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H onpaviikotepn epyaoctnplakn dtepevvnon tov acOevouc
glvoll N EKTLUNON EMYPLOUOTOC TOU MEPLPEPLKOU OLUOTOC
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Paroxysmal Nocturnal Hemoglobinuria

ErtiktnTn QUUOAUTIKA avalpio n omoila €ival To AmoTEAEoHA TNG KAWVLKNAG
EKMTUENC €VOC TIPOYOVIKOU KUTTAPOU TO OToilo ¢EPeL Lol €MIKTNTN
pnetaAoén oto PIGA yovidlo to omnolo Bpioketal 0to X XpWHOOWUAL.

Ta RBC otn PNH eivat evaicbnta otn AuTikr) 6pAon ToU CUUTTANPWUOTOC
oav anotéAeopa tng EANeLPnc tov CD55 kat tou CD59 amod tnv enidpavela
TOUC.

H alpoodalplvoupia mou UTAPXEL OTO VOONUA Elval TO QTTOTEAECHA TNG
evdoayyelakng atpoAvong twv RBCs ta omola eival vaiocOnta otn Autikn
S5pAon TOU CUUITANPWHATOC

MoAU omavio voonua (3-5 VEEC EPUTTWOELS avA EKATOMMUPLO TTANBuopoU
£TNOLWC




Paroxysmal Nocturnal Hemoglobinuria

* Aev elval mapofUaLKN
— Ynapxet xpovia atptoAvon otn PNH mmou armoteAet kat To o
XOPOAKTNPLOTIKO eVpnpa. Odnyel o dlatapaxeg ano dltadopa
ouoTnupoTa
e Agv gival HOVO VUXTEPLVN
— Kata tn dtdpkeLla tng vuxtac n Leiwon Tou pubuou tne
QVOITVONG EXEL OOV OMOTEAECA TTTWON TOU pH, Ye amotéAeopa
avénueévn evepyomoinon ToU GUUIMTANPWHOTOC
* H Awpoodatplvouplia dev eival Toco cuxvn.
-To 74% twv acBevwv gpdaviloviol apxLKA XweLc
alpoodatpvoupla

1. Hill et al. Haematolgica 2010; 95(4):567-73. 2. Rachidi S et al. EJIM 2010;21:260-7. 3. Parker C et al. for the International PNH Interest Group. Blood 2005;106:3699-709.



" A
Aettoupyia tou PIG-A yovibiou

" Bpioketal oto X-xpwpoowua (Xp22.1)

= Anapaditnto yia tn cuvBeon twv GPI- opadwv (glycosyl-
phosphatidyl-inositol)-mpwto otadlo tng cuvBeoNn¢

= MetaAaelc €xouv nepypadel Kol 0 vyl ATOUA, XWPLC
KALVLKN €lkovo PNH.

= “Escape” or “relative advantage”theory: MiBava eva devtepo
YEYOVOC TIPOAYEL TNV EKTTTUEN TOU GPI- apvnTikoU KAWVoU OTOo
LLUEAO, UE amoTEAECHA TN KUKAOPopla oTn EpLPEPELA TWV
WPLLWYV KUTTAPWV OO TO KAWVO aUTO



" A
P1G-A mutations

* [leploodtepec ammd 180 PETAANACEIC €XOUV TTEPIYPAPEI OTOUC
aoBeveic ye PNH, oe OAn TN KWOIKOTTOIOUPEVN TTEPIOXN TOU
PIGA yovidiou.
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" [poodata £xeL meplypadel elkova PNH og aoBevn pe petaAloaén
oto PIGT yovidlo (xpwp.20)

= To PIGA yovidlo givat amnapaitnto yla tn cuvBeon twv GPl opadwy,
evw To PIGT eival amapaitnTto yla tn mpookoAAnon tTwv nén
oXNUOTLIOMEVWVY GPl opddwv otic Stadopec MpwTEIVEC



