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KAvikn €1kova, S1dyvwon Kat avTiHETWmIoN
TNG VUKTEPIVAC TAPOEUVTIKAG
alpocPalpivoupiag

H vuktepivi mapo&uvTtikni aipoo@aipivoupia (NMA) amotelei emiktntn KAWVI-
KR Slatapayr Tou apx£¢yovou aigomoINTIKOU KUTTAPOU, TOU XapaKTnpiletal
amo TNV ERPAVIOT EVOAYYEIAKNG AIMOAUONC, ATAACiaG TOU LUEAOU TWV 00 TWY,
OpoufwTikWV dlatapaxwv Kal GTAvia EKTPOTG Pog o&eia Aevxaipia. H
KUpla poptakn BAAPN tng NMA evtomietal oo yovidio PIG-A (phosphatidyl
inositol glycan group A), mou Bpioketal 6To Xpwpocwpa X. MetaAhageig tou
PIG-A avactéA\ouv Tn oUvBeon TNG YAUKOGUAQWG@aTISUAOTVOGITOANG (GPI),
TIOU XPNOIUEVEL WG «AYKUPO» YO TNV MIPOGSECN GTNV KUTTAPIKN MEUPPAvVN
OPKETWV TTPWTEIVWV. ATTOTEAEC A TWV AVWTEPW EIVaL N AVETTAPKELD 1) N TTARPNG
ENePn Twv MPWTEIVWVY AUTWV ATTO TNV EM@PAVELN TWV KUTTAPWY TOU AiaToq,.
Ta pépia CD55 kat CD59 ival TéToleg MPWTEIVEG TOU MPOooSévovTal 0T MEW-
Bpavn péow GPI kat petéxouv otn puBUION Tov cupumAnpwpatoc. H amouaia
TOUG MO TNV EMPAVELN TwV EPLOpwWV aioo@aipiwv otn NMA gubivetal yia
N pecoAafolpevn and To cUPMARPwWHA evEayYEIaKN AlpdAuon, Tou amoTeAei
KUPLO XAPOKTNPIOTIKO TNG VOGOU Kal EuBUVETAL yia TTOANEG Ao TIG KAIVIKEG
ekdnAwoelg tne. Eivat e§aipetika evdiapépov o 6Tt peTaAla&eig oo yovidio
PIG-A pmopei va Bpebouv Kat o€ uyir) ATopa, yeyovog mou emBePatwvel 6T ot
petaAla&eig Tou PIG-A oTa aigomoinTika KUTTapa Sev gival apKeTEG yila TV
gugavion ¢ NMNA. Mpogavwg, amarteitat pia Otk emAoyn avantuéng n
€va e0WTEPIKO MAEOVEKTN A TOU PIG-A (-) KAwvou NIMA 1 pia apvnTiki emAoyn
£vavtitou PIG-A (+) KAWVOU TwV AILOTOINTIKWV KUTTAPWYV Yla TNV EKkSRAwon
Tou KAVIKoU ouvdpopou g NMA. H mapouca avackonnon mepihappavet
OMa Ta oTolXEia MOV UTIAPXOUV HEXPL onpepa otn BiBAloypagia yia Toug
TMaBOoYEVETIKOUG PNXaAVIGHOUG ol omoiot odnyouv atnv avamtuén tng NMA
otov avBpwro.

Copyright © Athens Medical Society
www.mednet.gr/archives
ARCHIVES OF HELLENIC MEDICINE: ISSN 11-05-3992

APXEIA EAAHNIKHE IATPIKHE 2009, 26(4):454 478
ARCHIVES OF HELLENIC MEDICINE 2009, 26(4):454 -478

I.X. MeAétng,’

A. Zapavtémoulog,'
I.B. AonpakémouAog,'
E. Tépmog?

'A’ aBoAoyikry KAivikn, Mavemotriuto
ABnvwv, Abrva

2Tunua latpikng Epsvvag, 251 levikd
Noookoueio Aspomopiag, ABriva

Paroxysmal nocturnal
hemoglobinuria: Clinical
presentation, diagnosis
and treatment

Abstract at the end of the article

Né€eig eupeTnpiov

CD55

CD59

DAF

Ogpareia

KAwvikn gikéva

MIRL

Nuktepivr mapo&uvTikn

alpoo@aipivoupia

YmoBAribnke 30.9.2008
EykpiBnke 20.10.2008

1. EIZATQrH

H vuktepivi mapofuvtikn aipoo@aiptvoupia (NIMA) givat
oTidvia vOoog, n omroia OPEINETAL OE [IA ETTIKTNTN KAWVIKA
Slatapayr Tou apXEYOVOoU AIHOTIOINTIKOU KUTTAPOU AOYwW
HeTaANAEewY 01O Yovidlo PIG-A, pe anmotéleopa avemnmdp-
KEWA TWV TTPWTEIVWV TTOU cuvSéovTal PE TNV «AyKUpa»
YAUKOGUAO-@WoPaTISUAO-IVOOITOANG (GPI). H avemdpkela
auTth Kat 181aitepa TwV PUOUICTIKWY TIPWTEIVWV TOU OUL-
umAnpwpatog CD55 (decay-accelerating factor, DAF) kai
CD59 (membrane inhibitor of reactive lysis, MIRL) €xel wg
QArmOTENECHA UTTEPELAICONGIA TWV EPUBPWYV alpooPAlPiWY
KAl TWV AlYHOTIETAANIWV 0Tn 8pdAcn Tou AuTOAoyou Ou-
UIMANPWHATOG TTou odnyei o€ evdayyelakn alpdAuon Kat
OpOoUPWOELG, Ol OTTOIEG ATTOTEAOUV KAl TIG KUPLEG KAIVIKEG
ekdnNAwoelg Tng vooou.'* Khwvol NIMA epgavifovtal cuxva

O€& VOO aTA TTOU EKOSNAWVOVTAL UE MUEAIKT AVETTAPKELA KAl
KUpiwg amAaoTikn avaiuia (AA), evw n KUpla artia Oavdatou
Twv acBevwv pe NIMA givat ol OpopBwTIKEG EMITAOKEG AOYW
NG cuvundpyouvoag Bpoupogiiiag.

H NIMA Siakpivetal oTnv KAACIKK Hop®ri, TN LOP@r) TTOU
ouVOoSEeVEL AANA KAWVIKA AIHATOAOYIKA vOoripaTa Kat TNV
UTTOKAIVIKT} HOp®r, GTNV oTToia S€V UTTAPXEL KATTOLA KAIVIKN
4 epyaoctnpElakn EvOelEn alpdAuong, MUEAIKNAG AVETTAPKELAG
1 Opouo@iiiag.

H cwpatikn peTAAAa&N 1} ot petaAAd€elc oto yovidlo
PIG-A eival amapaitntn aAAd oxl Kal emapkig cuvOnkn
yla tnVv gugavion tng NMA, apou mapdpoleg HETAANNAEELG
€xouv BpeOei akOUN Kal O€ GUOIOAOYIKA ATOUA, EVW N VOCOG
gp@avideTal povo av emMKPATHOEL 0 TABOAOYIKOG KAWVOC.
EvOexopévwg, Oswpeital 0Tt 0 KAWVOG AuTOG ETIKPATEL PE
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epgpavion apvnTikig emAoyrig. Oaivetal 6T1 n GPI mBavo-
Tata Stadpapatifel To PONO EVOC AUTOAVTICWHATOG, EVAVTL
TOU OTTOIOU AVATITUCCETAL M0 KUTTAPOTOSIKN avtidpaon
ano ta T-AeppokuTTapa, Toco ta CD4* 6oo kal ta CD8*.
H 6An avutr Stadikacia Suvntikd €xel ox€on Kal e To oU-
otnua HLA-DR2. H anwAegla Spwg Twv GPl-cuvdedepévwv
npwTeivwv (GPI-APs) kaBlotd ta alpomoinTikd KUTTapa-
OTOXOoUG avOeKkTIKA otn §pdon Twv auToavTISPWVTWV
T-KUTTAPOTOSEIKWY AEUPOKUTTAPWY Kal £TOL EUVOEITAL N
avantuén tou kKAwvou NIMA.¢

Eniong, éxouv avagepBei kal dAAeg Siatapayég Twv
T-Aep@okutTdpwy Twv acBevwv pe NIMA, énwg Twv NK-
KUTTApwV pe av§non twv KIR utodoxéwv, tou CD25, CD54
kat Tou HLA-DR, kal £€tot évag mAnBuouog epubpdc oelpdg
HE EANEWYN GPI-APs amoktd éva MAEOVEKTNUA avAaTTTuéng,
a@ov gival Alyotepo guaicONTOC OTNV KATACTPOPH Ao TA
NK-kUTTOpOA. /N Vitro, Ta TTPOYOVIKA KUTTAPA TWV acOevwyv
ue NIMA givat avBekTIKOTEPA 0TN SpACN TNG IVTEPPEPOVNG-Y
(IFN-y) kat Tou mapdyovta VEKpwong Tou oykou-a (TNF-a)
Kat ekppdlouv mbavotata Atydtepa yovidia anéontwong,
evw Kal n Siagopormoinon Twv GPI (-) povokuttdpwy @ai-
VETAL VA €ival EAATTWHATIKN, K€ ATOTEAECHA TA SeVOPITIKA
KUTTOPA VA €XOUV QVETIAPKNA AVTIYOVOTIAPOUCIACTIKN
IKavoTNTa.

H eméktaon épwg tou KAwvou NIMA oto eminedo Twv
CD34* kuttdpwv Sev unopei va anodobei ota auvtoa-
vTISpaoTikd T-Agp@okuTTapa Katd tng GPl, agou téte
Sev gpunveveTal WG SIAPEVYEL O ETKPATWY KAWVOG
NIMA amd Tnv emioyn 1 WG €vag HIKPOG KAwvVoG Ue bla
QAVTIYOVIKA XOPOKTNPEIOTIKA CUTTIECETAL UE APVNTIKN ETTL-
Aoyn. MBavotata, n avantuén tou MaboAoylkoU KAWVou
NMA armattei TNV emumAéov TTapoucia Kal KAmolou AAAou
mapdayovta.

AT6 Toug Luzzatto kai Bessler mpotdOnke oti 1o Sevte-
PO YEYOVOC TTOU TIAPEXEL KATTOLO TTAEOVEKTNA AVATTTUENG
Kal €EMEKTAONG ToU KAWvVoU NIMA petd amd tn HeTAAaén
PIG-A &ival n pUeNIKr avemdpKela AOyw EAAEIPNG LKAVOU
aAp1OHOU N KAWVIKWV apXE€YOVWwY KUTTAPWYV O CUVONKEG
stress aipomoinong, evw AANol Bewpolv OTL N HUEAIKN
QAVETTAPKEID CUPUETEXEL AOYW TNG LTTAPENG YOVISIOKNG
aotdBelag otov kKAwvo NIMA. Mapdro mou o pdAog Tou
avoooToINTIKOU CUOTAMATOG oTnv mmaboyévela tng NIMA
givat adlapelofrATnTog Kal Kuplapxei otnv 0An diadikacia,
TIAPAPEVOUV AKOUN APKETA (NTripata mpog Sleukpivion.

