH 22 @opég Tou avmdTEPOL PUGLOA0YIKOU, TO §000A0YIKO GXT A TOU
Pegcetacoplan pmopel va tpomomomBel oe 1.080 mg kabe tpitn Nuépa,dnradn tpis efdopadaiwg
(muepa 1, 4, 7, 10, 13 kat o0Tw kaBeENG). XNV TeplmMTwon auth 0 £Aeyxog Twv emmédwy g LDH
TPEMEL VA Tipaypatotoleital 81¢ efSopadiaing, Yo TovAdylotov 4 efSouddes.

01 aoBeveic Tou avtamokpivovtal oto Pegcetacoplan ouveyiouv tn Bepamela e’ 6pov {w1g, EQAToV
Sdev mapatnpnBel kamowa cofapn avemlBLUNTN evépyeld. LTI OTAVIEG TEPLITTWOELS GORAPWY
QVETOVUNTWY EVEPYELWY, T AMOOUPCT TOU @UAPHAKOL YiveTal oTadSlakA Kol TPEMEL va
avTIKaBIloTATAL PE KATOLEG aTO TIG SLBEGIUEG eVAAAAKTIKEG Bepameleg pe faon To TPO@IA TOL
ao0gvoug Kal TNV Kpion Tov BEPAETOVTOS ALUATOAOYOU.

Amatteital epyaotnplakog EAeyyog TOUAG)LoTOV 800 POPEG TO PNV, KATA TNV Kplom Tov BepdmovTog,
ue Tevikn aipatog, AltktvogpuBpokuttapa, Ovpia, Kpeatwivny, KdAlo, Natplo, OAwkn XoAepuBpivn,
‘Eppeon XoAepuBpivn, LDH kot Amtoo@alpives opov katd tn Stapkela ¢ Bepameiag.

Amatteitat epBoAlacuds TovAdyiotov 2 BSopades mpv amo v évapén Oepameiag Evavtt Tou
unviyyttidokokkovu A, C, W, Y kat B, Tou TVEUOVIOKOKKOU KAl TOU ALUO@PIAOU LV@AOVEVTIOG OMASAG
B. ZTI§ TEpIMTWOELS IOV 1) Ogpateia TpEMEL va xopnynOel o Staotnua PKpPOTEPO TwV GV0
eBSopadwv amd Tov eUPoALo O, GUVIGTATAL 1] XOPNYNOT AVTLRLOTIK®V TAUTOXPOVA |LE TOV
euBoAlaopo kat ywa 2 eBSopnadeg petd. Aev amatteitat euoAlacpos av o aobevic exet epfoAlacTtel o
Staotnpa €2 eTwv amno v Evapén Pegcetacoplan

AcBeveic umd aywyn pe Pegcetacoplan Ba pémel va k&vouv to epoAlo TG ypimng ama etnoiwg Kot
T0 eufOAL0 Evavtt Tov kKopwvoiov COVID-19, cOp@wva LE TIG TPEXOVOES KATELBLVVTIPLEG 08N YieS

Atopa ta omola Sev €xouv @UOKN avooia 1 TponyoLpevo euoAlacpd yla Tétavo, Supbepitida,
KOKKUTY, apd, mapwtitida, epubpd, avepevroyld, épmmta (wotnpa, HPV Ba mpémer va
eufoAialovtal cup@wva pe Tig 0dnyieg tov KEEAIINO, 24-02-2023

EpuBoAtacpog yia v nmatitida A kat tnv nratitida B 6a mpémel va yivetal pe Bdomn Tig 0dnyleg Tov
KEEAIINO, 24-02-2023

['a Toug acBeveig Tov mpoypappatifetal va vtofAnBovv oe aAloyevr] MAK, SlakoTTeTal TPV TN
UETAUOOYEVOT], GTO XPOVIKO SLAGTNHA IOV TIPOPAETETAL ATO TA TPWTOKOAAX TOU PETAUOCGYEVTIKOV
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
avacotoAéa C5 (Eculizumab 1 Ravulizumab). Metd tig 4 eBSouades o C5 avaoTtoAéag SLakOTTETAL
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ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