"
KAwikec ekbnAwoelc PNH

m Evdoayyelakn atpoAvon —> Auénuévn ouykeEvtpwon eAeVBepng Hgb
oto mAdopa —> £AAewpn NO—> ayyelocUoTaoN, OTLACUOG oLoodAyou,
otutikn) SuoAettoupyia, KoltAtakd aAyoc, kataBoAn, Opoupwon, Kat
rbava cuoowpPEVON ALLOTIETAALWY

m Avaupia, alpoodaipivoupla, KOmwon, ofsia/xpovia veppikn
OLVETTATIKELQ, UTTOTPOTILA{OUGEG OUPOAOLUWEELG, KOLALOKO AAYOC, AAYOC
paxng, kepalaAyia, omacpdc orcodpayouv, otutiki SucAeLtoupyia,
XoAoABiaon

m Aoyw BpopBwonc: Opoppwon kothtakwv PAeBwv: Budd-Chiari,
OpouBwon onAnvikng, peoevtepiov, vedppikwv pAeBwv, muAaia
UmEptaon, Kipoot otoodpayouv, Opopupwon eykepaAikwv pAepwv:
kebaAaAyia, alpoppayko Eudpoakto, Opopupwaon oPpOAAUKAC, AMWAELL
opaonc, DVT, nveupovikn eppBoAn, Ml, AEE

m AmAaoia puelov: Avatpio, AotpwEeLg, alpoppayia, LUEAOSUOTIAQOTLKO
oUVOPOMO, OOTLKA AAYN



" A
NMwc yivetou n duayvwon tnc PNH onuepa

" [l tn owotn dtayvwon Ba mPETMEL va yivetal EAeyXOG HE
KUTTOLPOMETPLA PONC

= MEe TNV KUTTaPOMETPLA PONG YiveTal avaAuon ota epubpa, ota
povokuTtTapa Kot ot oudetepodplia.

= (CD59 kot CD55 ota RBCs: XprioLpo yLa va yivelr mpoodLopLlopog tou
BaBuou tng EAAewn¢ twv GPl-cuvdedepévwv npwteivwv (PNH type
l, type II, type Ill). Mewovéktnua: | svatobnoia (Aoyw tnc atpoAvong
KOlL TWV RETAYYIOEWV MLOAVA VAL LNV £XOULE TO TIPOLYLOTLKO HEYEDOG
TOU KAWVOU)

= (CD59, CD24, CD16, | dAAeg GPl-ouvdedepéveg MpwTeiveg ot
ouvbetepodida: MAcovéktnua: H EAAewdn touAaylotov U0 amoteAel
gvailoOnto Kot eldLko deiktn ywa tn dtayvwon tng PNH.
Mewovéktnua: Mnopei va eival 6UokoAo va yivel otnv SAA Tou o
opLOUOC Twv ovdetepoPpilwv givar moAU XapnAaoc




[Tolouc¢ aoBeveic ecetdloupue yia PNH?

* Coombs-apvntikn alHOAUTIKA avatpia
 Awoodaipivoupia
*  AmAaoTKA avatlpio

MAZ- duonAaoia piog oELpAC-avOEKTIKN avoLpio Kuplwe o€
urtonAalotiko MAZ

* Kuttapormneviec mov v unopei va tebei Stayvwon
OpouBwoslc ouvnOBwc os aocuvnOeLg OEoELg

 Xe OpopPormevia  oOUSETEPOTIEVIA UE LOLKPOKUTTAPWON KOl OTOLXEL
OlLHOAVONC

e Xg OAouG TouC aoBeveic pe kotAtakn OpopBwon | o€ eyKeEPAALKEC
bAEBeg
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Kataracn tng PNH

KAaoiknn PNH: KANVIKG Kal EpyaoTnplaka eupAuaTa
evOOAYYEIAKNC aluOAUCNC, OUVABWC MUEAOC E PUOIOAOYIKN
MOP®OAOYia, KOTA TOTTOUG UTTOKUTTAPIKOG, ME UTTEPTTAQCIA TNG
epUBPAG oeIpag

PNH trou ouvodeusl aAAa ocuvopoua amrAaciag: ATTAACTIKI)
avaipia n MAZ pe KAIVIKG Kal EpyacTnpIaka euprnuaTa
EVOOQYYEIOKNG alMOAUONG, MUEAOC w¢ eTTi AA N MAX

YmrokAivik) PNH: Mikp6¢ PNH kAwvog, xwpic aipdAuon,
OuUxVQ BpiokeTal o€ aoBeveic ue atThagia pueAou



OepamneuTtikeC emAoyEc otnv PNH

" YITOOTNPLKTLKA HETPA (HLETOYYLOELC,
QVTUTNKTIKA...)