2. KAINIKH EIKONA

H NMA gival pia omdvia vooog (1-2 mepImtwoelg ava
EKATOMMUPLO KATOIKWV) TTOU TIPOGPAAAEL ONEG TIC NAIKIEG,
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ME ouxvoTtepn NAkia MpoofoAng ta 30—50 €tn. MNepimou
10% Twv acBevwv gival <20 €Twy, Evw omdvia givat n
EU@AvVION TNG VOooU TIplV artd TNV NAKia Twv 10 €Twv.67"°
QOaivetal 0TI UTTAPYEL Kal pia OYiun avénuévn ouxvotTnTd
NG otnVv 7n dekaetia.’’? Ztnv Eupwrn, n mMpoofoAn Twv
YUVAIKWV O O0X€on HE Toug avdpeg gival eAa@pd cuxvo-
Tepn (1,2/1),"12 evw o1l Avdpeg paiveTtal va mpoodaAlovTal
ouxvotepa otnv Acia.” H vdéoog ota maibid cuyxvda dgv
Slaylyvwoketal éykalpa, e emakolouBa mpofArpata
OTOV KATAAANAO XEIPIONO TwV acBevwv.’

H NIMA ocuvnBwg ekSNAWVETAL HE AILOAUTIKN avalpia,
PAeBIKEC OpouPwoelg, anmaacia i pueAikn SuoThaacia, Tou
prmopeil va BewpnBei 611 ogeiletal otn Spdon KAmolou
XNHIKOU TtapdyovTa, OTwG @ApUAKwY, BIOPNXAVIKWY 1
YEWPYIKWV TTPOIOVTWY, OTIWG CUMPAIVEL OTIC TTEPITITWOELS
AmAACTIKNG avalpiag. 78101516 e nia mepimtwon avagé-
petal we artia Tng NMA 1oyeviig Aoipwén Tou TUTTOUL TNG
Aopwdoug povomupnvwong.”

2.1. KA\ivikd onpueia kal pop@ég Tng véoou

To KAIVIKO KAl EpYyacTnplako ummoadpo tng vooou eival
€KEIVO MIaG AIMOAUTIKAG avaludiag Pe apvnTikn avtidpaon
Coombs. Emeidry n NIMA urmopsei va ep@aviotel wg ekdni-
AwoN MG UTTOKEIMEVNG VOOOU TOU MUENOU, N alpdiuon
evlexopévwg va guBuveTal yla éva PEPOG TNG avalpiag,
a@oU avdloya HE To TOCOOoTO TWV EPUOPWV PE TTARPEN N
HEPIKR EANEWPN Twv CD55 i kat CD59 n aipdAuon pmopei
va Kupaivetal amd moAU Bapld pEXPL TTARPEN EAAEWPNn
autng, Kabwe N pepIk EANAelPn ocuvnBwC apKei yia Tnv
TIPOOTACIA TWV EPUBPWV Ao TN AVCN PECW TOU CUUTTIAN-
pwpatoc. Emiong, n aipdiuon pmopei va emtabsi o§€wg kat
EMEICOOIOKA OE KATAOTACELG EVEPYOTIOINONG TOU CUUTTAN-
PWHATOG, OTIWG AOIMWEELG, TPAUUATIOPOUG, EyKUPOoUVN,
KATAOTAOEIG stress KATL'S H NIMA Bswpeital wg «o peyahlog
UTTOSUOEVOC» AVAESA OTA VOO LATA TOU AiATOG AOYW
TwV SlaPOPwWV CUPTITWUATWY TIOL TTapaTnEoUVTAl TOCO
KATA TNV apxXIKA TNG EUPAVIOn 600 Kal KAaTtd Tn SldpKela
NG mopeiag TNG. O MAéoV KAAGIKOC TUTTOC TNG VOOOU €ival
N €EMKTNTN APOAUTIKA avaipia armd evoogpUBPOKUTTAPIKO
Qitio o€ éva véo evriAIKa, N oTtoia cuvoSeVETAL ATTO TTIPWIVA
UTTEPXPOA oUpa —alpoapalpivoupia Adyw Tng evOayyeIOKAG
AIOAUCNG— KAl OTIAVIOTEPA ATTO HTTIO (KTEPO. ZUVUTTAPXEL
péTpla avénon Twv SIKTUoOEPUOPOKUTTAPWY Kal Cuxvd
Aeukorevia 1 kat OpopBonevia pétplag fapvTntac.”s ITig
Sidpopeg mepimtwoelg NIMNA cuyxvad gpgavifovtal Siayvw-
OTIKA OQANUATA, EVW N VOoOG unopei va Siadpdpel yia
APKETA XPpOVia Xwpig va éxel Tebei n akpirigc didyvwon.
H &idyvwon tng NMA yivetal ouvnBwg oTI¢ akOAouBeg
KATOAOTACEIG: (A) EUPAVION MIAC VOOOU ME alpdAuon Kal
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Opdupwon, n omoia xapaktnpiel Tnv mpwtomnadr i de novo
NMA, (B) avakdluypn evédg «<kAwvou NIMA» og évav acBevi
TIOU TIACXEL QMO AMAACTIKN avaluia Kat £xel AABel MAVEG i
XPOVIA TIPONYOUUEVWG AVOCOKATAOTANTIKN Bepareia kal (y)
n NMA ocuvduddletal pe pepIkd kakoriOn voonpata, laitepa
NG KOKKIWS0ou¢ oelpdc (MOAU mo omdvia mepintwon). H
Sidkpilon auth gival adpr Kal HAAAOV GXNUATIKE, a@oU n
VOOOG TAPOoUCIACEl TIOAU HEYOAANUTEPN KAVIKY ETEPOYEVELQ.
Mepimou 30% Twv acBevwv gppavifouv povo avalpia, evw
30% mapouactalouv apxIKa HOVo ATTIA TTAYKUTTAPOTIEVIA. 2 €
QUTEG TIG TIEPUTTWOELG, N €££TACN TOU HUEAOU Seiyvel Guxva
éva un an\aoTikd HLUeAS Kal £Tol n Siagopikn Sidyvwon
OUMTTIEPINAHBAVEL VOO ATA PE TIAYKUTTAPOTIEVIA OANA pE
«TTAOUGCLO» HUENS. To urtdAoimo 30% twv acBevwv pe NIMA
£XELTIPONYOUMEVO IOTOPIKO HUEAIKAG amAaciag Kal idlaitepa
META amd avTIMETWTTION TNG L€ AVOCOKATACTAATIKN) Bgpareia
Kal EI8IKOTEPA PETA aTTd OepaTieia UE AVTIAEUPOKUTTAPIKN
1} avTIBUHOKUTTAPIKN o@alpivn (Mocootd nepimou 20—30%
Twv acBevwv pe amaoia).’o’®

O1 eI KUPLEG KAIVIKEG EKONAWOEIC TNG vOoou gival
N AlHOAUoN, N MUENIKN AVETTAPKELA Kal N auénuévn Tdon
yla avantuén Bpopwoswv. Mg BAon TG ApXIKEG KAIVIKEG
€kONAWOEIG TNG VOOOU, cuxvd yivetal S1dkplon PeTASY
TwV ao0evwv Mou ep@avifouv «KAAGCIKN» 1 AIMOAUTIKA
popeny NMA, twv acBevwv pe NIMA mou oxetiletal pe
am\aoTIKA avalpia (cUvOpopo amAacTIKAG avaipiac-NI1A,
AA-NIA) kat ekeivwv mmou Bpiokovtal avdaueca otig Svo
QAUTEG KATNYOPIEG.

To xapaktTnpPloTikd TNG «kAaoikng NIMA» givat n xpovia
evbayyelakn aipdiuon pe mapoduvTikd enelcodia ofeiag
AlNOAUONG, TTOU £XOUV WG ATTOTEAECHA TNV EPPAVION AlO-
o@aipivoupiac. H mapouacia kat n Baputnta tng atpdiuong
—avénon Twv SIKTUOEPUBPOKUTTAPWY, AIHOCPAIpIVALUia KAl
alpooidnpilvoupia Pe A XwPIG alpoopalpivoupia— TTOLKIANEL
€UPEWC avAloya e TNV avaloyia Twv TaBoAoyIKwY puBpwV,
™ BaplTNTa TNG AVWPAANOG TOUG KAl TNV EVEPyoTToinon
TOU CUPTTANPWHATOG. XApaKTNPIOTIKA, N AldAUCN ETTIOU-
Baivel Tn vUKTa KAl odnyei og alpooalpivoupia n omoia
gp@aviCetal To MPwWi, evw Katd tn StdpKela TNG NUEPAG
Ta ovpa gival puctoloyikd. Mibavotata, onUAvTIKo poAo
maifel n peiwon tou pH katd tn didpkela Tou UTTVoU’®~22
KaBw¢ kat ot SIaKUPAVOELG TNG 0TAOBUNG TNG KOPTICOANG
Katd tn SldpKkela TNG NUEPAG KAl TNG VUKTAG, av Kal N
xopriynon mpedvifoAdvng Sev @aivetal va ennpedlel To
VUKTEPIVO puBuo NG MapoUVTIKAG alpoo@alpivoupiag.?*
3 € APKETEG TTEPIMTWOELG N AILOCPALPIVOUPIa UTOPEL va unv
gival ueavnig Kal va unv avagépetal amod tov acOevr 6tav
n aipdiuon Sev gival onpavTikn (€lIKOVEG 1, 2). Tuxvd To
QAIUOAUTIKO eTTELOOSI0 S€V CUVOEETAL UE KATTOIOV EKAUTIKO
TAPAYoVTa, EVW N TapoUVTIKN dlpoopalpivoupia oto 50%

[ X. MEAETHX kot ouv

07:00  09:00 12:00 15:00 19:00

Ewkéva 1. Ta mpwivd oUpa TwWV a0BEVWV e «<KAACIKI» VUKTEPIVH TTO-
PoUVTIKN alpoo@alpivoupia gival oKoTeVOXpoa Adyw Tng dgBovng
alHooPaIPIVNG, EVW YEVIKA yivovtal pUOIOAOYIKA KATA TN SidpKela g

nuépag (Amé http://www.hmds.org.uk/pnh_review.html).

Elkova 2. Tuh\oyr oUpwv 48 wpwv acBevoUg E VUKTEPIVH TTAPOEUVTIKY
alpgoo@aipivoupia. Mapatnpeital n vmépxpPwaon Twv ovpwv (alpoo@al-
pvoupia ota deiypata mpwivwv oUpwv).