1Z. Danicopan - po xopnynon, 86on évapéng 150mg Tpelg @opég v nuépa

e Eoav petd amd 4 £Bdopadeg, oe avty v docoloyia, n Hb Sev éxel avinbel 22g/dl 1} o aoBevig
XPELWAOTNKE LUETAYYLOT CUUTIUKVWUEVWY EpUBpwV, 1 8001 pmopel va avinbel oe 200mg Tpels popés
™mv nuépa

e O aocBeveig ou avtamokpivovtal oty ouvvdvaopévn Bepameia pe C5 avactoAéa + Danicopan
ouveyifouv ™ Bepameia @’ dpov {wNG, epooov Sev mapatnpndel kamolx cofapn aAvemBHUNTY
EVEPYELA. LTIG OTIAVIEG TIEPITITWOELS 0OBAPWV AVETIOVUNTWY EVEPYELWY, ] aTtOcupoT Tou Danicopan
yivetatl otadlaka evtog 6 nuepwv, evw pmopel va xopnynBel ek véou pe oTadlakn TITAOTOMON NG
860NG UETAE TNV ATIOKATAGTAGT] TG TOELKOTNTAS

o YNV Slapkela NG Bepameiag, amalTeltal EpyAcTNPLAKOG EAEYXOG TOVAG)LOTOV SU0 (OPEG TO pNva
oV apykn mepioSo Yopnynons Kal TOUVAGYLOTOV ULA POP& TO TPIUNVo otnv cuVEXELa, e BAon TV
KAWVIKOEPYQAO TN PLAKT] EIKOVA TOU aoBeVOUG Kl KT TNV kplom Tov Begpamovrog, pe ['evikn alpatog,
AwktvoepuBpokitTapa, Ovpia, Kpeatvivn, K&Awo, Natplo, OAkr) XoAepuBpivn, 'Eupeon Xoiepubpivn,
LDH kat ATttoo@atpives opov

o AcBeveic umd aywyn pe C5 avaotoAéa + Danicopan, akoAovBoUv Tig 0nyies epfoAlacov Evavti Tou
unviyyttidokoxkov A, C, W, Y kat B, Tou TVELHOVIOKOKKOU KOL TOU ALlUO@PIAOL tv@AovévTiag opadag B,
OTIWG TIEPLYPA@ETL 6TO TeSio 1A

o AcOeveicumd aywyn ue C5 avaotoréa + Danicopan, 0a tpémel va k&vouv To euBOALo TG ypimng amag
emnoiwg kat to eufoAto Evavtl Tou kopwvoiov COVID-19, cOp@wva LE TIG TPEXOVOESG KATEVOUVTNPLEG

odnyleg

o Atopa ta omola Sev £xouv @UOLKN avooia 1 Tponyovuevo eufoAlacpd yia tétavo, Supbepitida,
KOKKUTI, Wapd, TopwTitida, epubpd, avepevdoywd, épmnta {wotipa, HPV Ba mpémel va
eufoAialovtal cup@wva pe Tig 08nyieg Tov KEEAIINO, 24-02-2023

e  EppoAiacuds yia v nratitida A kot v nmatitida B Oa pémel va yivetal pe faon Tig 0dnyleg Tov
KEEAIINO, 24-02-2023

o T Toug acBeveig mov mpoypappatifetal va vtofAnBovv oe ailoyevr) MAK, SlakomTeTal mpLv
HETAUOOYEVOT), GTO XPOVIKO SLACTNUA IOV TIPOPAETETAL ATO TA TPWTOKOAAX TOU HETAUOCYEVTIKOU
KEVTPOU
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1H. Iptacopan - po yoprynon, §6omn 200mg 500 Popég TV NuEPa

e OvaoBeveig mov avtamokpivovtalatnyv Bepameia pe Iptacopan cuveyifouv tn Bepameia @’ 6pov {wing,
e@ooov Sev mapatnpndel k&mola cofapn avemOVUNTN EVEPYELA. ZTIG OTIAVIEG TIEPLTTTWOELS GOLAPWV
QVETOVUNTWY evePYELWY, 1 Bepamela SLAKOTITETAL UE OTEVH TapakoAovOnon ywx onuelo kot
OUUTITOHATA ALUOAUONG YA TOUAdYLoTOV 2 gf8ouddes. Oa mpemel va eéetaotel To evdexOuevo
EVOAAAKTIKNG Bepatmeiog 1) evdexouévng emavevaping g Oepameiag HETG TNV ATOKATAGTAON NG
ToEIKOTNTOG

o Amatteital epyaotnplakds EAeyxog TOUAGYLaTOV 800 (POPEG TO UNVA, KATA TNV Kpion Tov BepdmovTog,
ue Tevikn alpatog, AtktvogpuBpokvttapa, Ovpla, Kpeativivy, KaAo, Natplo, OAwkn XoAepubpivn,
'Eppeon XoiepuBpivn, LDH kat Atoo@atpives opov kata tn Siapkela tng Bepameiog