= MeTapooxevon

= Eculizumab ~
C5 inhibitors

= Ravulizumab A ,
> VOOTOAEIG

= Pegcetacoplan >upTTAnpapatog

, , } C3 inhibitor
" KAWVIKEC HEAETEC ... _



" A
YIOOTNPLKTLKA HETPA...

2bnpormevia: apKeTEC Popec av o acOevic dev Aappavel kanola
AAAn Oeparneia propoUHE va SWOOUME oidnpo per os.

MNpoocoxn!!!! H xopriynon owdnipouv —> avénon ota AEK —> ta véal
ouTta EpuBpa Suvatov va 06nNyRoOUV GE EK VEOU EVEPYOTIOLNGH TOU
CUMMANpwWHOTOG —> ollploAuon

Mo awto to Adyo anodevyetatl n evbopA£BLa xyopriynon odripou
KOlL TpOTLHATOL oidnpoc per os.

Kamotlot cuotrjvouv va xopnyeitat o aidénpog poali pe KOPTLKOELSN
yla 6co to duvato anoduyn atpoAuvong

AVTLITNKTIKA —> o€ MOAAOUC aoBeveic dev eival amoteAecpHOTIKA
yla th ntpoAnyn véwv BpopBwoswv



MetaBoAikny 060¢ BloouvBeong TN ALNG
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|
‘ MNopdupiec - Naboyevela

B AvaOTOAN GXNHATIGHOU Oipng => UMOXPWHN MLKPOK. QVOLLULOL

m AOpowon / kukAodopia mopdpupLvwVv GTOV OPYOVIOUO
2 Hnatotoékotnta
2 NeupoAoylkEG EKONAWOELC
2 WulatplkeG eEKONAWOELC
2 AgpUATIKEG EKONAWOELC

B QwrtoevaoOnoia, eykavpato oo
dUoLKO Kol TEXVNTO Pw¢
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EpuBpomnoiwntikn Npwrtonopdupia
KALWVIKEG EKONAWOELC

M AUOMOPPEG OUAEG - EyKaU AT SEPHATOC
‘f@,f;! ortd GUGLKO 1 TEXVNTO PwG
Advtia okoupoxpwua tov pOopilouv
OTO UTEPLWOEC PwG
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2UYYVEVNC EpuBpormowntikn mopdupia
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|
| 2UYVEVELC SUCEPUOPOTIOLNTLKEC OLVOLILLEC

m ZTIAVLAL CUYYEVH voonpata He oofapn diatapaxn tng Epu-
Opomnoinong, xwpic dratapoxn oo TG UTLOAOLITEG GELPEC.

m Ek6Awon otnv madiki nAkio pe BapeLld LAKPOKUTTAPLKNA
ovartpia kot xpovia oatpoAvon/pn anodotikn epubpomnoinon
nov odnyei oe mMARpn dptTnoN OO HETAYYILOELC.

m 3 TUnoL: tunog |, Ttumog Il, tunog lll. O Tomo¢ I: nrdtepog.

m 2ToV TUTOo Il => alptoAuon anod evepyomnoinon Tov CUUNANPW-
HaToC otV EpuOpokuUTTAPLKA HEUBPAVN, WG EMtL PNH

m Odeilovral o€ petaAAagelc yovidiwv epmAe- 5@6 "‘-'-:.;;':‘
KOMEVWV OTNV wpipaveon twv epubpag oelpag. L
m Oegparnevtika povov allo-SCT.
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2ZUVETIELEG EVOOAYYELAKNC QULHOAUGCNC
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