TWV TIEPITTWOEWV EKAVETAL armd Aolpwéelg (ISlaitepa loyeveig
AOIUWEELG TOU TIEMTIKOU), XEIPOUPYIKEG ETTEUPATELS, PUOIKNA
Katamévnon, €UUnvo puon, EUBOAIaCHOUC, HETAYYION N
AYN HEPIKWV QAPUAKWY, OTTIWG COUAPOVAULIOWY, aoTIpi-
vNn¢, TIEVIKIAIVNG, nmapivng, odripou K.AM.”?22 H gugpdvion
alpodAuonG HETA amod Tn xopriynon oidnpou @aivetal va
oxeTiCetal pe Tn Siéyepon TG epubpomnoinong ota cidnpo-
TIEVIKA ATOMA, N OTTo{A £XEL WG ATTOTEAECHA TNV TTAPAYWYNR
MEYAAUTEPOU apPlOUOU MABOAOYIKWY EPUOPOKUTTAPWV.?
H aipoo@aipivoupia pPmmopei va gival mapateTapevn, €10l
WOTE va un Aapfdvel To Xapaktripa tTng mapo&uVTIKAG,
Kal prmopei va Siapkéoel apKkeTég BSonadeg. uvoda
£pyaocTnplakd gupripata givat n avénon tng LDH kat tng
E€UPEONG XOAEPUOPIVNG Kal N PEIWON TWV ATTTOCPAIPIVWY,
Xwpic aveupeon AAANG Slatapayng oTo PUENS eKTOG amo
Hia epuBpofAaCTIKN UTTEPTIAQCIA E OXESOV PUOIONOYIKA
pop@oloyia kat armouaia Siatapaywv otov kapuotumo. H
oeia alpoAuvon ouxvd cuvodeveTal 1 akohouBeital anod
emelo681a KOIMAKWY OAYWV TTou o@eilovTtal o mapodikn
andé@pagn GAEPWV TOU TTEMTIKOU CUCTHMATOG, EVW APKETOI
aoBeveic pe NMA epgavifouv wg MPwTN ekSAAWON TNG
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vooou Bpopwon peydAwv KOINOKWY QAEBWV. To onuavTi-
KOTEPO KAVIKO TTPOBANUA oUVROWG Eival Ol GUVETTEIEG TNG
avaipiac. H pgpavion avalpiag amotelei XapakTnploTIKO
oXeSOV OAWV TWV TTEPIMTWOEWV TNG vooou. Mpokeltal yia
QIMOAUTIKA avalpia Tou ouvodelEel eite amod TNV apyn €ite
Sevutepomabw¢ tTnv MapofUVTIKA alpoo@alplvoupia, os
mMoo00To Tiepinou 50% twv acBevwv. H Baputnta Tng al-
HOAUTIKAG avalpiag xwpig alpooidnpivoupia Kupaivetal amo
nma péxpt Bapid. Zuxvd, cuvodeveTal amo oudeTepomevia
1 kat BpopuPorevia, EVW AKOUA UTTOPEL va €UPAVICTOUV
TTUPETOC, KOIAAKA AAYN, KEaAaAyia kal Katd Siaotripata
eneloddla mitaong TG alpdAuonc.

H apxikn gp@dvion avaipiog umopei va o@eiletal o
HueNkr) avendpkela Adyw amiaociag rj Sucmhaciag, av Kat
YEVIKA O HUENOG €ival TTAOVUCI0G, HE OUYXPOVN TTapousia
TTAYKUTTOPOTIEVIOG OTO TTEPIPEPIKO Aipa KAl OTTavioTEPQ
HepoVwHEVNG oudeTeporeviag 1 Bpoporeviag. ApKeTd
omdvia, o acBevig Mapouactdlel UTTOXPWHN, UIKPOKUTTA-
PIKr, oBNPOTIEVIKY] avalpia AOyw TnG XPoviag amwAelog
o1drjpou amd Ta ovPa. Y& OAEG TIG TTAPATIAVW KATACTACELG
givat duvatn n epeavion OYIUNG mMapo&UVTIKNG AllOCPAl-
plvoupiag.

H cuxvotnta Twv AlaTOAOYIKWY EKONAWGCEWV TTOU Xa-
paktnpiouv tn NIMA, o€ pla osipd and 133 aocbeveig, tav
mapo&uVTIKA alpoo@alpivoupia oto 33—45%, AIOAUTIKNA
avaipia xwpic ouvoddé mapo&uvTikn adlpoopalpivoupia oto
40—55%, TTAyKUTTAPOTIEVIA UE TTAOUGCIO MUENG O0TO 10—15%
Kal HUEALKR armAacia oto 15-20% twv acBevwv.”?

O1ao0eveic pe AA-NMA gpgavifouv I0TOPIKO amhaciag
TOU MUEAOU, MANpoUv OAa Ta KPITAPLA TNG ATTAACTIKAG
avaliag, He apvnTIKEG TIG KAAOIKEG SOKIPACIEG yia TN
NIMA, eV P EVAICONTEG TEXVIKEG AVIXVEVETAL OTO Aipa Eva
TTOCOO0TO KUTTAPWY apvNTIKWV Yia Tig GPI-APs, 6mwg CD55,
CD59 Kk.d. X& autoUg Toug aoBeveic emKkpatei cuvriBwg n
€1KOVA TNG MUEANIKNAG AVETTAPKELAG, EVW N KAIVIKN €IKOVa gV
enNPeAleTAl KATA KAVOVA artd TNV TAPOUGia ToU KAWVOU 1
Twv KAwvwv NG NMA. ETol, yt' autolg Toug aoBeveic gival
TIPOTIUOTEPO V' avapEpeTal 0TI eppavifouv «AA pE KAWVO
NIA» Kal N CUYKEKPIPEVN HUENIKN avemdpkela Xprilel dpeong
OeparmeuTIKAG AVTIPMETWMIONG, TTou cuvBwg amattei dia-
(POPETIKOUG XEIPIOPOUG O OXEON HE TNV «KAACIKA» HOP®r
¢ NMA. Ztnv opdda autr, Ta eneicéSia BpouPwong, av
Kal €xouv avagepPei, ival omavia.

ApkeToi aoBeveic Sev avrikouv o€ Kamola ano TIg ma-
PATTAVW KATNYopieg Kal mapouctdlouv évav molkilovTa
oUVSUAOHO TWV KAIVIKWV EKONAWCEWVY, PE TTapouaia Toco
AlpoOAUoNG 000 Kal PMUENIKAG AVETIAPKELAG. € AUTOUG, N
PWTN €K&NAWON TNG VOOOU WTOPEl va €ival N gueavi-
On AlHoPPAYIKWV eKOSNAWCEWY, AOYW TNG LTTAPXOUCAG
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Bpopupormeviag, 1| ev Tw BdBel Bpoppwong, evw pmopsi
Va EMKPATOUV TNG KAIVIKNG EIKOVAG KAl U AIUATONOYIKEG
EKONAWOELG, "2 OTIWG TTIVEUUOVIKH EUPBOAN, KOIALAKA AAYN,
0o@pLANyia, KepalaAyia, oTTacuoi Kal TapoSIKEG TTAPAAU-
OEIG TIEPIPEPIKWY VEVPWV. Ol aocBeveic autoi Oswpeital 6Tl
mnaoxouv gite amd «NIMA-AA» gite anmd «AA-NIMA», avaloya
ME TNV EMKpATOVoA KAWVIKH €KSHAWON.

TéNog, undpxouv Aiyol acBeveic otoug omoioug Oev
EMKPATEL OUTE N MUENIKN AVETIAPKEID OUTE N AldAUon,
aAld n ummapén evog pikpoU cuvhBwe kKAwvou NIMA gu-
BuveTal yla TNV epPavion KAmolou BpouBwTIKOU €MEICO-
Siov («ehdxiotn NIMA»). Ztn NIMA mou cuvodevel Sidgpopa
alpatoloylka voorjpata, n Sidkplon otnpifetal otnv
e€€taon Tou HUEAOU KAl OTIG KUTTAPOYEVETIKEG SlaTAPAXES
(amAaoTikA avaipia, LUEAOSUOTIAACTIKO CUVOPOLO, HUENO-
OkArjpuvon K.ATL). ElSIkEG XpwpoowHikéG Statapayég (59, 7,
20q) kateuBuvouv TN Sildyvwon MPog HUEAOSUCTIAACTIKO
oUVOpoMo.? Oa TIPETEL va TOVIOTEI I81aiTeEpa OTL UTTAPXEL
pia Suvapikn IooppoTia HeTAU TNG MVEAIKNAG AVETIAPKELOG
Kal Tou KAwvou tng NIMA, pe amotéAeopa va gival apKeTd
OUXVO TO PAIVOUEVO KATOI0G aoBevrG He «kAaoikr» NIMTA
yla apKeTA Xpovia va gugavifel mTpooSeUTIKN TAYKUTTA-
poTIEVIA UE EAATTWON TWV AIUOAUTIKWYV ETEICOSIWV, KAl TO
avtiotpoo? (eik. 3).

H «ghdxiotn» i n umokAwvikry NMA Sev mapouoiddel
KAWVIKA 1] €pYAcTNPIOKA XOPAKTNPIOTIKA AIOAUONG, EVW
avixvevovtal TANOUCHOI KUTTAP WV TOU AiPATOG UE EAAEWYN
CD55 1} kat CD59. H katnyopia autr cuvodevel Stdgpopa
voonpuara.?

2Tov mivaka 1 avagpEépetal N KAIVIKN ETEPOYEVELA TNG
NIMA kal n mpoTelvopeVn opoloyia yla tTnv KABs popen
NG VOOOU, VW Ol KAIVIKEG EKONAWOEIG KATA TNV EUPAVION
TNG VOOOU (paivovTtal OToV TTivaka 2.

Me Bdon ta mapamdvw, o€ acOeveic Pe ATTAACTIKA
avalpia, akoun kat xwpig évdei§n aipdiuong, Ba mpémel
oTn Sidpkela TNG mapakoAolBNoNG va yivetal EAeyxog yla
TANBuooU¢ NIMA. Emiong, OTIC TTEPIMTTWOELG IE ATTAACTIKA
avaipia p puehoduomAacTtikdé cuvdpopo Ba mpémnel va
avalntouvtat mAnBucpoi NIMA, agou undpyouv dedopéva
OT1 autoi ol acBeveic mBavoTata amavioluv KaAutepa
oe Bepaneia pe avoookataoTaATika.” H katnyopia Twv
acBevwv mou Tpémnel va eAéyxovtal yia NIMA @aivetal
oTov Tivaka 3.

2.2. K\ivikn €étaon

Ekto¢ and ta onpeia mou oxetiCovtal He TNV EPPAVION
KATTOlaG EMITAOKNAG TNG VOOOU 1 TNG AlOAUoNG, Ta omoia
propei va cuvodevovtal and Tnv gu@avion n oxt aipo-
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Il I

Eikéva 3. QavoTumko pwodiko 0T VUKTEPIVH TTAPOEUVTIKI AIOo@aAl-
pvoupia. loToypappata puBpwv AlHOoPaALPiWY ACOEVWV UE VUKTEPIVH
TAPOEUVTIKN aipoo@alpivoupia cupewva pe To anti-CD59. H avaloyia
KOl 0 TUTTOG TWV £PUBPWV TIOIKIANOLV CNUAVTIKA KAl EMNPEEAJOLV TIG KAL-
VIKEG ekONAWoELS. Ot aoBeveig pe uwnAry avaloyia epuBpwWV VUKTEPIVIG
mapo&UVTIKAG aipooalpivoupiag Tumou Il (A) €xouv KAVIKA Ep@avn
alpoAuon. Av ta puBpd epeavifouv HEPIKH AVETTAPKELD TWV TIPWTENVWV
™G aykupag GPI (pawvotumog lI) (B), n atpdAuon givart p€tpla akopn Kat
€4V To TOCOOTO TWV TTABOAOYIKWY KUTTAPWV gival uynAd. Mmopei va
1€0ei n S1Ayvwon NG VUKTEPIVAG TTAPOSUVTIKIAG AIOC@ALPIVOUPIag
AKOMN KAl P XaunAr avahoyia epuBpwv Tumou Il (), aAAd n aipdiuon
Slamotwvetal povo Bloxnuikd. (Amé Parker et al. Blood 2005, 106:3699
TPOTTOTIOINUEVO).

o@aipvoupiag, OTIG TIEPICCOTEPEG TIEPITTTWOELG UTTAPXEL
HETPa SLOYKWON TOU OTTIARVA, TTOU SIATTICTWVETAL KUPIWG
otnv €€€AEN TNG vOoou HETA armd TN ARYN TMOAAWV Je-
TAYYIOEWY, EVW OPKETA CUXVA TTAPATNPEITAL KAl YHETPLA
S1oykwon Tou fratog.?