o AcOeveic umd oaywynq upe Iptacopan, akoAovBoUv TG odnyies epPfoAlacuo’y €vavtt ToOu
unviyyttidokokkou A, C, W, Y kat B, Tou TIVEUHOVIOKOKKOU KO TOU ALULO@PIAOU LVPAOUEVTIOG opadag B,
OTIWG TEPLYpa@eTaL 0To Tedio 1A

o AocBeveic umo aywyn pe Iptacopan, Ba ipémel va kdvouy To PO ™G Ypimme amag etnoiwg kat to
euPoOAL0 EvavTt Tov Kopwvoioy COVID-19, cOp@wva e TIS TPEXOVOES KATEVOUVTPLEG 08N YiES

o Atopa ta omoia 8ev €xouv @UOLKY avooia 1| Tponyoluevo epfoAlacpd ya tétavo, Supbepitida,
KOKKUTI, Wopd, TopwTitida, epubpd, avepevdoyld, épmnta {wotnpa, HPV Ba mpémer va
epBortaovtatl cup@wva e tig 0dnyieg tou KEEAIINO, 24-02-2023

o EuBoAiacpog yia my nmatitida A kat v nratitida B Oa mpémel va yivetat pe Baon Tig 0dnyleg Tou
KEEAIINO, 24-02-2023

o T Toug aoBevels Tou mpoypappatiCetal va vtofAnBovv oe aidoyeviy MAK, SlakoTTeTO TPV TN
HETAUOOYEVOT), OTO XPOVIKO SLAoTNUA IOV TIPOLAETETAL ATIO TA TPWTOKOAAX TOU UETAPOCYEVTIKOV
KEVTPOU

10. Iptacopan o€ ac0eveig oL omtoioL )81 AapBdavouv C5 avactoAéa

o T acBeveig, oL omoiot Aappavouv to Iptacopan, ws Bepameia SeVTepn ypopuung peta amo Eculizumab,
1 ANy tovu Iptacopan Ba mpémel va Eekivijoel To apydtepo pia efSopdda petd v TeAevtaia 6601 Tov
Eculizumab

e T aoBeveig, oL omoiot Aapfdavouv to Iptacopan, wg Bepatmeia SeVTEPNG YPAUUNG LETA ATIO
Ravulizumab, 1 Ajm tou Iptacopan 6a mpémel va Eekivrjoel To apyotepo 5L BSOUABES UETA TNV
teAevtaia 66om Tov Ravulizumab

e Agv gxeL pedetnBei n aAdayn Bepameiag amd AAAOUG AVAGTOAEIG TOU CUUTIAT|PWOUATOG EKTOG TOV
Eculizumab 1) Ravulizumab

PNH | 17




ENIZTHMONIKH OMAAA EPTAZIAZ AIMATOAOTIAZ

2. TUUTANP®WUATIKY] XOP1 Y161 @UAALKOV 0§£0G 1-2 mg p.o. nuepnoiwg

3. X0op1yNo1n CUATVIK®OV THpayovtwv (o181 pov kat B12 p.o.) oe acOseveic pe o18npotmeviky
avapia 1 EAAewym Brrapivng B12

4. Avtumk Tk aywyt) Swa Biov o aoBeveic ue BpduBwon, mavta Tavtdypova pe T Xoprynon
avaotoAéa Tov cvpmAnpwpatos ( Eculizumab/ Ravulizumab/ Pegcetacoplan). H avtimmktikn aywyn
umopel va eival pe nmapivn oe Bepamevtikn 6601 1§ avacToAeils TG Brrauivns K pe otodxo INR 2-3. Ta
dedopéva yl ™ Xpnomn Twv amd Tou OTOMATOS Apeca Spwviwv avtimnktikwv (DOACS) eival
TEPLOPLOPEVA

Na onuewwdel 6tL Sev mpoteivetal Oepameia TPOPVAXENG PE AVTITNKTIKA TIANV TWV TOAPAKATW
TEPITITWOEWV:

o AcOegveic pue otabepd avinuévn tiun d-dimers
e EykupooUvn - Aoxeia. Zuviotdtal yopriynon HXMB o€ Oegpamevtikny §6om

o [leplemepfatikn mePiodog, o€ MEPIMTWOELG IOV 0 AoOEeVN§ TIPETEL v LTIOBANOEL O€ XELPOLPYIKY
emeéuPaon

5. AAoyevi)¢ MAK yua toug aoBeveig pe 0pouBwon 1 apdAvon un avtamokpvopevn oto Eculizumab,
to Ravulizumab kat to Pegcetacoplan 6mw¢ kat yia ekeivoug ov Sev éxouvv pdoPaon ot Bepameia
UE LOVOKAWVIKA OVTIOWUATA