2.3. Emumm\okéc

H mAéov xapaktnpilotikny emmAokry Tng NIMA gival ot

[ X. MEAETHX kot ouv

PAeBIKEG KLPiwG BpopPwosls. Epgpavifovtal og ToocooTo
mnepimou 40% Twv acBevwv Kal amoteAoUV TNV KUPLOTEPN
artia Bavdartou. 78191216 Ejyal oUXVOTEPEG OTIC TIEPITTWOELG
41mou emKpPATei N alpdAuon Kat gival TOoo AySdTePO OTTAVIEG
600 ouyxvoTepa gival Ta eMEICOSIA TTAPOEUOUIKIG AlOAU-
onc. H eppavion twv Bpopwoswyv @aivetal va opeiletal
oTNV EAATTWON 1 TNV amoucia amd TNV EM@PAVEID TWV

Nivakag 2. KAVIKEG EKONAWOELG KATA TNV EUPAVION TNG VUKTEPIVAG
TaPOEUVTIKAG Aloo@alpvoupiag (Katd oelpd ouxvotnTag).

« JuPnTWATa avalpiog

+ Alpoo@aiptvoupia

+ Alpoppayikd onueia Kat cupntwpata
« ATTAQOTIKA avalia

+ JUMIITWHOTA Ao TO TIEMTIKO

+ AlpOAUTIKY avaipia Kat (KTepog

« 216npomevIKA avalpia

- Opdppwon A euBoin

+ Nolpwéelg

+ Neupoloyikd onueEia Kal CUUMTWHATA

Mivakag 3. AcBeveic mou TpEMel va ENEyXOVTAL VIO VUKTEPIVH TIAPOEUVTIKN
alpooalptvoupia.

+ AoBeveic mou epgavifouv aloogaipivoupia

« AoBeveic pe evdayyelakn aipoluon kat apvntiki avtidpaon Coombs
(181aitepa pe uPnAr LDH) kat aoBeveic pe ouvodo oidnpomnevia

+ AoBeveic pe eAeBikr OpduPwon oe acuvrBeig Béoelg

« JUvdpopo Budd-Chiari

« AN\eg evOokoINaKEG BEoelc BpouPBwong (LeceVTEPLOG, TTUAaia K.ATT.)
+ OpouPwon eyKePANKWVY GAERWV

+ OpopPwon depUATIKWV PAEPWV

+ AoBeveic pe amaoTikn avaipia (otn Stdyvwon Kat otnv mapakoAoudnon
aKOpN Kat amouaia evéayyelakng aipéuong)

« AoBeveic pe avBekTiki avaipio-MAY

» AoBeveig pe emeloddia Suoeayiag Kal KOINAKWY OAywv HE onpeia
evdayyelaKnG atpoAuong

MAZ: MughoSuomAaoTIKG cUvEpouo

Nivakag 1. Mop@£G TNG VUKTEPIVIG TTAPOSUVTIKAG AlOC@Alpvoupiag Kal TPOTEVOUEVN opoloyia.

EmKpatoUceg EKSNAWGCELG Awpatoloyikd euprjpata MéyeBog NMA-kAwvou Ovopatoloyia
Awohuon + Bpoupwon Avaipia kat ENAXIoTn 1 Kapd AAAn Kuttapomevia Meydahog Khaown NIMA
Awoluon + Bpoupwon Avatpia kat Amia i pécou Babpol GAAN kuttapomevia Meydahog YmomhaoTikr NMA
Mop@Upa r kat Aoipwén Métpla mpog Bapid maykuttapormevia Meydahog AA/NMA
Mop@upa 1 kat Aoipwén Bapid maykuttapomnevia Mikpog AA pe kKh\wvo NIMA
Opoppwon Métpla kuTtapomnevia(eg) Mikpdg «ehaxlotn»-NIMA

NIMA: Nuktepvij mapouvTikn aipooaipivoupia, AA: AMAAOTIKN avalpia



NYKTEPINH MAPOZYNTIKH AIMOXQAIPINOYPIA

alporneTaliwv Twv mpwTteivwv GPL#3% Qot1d0o0, Sev eival
YVWOoTS ylati autr n €mMIMAOKN mapatnpeital pévo oto
40% twv acBevwy, agou Sev éxel Bpedei kamolo oTolxeio
av€nong Twv BPOoUPOPINIKWV TTAPAYOVTWY OTOUC AoOeVEig
e NMA mou gpgavifouv Bpopwoelg.’’*?

O1 BpopBWOEIG TWV EVOOKOIAOKWY GAERWV apopouv
KUPIWG 0TN OTANVIKH, OTIG NTTATIKEG, OTIC UECEVTEPLEG 1
oTnV MUAaia AEBa Kal £X0UV WG ATTOTEAECUA TNV EUPAVION
€VTOVOU KOIAIAKOU AAYOUG, TNV Taxeia S10YKwon Tou GTTARva
KAl HEPIKEG POPEG TN Pr&N Tou.51933-3¢ Tyyvég BewpouvTal
Ol OPOUPWOELG TWV PECEVTEPIWV ayyeiwy, TTou euBUvVovTal
yla Ta KOIAlaKA aAyn oto 70% mepimou Twv acBevwv.” Ta
KOIALOKA AAyN UTTOpEi va gival TTOAU évtova Kal eTTiova Kal
UEPIKEG popEC BETOLY TTPOoRARaTA Slagopikrg Sildyvwong
XELPOUPYIKNG KOIAiaG. Ooeg popég SievepyrOnKe XElpoupyl-
Kn emépaon, Stamotwdnke OpouPwon Twv HECEVTEPIWV
AYYEIWV Kal HEPIKEG POPEG EVTEPLKO EUPPAKTO. ZTTAVIA TO
AAyog opeiletal og OpouPwon TNG KATW KOIANG AERAC,
n omoia pmopei va kataAnéel oe Bavato. O1 mapamavw
ouvSUACoUOI TTPOKAAOUY, EKTOC aTTd £€VTOVA KOIAIOKA AAYN,
anmétoun avénon tou cwuatikoU Bdpoug, oldnuata Twv
KATW Akpwv Kat oeia S1oykwon tng Kothiag. Paivetal oti
n ouxvotnta avantuéng coapwv Bpoupwoswv oxetiCeTal
UE TO TOCOOTO TWV KOKKIOKUTTAPWY UE EANEIYPN Twv GPI
npwTtelivwv. EANelPn >50% Ttwv GPI-APs cuvodevetal e
ouxvotnTa BpouPwaong mepimou 45%, evw EANelPn <50%
ue ouxvotnTta Bpdupwong mepimou 5%. O kivbuvog auvavel
Katd 1,64 yia kdBe emmAéov 10% ENNewpn Twv GPA-APs,
evw aoBeveiq pue ENNePn >70% €xouv 12 POPEG PEYONU-
TePO Kivouvo gugpdviong coBapng BpduBwong os oxéon
e aocBeveic pe kAwvo NIMA 20%.38°

H éykaipn Sidyvwon twv avwTtépw mpooBolwv eival
TOAU ONMAVTIKA, a@oU cuxvd cuvodevovtal and oAU
KOKH TTpoyvwon Kal eubuvovtal yia 1o 20% mepimou Twv
Bavdatwv otn NIMA, evw avtamokpivovtal apKeTA KaAd
oTNV MAPATETAUEVN Xopriynon Oeparneiag ue nmapivn.>¥-3
JUVETTEID TNG OPOUPWONG TWV NITATIKWVY PAERWV pumopei va
gival kal n epeavion tTou cuvdpdpou Budd-Chiari. Exouv
TEPLYPAPEl TOOO 0&eie¢ OGO Kal LUTTOKAIVIKEG HOPPEG TOU
ouvlpopoL. 3364041 Fyyvd, n Sidyvwon eival SUokoAn
Kal TIOETAl PHE TO UTTEPNXOYPAPNHA KOINAG, TTOU TTAPEXEL
KAAUTEPEG TTANPOYOPIEG O oxéon UE TO omvOnpoypa-
PNUA ATTIATOG TOOO Yia Tov aplBud éco kal yia tn Béon
TWV armo@paypévwv eAeRwWV* (k. 4). H ofeia popen
Tou ouvdpodpuou xapaktnpiletal amd oV KOIAAKO AAyOg,
EMETOUG, TTUPETO, KATEPPEIPN, SIOYKWON TOu RIMATOC,
mou gival emwduvo oTnNV PNAAPNOoN, Kal UEPIKEG POPES
ano o&egia gugavion aokitn kat LITECWKOTIKAG GUAAOYNG.
Epyaotnplakd, mapatnpeital ad§non Twv Tpavoauivacwy,
NG LDH Kkat TG aAKAAIKAG @wo@aTAcnS TOU 0poU KAaBwG
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Kal UTTOAEUKWHaTIvaipia. To omvOnpoypdenua Seixvel pia
KaTA TOTTOUG KABRAwoN Tou padilevepyoU KOANOEISOUG, PE
EVTOVOTEPN KEVTPIKN KAONAwoN, Aoyw NG mpdoAnynig
Tou Kupiwg amd 1o SIOYKWHUEVO TETPATTAEUPO AOPG TOUL
Anatog. H afoviki Topoypagia avadelkvuel TNV OPEINO-
MEvVN oTnV mpoavagpepBeioa S1dyKwaon Tou TETPATTAEUPOU
Mofou nrmatopeyalia.’s# H pAeBoypagia Twv urmonmaTikwy
PAEBWV TTAPEXEL XOPAKTNPIOTIKEG EIKOVEG ATTOPPAENG TWV
UTTONTTATIKWY ] TwV NIATIKWV PAEBWV.” H e€€taon autn
ouxvd avtevdeikvutal, 6Tav n Sidyvwon Pnmopei va tebei
Kal e AANOUC TPOTTOUC, aPOoU Ummopei va amofei emikivbuvn
AOYW TWV ETITAOKWV ATTO TNV EVEPYOTIOINCN TOU CUUTTAN-
PWHATOG A0 TO XOPNYOUHEVO OKIAYPAPIKO PAPHAKO.>S
XapaktnEloTikh gival kat n Bloygia Tou AMATOG, PE TNV
aveLPEON AANOIWCEWYV TUTTOU KapSlakoU ATATOC, KABWE Kal
—0oUXVA- TNG OpOUPwWONG Twv NIATIKWVY PAERwWV. H Bloyia
Amatog dev gival mavta anapaitntn, evw avtevoesikvutal o€
TIEPIMTWOELG OTTOL UTTAPXEL Bapld BpopPormevia. H xopriynon
alpomeTaliwy yia tn SlevEPYELA TNG PITOPEi va cuvoSeveTaL
amnod kivbuvo avooiakng Siéyeponc? kal gival onUAvTIKO
va ou{ntnBei 0x1 Tdo0 yia TIg evOeifelg TNG Ployiag, alla
AOyw NG olyxpovng xopriynong emneiyovoag Bepaneiag
ME nmapivn, TOU ATOTEAEL KAl TNV ATTOTEAECUATIKOTEPN
OgpAMEVTIKN AVTILETWTTION TWV PAERIKWY BpopBwoswv. Ot
METAYYIOEIG AIHOTIETAAIWY PaiveTal va gival amapaitnTeg
og xopnynon nrapivoBeparneiag, 1Slaitepa étav n Opop-
Bomnevia gival moAU Bapid. H xopriynon 6poufoAuTtikwy,
Tapd Tov KivBuvo Twv ocuvodwv EMIITAOKWVY Kal Kupiwg
TWV alpoppayikwy, apxifel va umokaBiotd tn Bepaneia pe
nrapivn, TOu CuXVA €ival PN ATTOTEAECUATIKE, EVW) OPKETEG
POPEG UTTAPXEL Kal N uTToYia OTL emITEiVEL TNV AlpdAuon. H
Xopnynon oTpenToKivdong Héocw Kabetrpa og Opoupwon
NG KATW KOIANG 1] oupokivdong og evSoPAERLa xopriynon

Katw koikn
PAéBa |

‘Hmap

YTepMAAOTIKOG
KEPKOPOPOG
AoPdg

Ewkova 4. Yrepnyoypdgnua rimatog o cuvdpopo Budd-Chiari. O kep-
KOQOPOG AofOG ival UTTEPTPOPIKOG, EVW N KATW KOIAN GAERa gival
ouumeopévn katd ) §iodo6 NG péoca anod auTov.
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KaTd TN S1APKELA UTTOTPOTIAG CUXVA €XEL WG ATTOTEAECHA TN
ONMAVTIKNA Taxeia BeAtiwon Twv ekGNAWOCEWV, Ue eEANENPN
TOU KWAUHATOG KAl armoucia UTTOTPOTG HETA amd 5 Xpo-
via.* Tehevtaia, KAAUTEPA amoTeAéopaTa Yia TN GAEPIKA
Opoupwon tng NIMA €xel Swoel n xopriynon evepyomnoinTr
TOU LOTIKOU TTAACUIVOYOvou (tPA).#

Juxvd gp@avifovtal oxt oAU BopuBwdelg pop@Eg
ouvdpopou Budd-Chiari, ot omoigg xapaktnpifovtal cu-
vBwg and mapouacia pn otabepng nmatougyaiiag, mou
AvVAKaAUTTITETAL CUVABWCG OTA ATOMA TTOU TTAPATTOVOUVTAL
yla KotAlakd dAyn. Ot epyactnplakég Siatapaxég kat ot Oi-
ATAPAXEG TOMOTTUKVOUETPIAG TTOU OUVOSEVOLV TNV NTTATIKN
KUTTAPOAUON armoTeAOUV 0TABEPA ELPR AT KAl CUVABWC
Bétouv Tn Siayvwon.** Ot Siatapaxég autég Oa mpémel va
avalntouvtal uoAG tebei n Siayvwon tng NIMA kat otn
ouvéxela va mmapakolovBouvtal Katd meplodikd Slaoth-
pata. H vmapén nmatikwyv Slatapaxwv Kal n eueAavion
Tou BloxnHIkoU cuvdpopou B€tel Tnv évdelén yia évapén
Oepaneiag pe nmapivn A ™ xopriynon 9popBoAuTtikwv
PAPHAKWV.*®

O1 OpoPBWOEIC EYKEPANIKWY AYYEiWV KATA TNV TTopEia
NG vOoOoU gival emiong cuxVEG Kal Baplég Kal cuvodgvovTal
arnd TNV EYPAvIon CTIACUWY, TTAPAAUCEWY, APACIag, TAXEIOG
E£YKATAOTAONG KWHATOG, EVW OPKETA OUXVA Tponyeital
gu@avion Ke@ahatyiag. Ot OpouBWOEIG TWV EYKEPANIKWV
ayyeiwv gival ouxvd PePHOVWHEVEG Kal eTTiHoVEG. H Siayvw-
on TiBeTal ouvAOwWg pe TNV agoVIKr Topoypagia Kal —av
gival amapaitnto- pe tn Slevépyela eYKEPANIKNAG apTnPl-
oypagpiag, mou Oeixvel cuvABwWG PAEPRIKA amdepadn Kal
1Slaitepa BpouPwaon tou of3eNiaiou kOATTOL.*” H xopriynon
TIPOPUAAKTIKAG Bepareiag Sev gival TAVTA AMTOTEAECUATIKN).
2TTavIOTEPEG €ival ol OPOoUPWOEIS TV AKPWV.

H veppikn avemdpKela amoTeAEl Yo akOpn EMITAOKA
NG NIMA. H eAeUBepn alpoo@aipivn, mou umepfaivel Tnv
IKavotnta S€oHeuoNnG amod TIG ATTTOOPAIPIVEG TOU 0poU,
EVaTOTIOETAL OTA £YYUG ECTIEIPAMEVA VEQPIKA CWANVAPLA
oTtn eAoIWSN Hoipa Tou VEQPOU w¢ alpootdnpivn kat étav
N KKavoTNTa EMAVAPPOPNONG EEMEPATTEIL, N Alpoo@alpivn
Siépxetal aneuBeiag ota ovpa (alpooalpivoupia).* ‘Eva
ouxVO eUpnua amd TG Blovieg veppou acBevwv pe NIMA,
AAAA KAl TNV ICTOXNMIKA XpWon oTo (nua Twv ovpwy,
givai n evanobeon aipootdnpivng ota emoOnAlakd KUTTAPA,
EVW UE TN MAYVNTIKA TOPoypagia @aivetal ToAU KaAd n
evandBeon TNG 0To PAOLd TWV VEPPWV.* [ta TNV EUPAvion
ofeiag vepplkng avemdpkelag ocuvribwg euBuvetal n Bpou-
Bwon Twv veppikwv PAERWV, n omoia pmopei va e€nynosl
€MIONG TNV AVATTTUEN XPOVIAG VEQPIKNG AVETTAPKELAG AOYW
PAOIWSWV EUPPAKTWV 1] KAl VEKPpWONG Twv OnNAwv, mou
mapatnpouvtal otnv evOoPAERLa Tugloypagia i OTIC
VEKPOTOUEG TETOIWV aoBevwv. EvSel§n Tng mapouciag twv

[ X. MEAETHX kot ouv

AvWTEPW OPOUPBWTIKWY EMUTAOKWY ATTOTEAEL N EPPAVION
enipovng oo@ualyiag og acBeveig pe NIMA. Zuxvd, n veppikn
QVETTAPKELQ UTTOPEL va €ival KAl TO ATTOTENECA UTTOTPO-
mMalouowV OUPOAOIUWEEWV. ZTTAVIA UTTOPE( VA EUPAVIOTEL
oeia vepplkn avemdpkela, 18laitepa og apudatwuévoug
acBeveig, evw oto 10% twv acBevwv pe xpovia NMA
UTTAPXEL VEPPIKH aVeMApKeLa.®'2505T

O1 ouxvég Molpwéelg amodidovtal 0Tn CUVUTTAPXOU-
0a oUSETEPOTIEVIA 1] OTIG AEITOUPYIKEG SlAaTapaxEG TwvV
TIOAUMOP@OTIUPHVWV Kal euBUvovTal yia To 10% mepimou
Twv Bavatwv. H mapoucia akopn Kat Kowv AoIPWEEWY
MTopEi va TpoKaAéoel emitaon rj €kAuon TG aipodivuong®’
KOl OPKETEG POPEG EPPAVION MUENIKNG AVETTAPKELAG TOU
TUnou amhaociag i SuomAaciag. Ta alpoAuTikd enelcodia
pmopei va cuvodgvovtal and €vtovo OTacpd ToU Oloo-
@Aayou, evw ol avdpeg ouxvd gugavifouv Slatapaxég tTng
OTUTIKACG A&lTOLPYIiaC.

2mdavia ol acBeveig pe NMNA otnv mopeia tTng vooou gp-
@aviCouv puehoduoTAacTikd cUvSpoo 1y o€eia Aeuxaipia
(5% kat 1%, avtiotolxa, otn 10€tia) pe oxeddv mavtote
@AIVOTUTIO PUEAOYEVOUG AEUXAILIAG, EVW OTA AEUXAILIKA
KUTTapa oxedov mavta amouctdlouv ol mpwteiveg GPI.>2

2.4. EpyaoTnplakéC e€eTAOEIC

ApXIkd, n avaipia givar ocuvribwg opBoxpwUn op-
OOKUTTAPIKA 1} MAKPOKUTTAPIKN KAl apydTtepa MUTTOpPE(
va YiVel UTTOXPWHN UIKPOKUTTAPIKH AOYw TnG ouvodou
odnpomneviag. Xuxvd mapatnpouvtal avénon NG Uue-
ong XoAepuBpivng, pETPla SIKTUOEPUOPOKUTTAPWON Kal
ocageic evoeifelg mapouaoiag alpoluonc. Mevikd, o HUENOG
TWV 00TWV Mapouoldalel urepmAacia TG epuOPAG oelpdc.
H KataoTtoAr Tou HUENOU TTOLKIAAEL EVPEWG aTTO TTOAU HIKPN
MéxPL TTOAU Bapld, énwg o€ anmAaoTiKn avaipia.”

310 EMiXPIOHA TOU TTEPIPEPIKOU AiATOG Ta EpUBPA £xouv
ouvABWE PUCIONOYIKN HopPPOAOYia, XwpPig TNV Mapouacia
o@aAIPOKUTTAPWONG 1 AAANG pop@oloyiag cuUBATAG HE
AILOAUTIKE AVallia, EVUW N WOUWTIKA avTioTaon Twv €pu-
Bpwv eival guaotooyikry. Ta eupripaTa AuTd CuvNYoPOUV
UTTEP AIHOAUTIKAG avatpiog pe f Xwpig ouvodo mapouvTikn
algoogalplvoupia, YE PYeiwon i amoucia Twv antoo@al-
PIVWV Kal OUXVH TTApouGia cuvexoug aloctdnpivoupiag.
H anwAela oiénpovu pe ta ovpa pmopsei va eOdAcel kat Ta
8 mg tnv nuépa.*

APKETEC POPEG N avalpia gival pETplag faputnTag Kat n
avadei§n alpoiuong SUoKoAN AOYw TNG GUCIONOYIKNAG TIUAG
™G €upeEonG XoAepuBpivng. H alpdAuon oTig Hop@pEg e
TIAYKUTTOPOTIEVIA Eival LOAIG UTTOCNUAIVOHEVN KAL N avalpia
ouvOUAleTal CLUXVOTEPA PE HUENIKT QVETTAPKELQ, IB1aiTepa
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6tav autn givat évtovn. H mapouoia Amag aipoAuong katd
n S1dpkela Tng vooou Ba mpénel va avadnTeital cuoTNUATIKA
Kat BonBd onuavtikd otn Sidyvwon. Otav n avaiuia givat
MIKPOKUTTAPIKNA KAl UTTOXPWHN UE ouvodd oidnporevia, n
alpoéAuon Umopei va givatl UTTOKALVIKE Kal va TTapatnpeital
pévo petd and xopriynon Beparneiag pe oidbnpo, Adyw tng
HEYOQAUTEPNG TTAPAYWYNG TTABoAOYIKWV £pUBPWV.> H avTi-
Spaon Coombs gival Katd kavova apvnTIKK Kal HEPIKES
POPEC BETIKN, TOU TUTTOU TOU CUMTTANPWHATOG.