6. Koptikootepoeidn

7. AvSpoyova
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2.2.2 AXOENHX ME XAMHAH ENEPTOTHTA NOXOY

Acvpumtwpatikol acBeveic 11 aoBeVelg pe NTLA CUPTITOHATA SEV XP1ILOVV OEPATIEVTIKIG AVTIUETWTILOTG

XpeldlovTal TaKTIKN TapakoAoVBnon, TOLAdXLIoTOV K&Be 6-12 unveg

2.3. OEPAIIEIA AXOENOYZX ME PNH KAI XYNAPOMO MYEAIKHX
ANEINIAPKEIAX (MAZX, AIIAAXTIKH ANAIMIA)

2.3.1 AXOENHX ME PNH/AA

ANOXZOKATAXTAATIKH AAAOTENHE MAK ANAZTOAEIZ TOY
OEPAIIEIA YYMIIAHPQMATOX
Me TTpwTOKOAAO ATTAXGTIKIG
Avatpiag AMoyeviig¢ MAK yla Toug AoBeveig pe peydio kKAwvo
1. ATG + CSA aoBeveis pe ooPapn AA PNH kat aipdéAvon
2. ATG +CsA +Eltrombopag w@erobvtal amd
3. Danazol XOP1YNON 0TOLOVSNTIOTE
4. High-dose QVOOTOAEN TOV
cyclophosphamide
OUUTIANPWOUATOG

5. Alemtuzumab

2.3.2 AXOENHX ME PNH/MAX

OEPATIEVTIKI AVTIUETWTILON TOL MAX
AoBevei pe peydaro kAwvo PNH kat aipdoAvon w@edodvtal amo Tn Xxopnynorn oToloudToTE AVAGTOAEN TOV

OUUTIANPOHUATOG
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3. EPTAXTHPIAKH ITAPAKOAOY®OHXH

1. Avoo0o@aivoTuToG aipatog

[ ta TpwTa 2 €11, TOVAGXLOTOV KABE 6 PNVES KL GTNV CUVEXELX TOUAGXLOTOV ETNGLWG YLK TOUG
aoBeveig mov Aappavouvv Bepameia pe avactoréa cupmAnpwpatos (Eculizumab/ Ravulizumab/
Pegcetacoplan) kat £€xouv xaunAn evepyotnta tng vooou. Emiong, o éAeyyog pmopei va
TpaypatomomBel katd Vv kplon Tov Bepamovta kABe @opd TTou VTIapP)EL EVOELEn va eAeyxBel edv £xeL
avénBel to péyebog tou PNH xAwvov (.. BpouBwaon)

Ot aoBeveic Tov vroParrovrtal o aAro-MAK mapakoAovBolvtal apyikd avd 3unvo Kal KATOTLY KOt
™mv kplomn Tov Bepdmovtog AlaToAdyov, o€ SIKCTUATA TIOV VTIAYOPEVOVTAL ATIO TNV TIOPELX TOV
ao0gvoug

2. Avalnitnon dsiktwv apdéivong

Fevikny aipatog, AEK, OAwkry XoAepuBpivn, Apeon XodepuOpivn, 'Epueon XoAepubpivn, LDH,
Amttooaipiveg, Apeon kat 'Epueon Coombs, Alpoaidnpiviy OOpwv, kabe 1-3 ufveg 1) katd TV Kpion Tov
Bepamovtog Alpatordyov, avaroya pe TV mopeia Tov acBevoic

3. Ektipnom ve@pkig Asttovpyiag

Ovpia, Kpeatwvivn, Na, K, kdbe 1-3 prves 1 katd v kpiom Tov Bepdmovtos ALLaToAGYoU, avaAoya e
™V Ttopela Tov aobevolg

4.'EAeyxog 0poppwong

d-dimers, PLT, triplex ayyeiwv, Aoviki/Maywnmtikn Eykepdlov, Afovik Owpakog/Kowkiag,
ITvONpoypa@N A aePLOHOV-AUATWOTNG TIVEVHOVWY, ZTE@AVIoypa@ia el evieifewy, katd tnv kpiomn
Tov BepATOVTOG ALUATOAGYOU KAl ETAVAANPT 0€ SLAOTN AT TIOV UTIXYOPEVOVTOAL OTIO TNV TIOPELX TOV
acBevoig

5. [lvevpovikn vméptao

HKT, NT-proBNP, triplex kapSidg katd tnv kpion tov Bepamovtos AlatoAdyov kal emavainym oe
SLaoTHUATA IOV VTTAYOPEVOVTAL ATIO TNV TTOPELX TOV ACOEVOUG
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