310 70% TWV TTEPITTWOEWVY TIAPATNPEITAL AEUKOTTEVIA
Kat Nma oudetepomevia (<1,5x10°%/L moAupop@omupnva).
3 € OPIOUEVEG TIEPITTTWOELG N OUSETEPOTIEVIA UITOPEI va gival
Baptd (<0,5%10°%/L moAupopgomupnva).” H oudetepomevia
o@eileTal O PEIWMEVN TTAPAYWYH, EVW N emMPBiwon Twv
TIOAUIO PP OTIUPHVWV ATTOUGIa GTTANVOUEYAAIAG ival puUOL-
oloyikny. H epgpdvion maykuttapomeviag otnv de novo NIMA
umrohoyietal mepimou oto 15% 8—10 €tn anod tn Sidyvw-
on."%’8 Tuxvad mapatnpeital pelwpévn SpaoctnEiotTnTa TNG
AAKAAIKAG @wo@atdong Twv TToAuop@omuprivwv (LAP),
n HéTpnon tNng omoiag pmopei va divel undevikn Tiun. Av
Kat Sev €xouv Treplypagei Hop@oNoYIKEG SlaTapayég Twv
TIOAUIOPPOTIUPIVWY, Ol AEITOUPYIKEG SlaTapaxEG Toug givat
OUYXVEG Kal KUpiwg ol Slatapaxég @ayokuTtapwong. 2To
HUENS, N KOKKIWANG OEIpd UITOPEI va €ival €iTE PUCIONOYIKN
€ite va umoAeinmeTal cUVOAIKE, pe Slatapaxég wpipavong.

OpopPormevia pe aplOud aipomnetTalinv <150x10°%/L
mapatnpeitat oto 80% Twv TTEPUTTWOEWY, EVW AIUOTIETA-
Ma <50x10%/L Samotwvovtal mepimov oto 50—-70% twv
aoBevwv.” Agv £XOUV TIEPLYPAPEL LOPPONOYIKEG I} AEITOUP-
YIKEG S1ATAPAKEG TWV ALPOTTETANIWY, av Kat Aoyw EANEWPNG
TV MPWTEIVWV GPI and tnv empdvela Twv alpomeTalinv
n OUPBOAR Toug oTNV gUPAvIon Twv BpopuPwoswv gival
onNUavTiKh. Ta HEYOKAPUOKUTTAPA OTO HMUEAS gival guol-
OMNOYIKA 1} EAATTWHEVA.

H maykuttapomevia pmopei va undpxet Adn amd tn
Siayvwon tng voéoou o1o 30% TWV TEPUTTWOEWV Kal
o@eileTal oTNV Mapouacia anmhaciag pAANov mapd HUENIKAG
Suomhaciag.”? uxvd, TO ATOKAAUTITIKO OTOIXEIO TNG VOOOU
umopei va givai n Slamiotwon pPepovwUEVNG OUSETEPOTIEVIAG
1 Opoupomneviag. H avelpeon otolxgiwv aAlpoAUTIKAG aval-
Miag, akoun kat otav autn Sev gival epeavng, KateuBuvel
onUavTika mpog tn Stdyvwon tng NIMA. H nAektpogpdpnon
alpoo@alpivng deixvel cuxva pikpn avénon TN EUPPUIKNAG
alpoo@alpivng.”

2tn NIMA diamotwvetal peiwon Slapopwv avtiyovwy Twv
opadwy aipatoc (Kupiwg Ta avtiyova Al, aANd emiong Ta A,
B kat H). Zuxvn gival n aveupeon av§nong Tou avTiyovou i,
mou padi ue TNV avénon tng atpoopaipivng F umodeikvuel
Vv avénuévn Spaoctnpldtnta NG £PUOPAC CEIPAG, EVW
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pEiwon Twv avtiydvwy A, B kat H avtavakAd tnv umapén
piag €VCUUIKNAG AVETTAPKELAG TWV TPAVOPEPATWV.

e aoBeveig pe NIMA éxouv meptypagei omAvieg KUT-
TAPOYEVETIKEG AVWHANIEG, OTIWG ATIWAELA TOU XPWHOOW-
MaTOG Y Kal TPIoWHia 9, av Kal Kapld amd autég Sev gival
StayvwoTikn | emPBePalWTIKA TG vVOoou.*s

Ta epyactnplakd gupripata otn NIMA cuvoyilovtal
oTovV Tivaka 4.

3. AIATNQXETIKEZ AOKIMAZIEXZ TIA TH AIATNQZH

3.1. Kuttapopetpia porng

H olUyxpovn puébodog avayvwplong tTng vooou gival n
KUTTOPOMETPIA PO PE HOVOKAWVIKA AVTICWHOTA KATA TWV
SlapdpwV MTPWTEIVWY TNG MEUBEAVNG TTOU AVETTIAPKOUV OTN
NMA.7~* Ytoug aoBeveig pe NIMA aviyvevstal pia avaloyia
KUTTAPWV TOU aipaTog ta omoia gugaviouv avemdpkela
TWV TTPWTEIVWYV TTOU GLVSEOVTAL OTN HEMPBPAVN UE TO HoOPIo
GPI (CD55, CD59 k.Am) (€1kOVEG 5—9). Ta amoteAéCUATA €K-

Nivakag 4. Epyootnplakd upiata ot VUKTEPIVA TTOPOEUVTIKN alpo-
opaipivoupia.

Mn gbika evpripata

« Kuttapomevia mou agopd o€ pia 1 TEPIOOOTEPEG MUENKEG OEIPEG
+ MaKpOKUTTApWOT), QVICOKUTTAPWON, TTOAUXPWHATOPIAa

« AlKTUOEPUBPOKUTTAPWON

+ Meiwon tng aAKAAKAE @WOPATACNE TWV TTOAULOPQOTTUPHVWY

+ Av€non ¢ LDH

+ Meiwon twv antooeaipivv

« Aoo@atptvoupia, atpoaoidnptvoupia

+ 218N POTEVIKH QVAIUid, AVETTAPKELD GUANIKOU

» Euprjuata puehol Twv ootwv

+ MotwkiNouv amd unepmAacia TN epuBPAC OElPAG PéXPL UTTOTTAACIA UE
€NAXL0TN 1} KATA TOTTOUG AlpoToinon

- Yrmom\aoia rj am\acia piag i mEPIooOTEPWY HUENKWY CEIPWV

+ Auénuévog aplBpdG HOOTOKUTTAPWY (AVAQEPETAL ATTO PEPIKOUG)

Kapudtumog

+ JuvRBWG PUCIONOYIKOG

Eibikéc e€etdosic

+ Auénuévn guaioBbnoia Twv epuBpwv otn AVoN Ao TO CUUMARPWHA,
TToU gvepyoToleital pe ovomoinon Tou opou (Gokipacia Ham), Yuxpd
avtiowpa, coukpaln, OpopPivn | SnANTRPLO KOUMPAG

+ AvaAuon PE KUTTOPOPETPIa ponG Twv ouvdedepévwy pe GPl mpwTeivwv
™G HEUPPAVNG OTA KUTTAPA TOU TIEPIPEPIKOU A{ATOG KAl TOU HUEAOU,
oTa omoia BpiokovTal ENATTWHEVES

+ EpuBpd aipoopaipia pe amouaia tou CD55 r kat tou CD59 pe tn xprion
HikpoowAnvapiwv YéAng sephacryl
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ppalovtal wG MOCOoTO TWV APVNTIKWY KUTTAPWY, EVW TO
ENEPPA OswpeiTal onUAvTIKO 6Tav Ta apvnTIKA KUTTapa
urtepfaivouv 1o 5%. Ma TIC ApXIKEG MEAETEG cuvioTATAL
0 é\eyXo¢ Touldyxiotov Svo GPI mpwTeivwy, yla va aro-
KAeloTel N mMBavoétnTa OTL N KAWIKA ékppaon Oev gival

T T
e I i
[ i
I I
1 i
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i |
i |
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Ewkoéva 5. Avixveuon CD59 o€ uaotoloyikd epuBpd (Avw) kat og aoBevr
UE VUKTEPIVH TapOo&UVTIKN atpoo@atptvoupia (NMA) (kdtw). Epgavifovtat
TPEIG TANBUGOI KUTTAPWY VUKTEPIVIG TTAPOEUVTIKIG AIHOC@AlpIVoUpiag
(NOA1II: MARpng amoucia, NMA I: Quaiohoyikr ékppacn, NIMA II: Evdidueon
£kppaon popiwv CD59). (A6 Navenot et al. Rev Fr Transf Hemobiol 1993,
36:135 tpormomoinuévo).

Eey Name

B coss

[} 359

B Giycophorin A
- Contral

Log fluorescence

Ewkova 6. Kuttapopetpia epuBpwv 0Tn VUKTEPIVH TTAPOEUVTIKN dlpO-
oatpivoupia (NIMA). Avduon gpuBpwv yia ENepn CD55, CD59 kat
Glycophorin-A (CD235a). Ta @uacioloyikd kat ta epuBpd NIMA (CD55 kat
CD59) paivovtal oTo 1oTdypappa. To 10Tdypappa Katw Se€1d Seixvel TpeIg
mANBuopoUG pe ENelpn CD59 (I: Ductohoyikdg, II: Mepikr ENNewpn, 11
MARPNG ENewpn). (Amé http:www.hmbs.org.uk/pnh_review.html).
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MoAupopgomiupnva

Ewkova 7. KuTtapopETpIKr avaAuon EpuBpwv Kal TTOAUHOP@OTTUPHVWY
a0OEVWV PE VUKTEPIVH TTAPO&UVTIKN aigoo@alpivoupia. H avdluon Tou
aipatog aoBevoug Pe VUKTEPIVH TTAPOEUVTIKY aloopalpvoupia (Avw)
Seiyvel peydho mocootd pubpwv Kat TONUHOP@OTIUPHVWV UE ENNEIYN
GPI-APs. To T0o000TO TwV MOAUHOPQOTIUPHVWY HE ENNEIPN (96%) ival
UPNAGTEPO aTTO EKEIVO TWV EPUBPWV (72%) AOYW TNG EKAEKTIKAG AUONG
Twv £pUBPWV amd To cupmAfipwia. (A6 Parker et al. Blood 2005, 106:3699
TPOTTOTTOINUEVO).
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Ewkdva 8. Kuttapopetpia porg TOAUHMOP@OTIUPHAVWY OTN VUKTEPIVH
Tapo&UVTIKH aipgoo@alpivoupia. Ta moAupop@omupnva emiéyovtal (Avw
aplotepd, epubpn) meploxr) Kat availovTal yla ékppacn CD16, CD55
Kat CD66 (katw). Mapatnpouvtal 500 TANBUCHOI (PUCIONOYIKOG KAl PE
KAWVO VUKTEPIVIG TIAPOEUVTIKAG Alocpalpvoupiag). (Amé http:www.
hmbs.org.uk/pnh_review.html).
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Ewkoéva 9. Ekppaon CD55 kal CD59 ota moAupop@omnupnva mapousia
KAWVOU VUKTEPIVAG TAPOEUVTIKAG alpoo@alpivoupiag. (Aro Speletas et
al. Arch Hellen Med 2007, 24:398).
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AMOTENEOUA KANPOVOUIKNG HEHOVWHEVNG EANEWPNG Hiag
povo GPI mpwteivng.* Me Tnv KUTTAPOUETPia porig Umopsi
va KaBoploTei pe akpifela N avaloyia Twv KUTTAPWYV TToU
Mapouctalouv AVETTAPKELA AUTWV TWV TTPWTEIVWY, KABWG
Kal To emMimedo TNG EKPPAOCKIG TOUC TOoO oTta £puBpd oo
KAl 0Ta TTOAUHOP@OTIUPNVA Kal OTA AEUPOKUTTAPA TOU
TIEPIPEPIKOV aipatoc. Ta epuBpd He TANPN EANEIYN TWV
CD55 kat CD59 ovopdlovtal epuBpd tumou NIMA I, Ta epu-
Opd pe HePIKN EANEIYPN —TTEPITTOU TO 10% TNG PUCIOAOYIKNAG
ékppaonc— ovopdlovtal tumou NMA Il, evw Ta epuBpd pe
PUOI0NOYIKN ékppaon ovopdlovtal Turou NIMA I. Emeidn
amd 1o MOCoO0TO TWV KUTTApWYV TUmou NIMA e§aptwvtal
1600 N TTPOYVWON 00O Kal N BEPATTEUTIKY AVTILETWITION,
QTTAITEITAL KUTTAPOUETPLIKN avAaAuon uPnAng evaiocdnoiag
ano eI8IKEVUEVA EPYACTIPLA, TA OTTOIA LETPOUV AKOUN KAl
TTOAU UIKpoUG MANBuGoU¢ KuTttdpwy NMA (<1%).

H oUykpion tng Sokipaciac Ham e to aivétumo twv
€£PUOPWV KATA TNV KUTTAPOUETPIO PONG UE TN XPNHON AV TL-
owpatog anti-CD59 Seixvel TV UTTAPEN KAAAG CUCXETIONG
Twv SUo peBdSwv. EvtouTolg, dtav untdpyel UPNASG aplOpog
Kuttdpwv NMA TUmoU Il, N EvaleOnoia TG KUTTAPOUETPIag
gival oAU peyalUTtepn ano ekeivn tng dokipaciag Ham.
3 € avtiBeon pe tn Sokipacia Ham, pe TNV KUTTAPOMETPIa
umopei va SiamotwOel EANePn Twv GPI-MpwTeivwv OxL
uévo ota €pubpd aAAd Kal oTa TTOAUHOPPOTUPNVA, OTA
HOVOKUTTAPA, OTA AEUPOKUTTAPA KAl OTA AIPHOTIETAAL,
Tap€XovVTag MANPOYPOPIES yia TO PéyeOOG TOU KAWVOU TNG
NMA. To mocooTtd Twv MoAupop@omuprvwy Toou NIMA
OTO TEPIPEPIKO aipa avtavakAd mlavoév o a&lomota
TO TIPAYHATIKO péyeBog Tou kKAwvou tng NMA. 'Etol, n
METPNON TWV TTOAUHOP@OTTIUPAVWY UE AVETTAPKELA TWV
ouvoedepévwy pe GPI mpwTeivwv eival xpriotun ya tnv
mapakolouBnon tTwv acBevwv pe NIMA, vy MocooTto
névo 20—-50% twv acBevwv pe NIMA eugavilel avenmdpkela
AUTWV TWV TIPWTEIVWV OTA AEUPOKUTTAPA.

H kuttapopetpia pong amoteAei Tn péBodo emAoyng
yla TNV avixveuvon Twv KAwvwv NIMA.%° Alevepyeital oto
TEPIPEPIKO aipa 1] OTO MUENS Kal €XEL TNV IKAVOTNTA
avixveuong UIKPWV MANBUCUWY KUTTAPWY TOU AilaTOg
UE oAIkN 1} pEPIKR EAAEYPN Tou CD55 ) kat CD59 kupiwg,
evw kaBopilel kal To TOCOOTO TOU TTABOAOYIKOU KAWVOU.
Eival onuavtikd va onpeiwBei evtouTolg 611 n MOCOTI-
Kr €KTiMNoN Tou peyéBoug tou kKAwvou NIMA umopei va
EMNPEACTEl ATTO TNV AVAYKN IKAVWV PETAYYIOEWV KAl TNV
AlpdAUon, TTOU HUEIWVOULV TO TIPAYHUATIKO TTOCOOTO TWV
maBoloylkwv EpuBpwv oTNV KUKAo@Oopia. ETol, yia cageig
TIANPOYPOPIEC YIa TO TOCOOTO TwV £puBpwv TUTToL NIMA
N METPNON TIPETIEL va YivETAL TTIPIV Armd Tn PMETAYYIoN Kal
TOUAAXIOTOV 1 prva PETA (e@ooov BERata uTTAPYEL KAIVIKA
ao@alela yia tnv amouyn tng). Paivetat 6T1, og GAOUG TOUG
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aoBeveig, o MaBoAoyIkOG KAWVOG HETABANAETAL CNUAVTIKA
oe Sldgopeg meptddoug mapakolovBnong tng vooou. e
AUTEG TIG TIEPUTTWOELG €ival TTIPOTIHOTEPN N avAAuon TwWV
SIKTUOEPUOPOKUTTAPWY Kal TWV AEUKWV AlHOC@PAIPiWYV
yla Tov mpoodioplopol Tou kKAwvou NIMA.

Y16 Slepevivnon PpiokeTal orPEPA N TTOCOTIKN EKTIUNON
Twv MaBoAoyikwv MANBUCUWV PE agpolucivn —togivn TTou
ekKkpiveTal and Tnv Aeromonas hydrophila— cuvdedepévn
pe @Bopdxpwpa (fluorescent labeled aerolysin, FLAER). H
0oUCia AUTH KATACTPEPEL TA KUTTAPA META amd oUvOeoN
NG pe umodoxeig GPI tng pepBpdvng kat Snuiovpyia Ka-
vaAlwv. Ta kottapa tng NMA sival avBektikd otn §pdon
TNG O OUYKPLON ME TA PUOCIOAOYIKA KUTTAPA.®

Me TNV KUTTapPOMETPIa pong UImopei va aveupebBouv Kal
CD34* kUTtTtapa pe EANAepn CD55 1y kat CD59. EvtouTolg,
n avdiuon autrj Sgv gival amapaitnTn ylia TNV oploTIKA
Stdyvwon tng NIMA.%2

3.2.'EAeyxo¢ petalhd&ewv PIG-A

Onwg avagépOnKe, N AVEMAPKEID TWV TIPWTEIVWV
GPI otoug aoBeveic pe NIMA o@eiletal og pia emikTNTN
CWMATIKN LETANAAEN oTo Yovidio PIG-A, evw n Sidyvwon
™n¢ NIMA yivetal pe tnv avadntnon piag n meplocoTépwy
pHETAANAEEWV. [Tpog TO MapOV, AOyw TEXVIKWV SUCKOAWY,
0 €AeyX0G auTog yivetal oxedov poévo yla €pguvnTIKoUG
okomoUg, aANd Pe TNV P00 TNG TEXVOAoyiag mbavov
OTO HENNOV VA KATAOTEL akoun kat uéBodog pouTivag yia
™ Siayvwon tng NIMA. 36364

3.3. MikpoowAnvapla yéAng sephacryl

H avixveuon twv epuBpwv pe amouaia tou CD55 A kal
Tou CD59 pe TN xprion HikpoowAnvapiwv yéAng sephacryl
KAl HOVOKAWVIKA aVTICWHATA KAT AUTWV TWV avTIyOovwv
@aivetal va gival pia oAU KaAn, Taxeia, @nvn kKat anmini
nUImoooTik HéBodo¢g yia tn Sidyvwon tng mapouasiag
OTO TIEPIPEPIKO Aipa TTANBUCUWY EpUOPWV AlocPAlPiwY
TOmou NIMA. -8

H avixveuon twv €puBpOKUTTAPIKWY TTANBUCUWV PE
ENepn twv CD55 kat CD59 yiveTal ye Tn Xprion Tou cu-
OTHMATOG HiIKpoTuTionioinong o€ YéAN sephacryl (DiaMed-I1D
Micro Typing System-PNH test). Xpnowuomolgital AePikd
aiua og EDTA-K;, v n Sokipacia mpaypatomnolgital péoa
OTIG TIPWTEG 6 WPEG amd TN ANWn Tou Seiypatog. ApxIKd,
TapAocKeVAleTal evalwpnpa epuBpokuttdpwy 0,8% (V/V)
o€ pLOUIOTIKG SIAAUPA XAPNARG LOVTIKG loXV0G 0,8% (ID-
diluent 2, modified LISS) og Oeppokpacia Swuatiov. Ztnv
Avw EMPAVELQ TPLWV HIKPOOWANVaApiwv TormoBeTouvtal 50
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UL Tou evaiwpripatog Twv £pubpwV aAlpocEAIpiwY TTOU
nepleixav YéAn sephacryl pe kovikAelo avocoo@aipivn
KATA TTOVTIKOU. 3TN OUVEXELQ, 50 UL pOVOKAWVIKOU avTi-
avOpwmivou CD55 (clone BRIC 216), CD59 (clone MEM
43) kat ID-PNH-apvntikoU pdaptupa (pubuiotiké Sidhuua
apaiwong, dilution buffer, yia anti-CD55 kat anti-CD59)
ToroBOEeTOUVTAL OTA AVTIOTOIXA HIKPOOWANVApPLA. AKOANOUBE(
enwaocn otoug 37 °C yia 15 min Kal guyoKévTpnon ota
126 g ya 10 min oe ID-@uyokevipo 245 (CE conform,
DiaMed-Hellas Ltd).

O1 puolo)oyikoi epuBpokuTTAPIKOi TTANBUGCHOL, TTOU PE-
POULV OTNV EMPAvVEeLd Toug CD55 i CD59, mapaupévouv otnv
KOPU®HN TWV AVTIOTOLXWV HIKPOOWANVAPiIwV cUVSEOUEVOL
HE Ta owpaTidla TG YEANG (BeTikoi mMAnBuouoi). AvtiOeta,
Ta epuBpd aipoo@aipla pe amouoia Twv avtlyévwy CD55 1y
CD59 &gv mapouacialouv cUYKOAANoN kat kaBi{avouv oTov
MUOUEVA TWV PIKpoowAnvapiwv (apvnTtikoi mAinBuopuoi). Otav
avixvevovtal BeTikoi Kal apvntikoi mAnBuopoi, éva puévo
TURMA TOU aplBUoU TWV EPUOBPOKUTTAPWY EPaviel TNV
ENNEWYPN TOU HEAETWHEVOU AVTIYOVOU. X € ApPXIKA TTEPAATa,
xpnotpomowwvtag Sidgopa peiypata (75%, 50%, 25% kat
10%) epuBpwv alpoopaipiwv acBevwv pe NIMA kat TAfipn
amouocia Twv CD55 kat CD59, kat cupfatwy epuOPOKUT-
TAPWV PUOIONOYIKWV ATOHWY, BpéBnke OTI umopovcav va
avixveutouv MAnBucpoi epuBpwv pe ENAelPn tou CD55
1} Kat Tou CD59 o€ Mocoo1d 10% Kal Avw TOU GUVOALKOU
aplBuovL Twv gpubpwv atpoogaipiwv. H a§loAdéynon tng
Tapouciag Twv UMOTANBUCUWV EPUOPOKUTTAPWV TIPAY-
patomoleital and Svo aveAPTNTOUG TAPATNENTEG Kal
eKQPALETAL NUITOCOTIKA WG 100%, 75%, 50%, 25% kat 10%
TOU CUVOAOL TWV gpUBPWV (elkOve 10—12).

loTtopikd, ol MTapaKATW SOKIPACIEC XpnoipomoOnKav
w¢ adpdg €Neyxog N Kat yla empPeRaiwon tng Stdyvwong
¢ NMA, deikviovtag tnv maboloyikry euBpavotéTNTA
TwV EPUOBPOKUTTAPWY OTN AUTIKH SpACn TOU CUPTTANPW-
patog. Ot SoKipaoieg autég €xouv oxedov eyKaTalelPOEe(
SlayvwoTikd, emeldn) Sev gival evaioOnTeg kal givat Atyotepo
akplPeic oe oxéon Pe TNV KUTTAPOUETPIa pong.5?

3.4. Aokipacia Tou o vioBévtog opou

H mAéov a&idéoyn eival n Sokipacia Ham, katd tnv omoia
Ta £puBpPA alpooPaipla Tou acBevolg enwdalovtat yia 30
min oToug 37 °C ue MPOO@PATO 0PO CUMBATOU PUCIOAOYI-
KoU atdpov, o&vicBévta £€Tol WoTe To pH va Kupaivetal
anod 6,5—7, kal oTn ouvéxela PHETPATAL N EmakoAouBovoa
apoAuon (k. 13). H guaioBnoia tng pebddou auv€davel
onuavTikd pe tnv mpoodrikn MgCl, (teAikr} cuykévtpwon
4 mmol). H BapUtnta TnG aipodAuong avtikatontpifel Tnv
avaloyia Twv maboAoyIKwY £pUBPWV AlOCPAIPIWV. XTIG

[ X. MEAETHX kot ouv

napanmdvw ocuvOrikeg Sev epgavifetal kaBoAou Aon Twv
£pPUBPWV TOU PAPTUPA. ITIG AUPIBONEG TTEPIMTTWOELS, OTTOU
0 MaBoAoyIkOG MANBUGUSG gival TTOAU HIKPOC, N eualodnaia
NG Sokipaoiag avdvel av xpnotpomolnBolv veapd gpu-
Opd alpoo@aipla, OTIWG eKEiva TNG UTTIEPKEINEVNG OTIRASAG
META amd @uyokévtpnon. H Sdokipacia dev sival 18ikn

yia tn NMA, mapd pdvov otav eival BeTikry emiong otov
o€ vioBévTa 0pd Tou AoBEVOUC (LEPIKEG POPEG AUTOUATA

b, 4
Eikéva 10. AoKipacia VUKTEPIVAG TTAPOEUVTIKAG AIMOC@AIPIVOUPIag
o€ YéAn sephacryl. Ot uaciloloyikoi epuBpokuttapikoi mMAnBuopoi mou
@épouv oTnV eM@Aveld Toug ta CD55 kat CD59 cuvdéovtal pe Ta ow-
patidia TnG YEANG, péow tng ouvdeong CD55/anti-CD55/kovikAelog IgG
11 CD59/anti-CD59/kovikAelog IgG Kat Tapapévouv otnv Kopuer Twv
HIKPOOWANVapiwv.

MIRL | DAF | eu
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Ewkova 11. Aokipaoia VUKTEPIVAE TAPOEUVTIKAG Aloo@alplvoupiag o
YéAn sephacryl. Ta epuBpd aipoopaipia mou gugaviouv amousia Twv
avTyovwy CD55 kat CD59 Sev mapouctdlouv GUYKOAANON LE Ta owpaTidia
NG YéANG Kal KaBi{dvouv otov muBuéva TwV HIKPOOWANVAPIwV.
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PNH 75% 50% 25% 10% norma

Eikéva 12. AoKIpaoia VUKTEPIVAG TTAPOSUVTIKNG ALLOCPALPIVOUPIAG
o€ YéAn sephacryl. Xpnoipomolwvtag peiypata (75%, 50%, 25% kat
10%) epUBPWV AIHOCPAIPIWV ACOEVWV PE VUKTEPIVH TTAPOSUVTIKA al-
pHoopalpvoupia, pe MARPEN amouasia twv CD55 kat CD59 kat cupfatwv
EPUBPOKUTTAPWVY PUOIONOYIKWV atdpwy, Bpébnke 6TL pmopovoav va
avixveutouv MAnBuopoi epuBpwv pe ENNeYn Twv CD55 1) kat CD59 og
mM0000TO 10% Kal dvw Tou GUVOAIKOU apIBOU TwWV £pUBPWV Alpoc@al-
piwv. H mapouaia twv empépoug umomAnBuouwv aloloyeito amd Svo
ave&ApTNTOUE TTAPATNPENTEG KAl EKPPALOTAV NUITOCOTIKA WG 100%, 75%,
50%, 25% Kat 10% Tou GUVOAOU TwWV EPUBPWV.

Py d 4 5 6

< W . 3 -
Ewoéva 13. Aokipaoio Ham. Ta maBoloyikd pubpd aipooaipia (aplotepd)
Seixvouv oNUAvTIKA ApodAuon Ue TN HeCOAABNON CUUTTANPWUATOG O
o&vio0évta mpdopato opd otoug 37 °C. H mpoBépuavon Tou opou adpa-
VOTIOLE( TO CUMMAR pWHA K1 £TOL Sev epgavileTal AU Twv TTABOAOYIKWV
KUTTApWV (1, 4: un o&vioBeig, 2, 5: 0&vioBeig, 3, 6: adpavomoinuévog). (Ao
Adattatada Pasquinelli F. Diagnostiche e Techniche di Laboratorio).

XwpIG UTTAPEN CUPIMANPWHATOG, agoU ival PN evepyoq),
apvnTikn otov adpavorolnuévo opo PeTd anmd Bépuavon
Kal apvnTIKR av o oIVIoHEVOG 0pd¢ Tou acBevolg SoKi-
paoTtei oe @uotoloyika gpuBpd. O1 mapamdvw XapaKTh-
PEG AMOKAgioUV TIG SIAPOPEG KANPOVOUIKEG 1) ETTIKTNTES
O@AIPOKUTTAPWOELG AVOCGOAOYIKNG ApXAG, TTOU UMopEi va
Sdwoouv BeTIkA pa ocuvnOn Sdokipacia Ham. H Sokipacia
Ham givat emiong BeTiKA oTIg SuoEPUOPOTTOINTIKEC AVAIIES
TUnou Il (HEMPAS), aAAd givat apvnTiKr av xpnotpomnoinei
0 0POG TOU ACOEVOUG KAl HEPIKWV QUCIOAOYIKWV ATOUWY,
evw gival apvntikn n dokipacia coukpdlng.5283

465

3.5. Aokipaoia alpdiuong o coukpoln

Ta epuBpd Tou A0BEVOUG Kal pia PiKPr) TTooOTNTA 0pOoU
enwdlovtal og SiIdAupa ocoukpodlng XAUNANG LOVTIKAG
loXVO0¢, N omoia evoSwWVEL TNV KABNAWGCN TOU CUUTTANPW-
HaTtog otn MEUPBpAvn Twv epubpwv. H evepyomoinon tou
OUPTTANPWHATOG TTou emoupPaivel amodidetal og avTtidpaon
avTlyévoUu-avTIoWHATOG I} OE EVEPYOTTOINON TNG EVOANAKTI-
KNG 0800 Tou CUMMANPWHATOC. H Sokipacia éxel peydin
onuaocia povov otav n atpdAuon givat >5%. Oa Tpémel va
gival OeTIKr| €MiONG OTO PUGCIONOYIKO 0p0, eV Ba TIPETTEL
va €ival BeTIKA o€ AlNOAUCGN AVOCOAOYIKNG apPXNG, OTav
XPenolpormoleital uévov o opodg Tou acBevouc.

H Sokipacia coukpolng gival pia amin kat evaicdntn
Sokipaocia. ‘Otav gival apvnTiKy, AMOPAKPUVEL amd TN
Stdyvwon tng NIMA, ektdg €dv mpdKelTal yla acBevri mou
€XEl JETAYYIOTEl TPOOKPATA 1 €XEl XpnolpomolnOei wg
AVTUTNKTIKO nrrapivn 1 EDTA.82-84

3.6. AoKipaoia Auong Twv epubpwv alpocalpiwv
pe Béppavon

MeTtpd tnv autéuatn AUon Twv epubpwV AlpocPAlPiwY
HE ERPAVION EPUBPWTING XPWONG TOU 0poL amod aipa mou
€xel TTAEEL Kal €XeL TAapaApEiveL Yia 3 WpeG o€ Beppokpaacia
37 °C. Eival pia moAU amnAn kat evaiodntn dokipaocia, aAAd
amofaivel emiong OeTIkr) TOOO OTIC KANPOVOUIKEG O@paAl-
POKUTTAPWOELG OCO0 KAl OTIG AIHOAUCEIG AVOCONOYIKNG
apxnc.t2%

3.7. Aokipaoia Avong amd YuxpoouyKoAANnTivn

3€ TTONU MIKPEG OUYKEVTPWOELG PUXPOCUYKOAANTI-
VWV OTOV 0pO, TIAPOUGCIa CUPTIANPWHATOC, eugavifeTtal
KaONAwon Kal evepyoroincn TOU CUMMANPWUATOG OTd
£puBPQ, ue amotéAeopa Tn Avon Toug. H Sokipacia autn
gival BeTikn ot S1APOPEG KANPOVOUIKEG KAl ETMIKTNTEG
SuoepubpoToIACEIG, AANA ETITPETEL TNV APKETA aKPIn
EKT(MNON TOU TTOCOOTOU TWV TTAOOAOYIKWY EPUOPOKUT-
TAdpwv oTIC TTEPIMTWOELG NIMA 828

3.8. AN\ec e€etaoslC

>T1G Baplég HOPPEG TNG VOOOU €ival XOpaKTNPIOTIKA N
peiwon tTNg SpaocTnPLOTNTAG TNG AKETUAOXOMVECTEPAONG
(AChE) Twv gpuBpwv alpoo@alpiwy, mou agopd Hovo ota
maBoAoylkd KUTTAPA TOU AipATOC, VW AmoucIAalel OTIG
TIOAU EAAPPEG HOPPEG. H SpaoTnpldtnTa TNG AKETUAOXOAL-
veOTEPAONC gival UNdevikr oTov MANBUCHIO TwV EpLOPWV
1oV gival mabooyikd euaicOnTa oto cupmARpwua. Auth
n MAnpo@opia umopei va §00s&i emiong pue avaiuon Twv
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€£PUBPWV IE KUTTAPOUETPIA POTiG, HE TN XPrION AVTICWHATWY
KaTd TNG XOAVECTEPAONG KAl EUPECO AvOCOPOOPIoUO, Ki
£TOL JE TN OUYKEKPIUEVN HEBOSO gival SuvaTh n TOCOTIKN
HéTPNoN TNES BaputnTag TG vooou Kat n eEENEN TNS. Mmopei
emiong va xpnotpomonBsi kat yia tn Sidyvwon tng vooou,
18aitepa dtav o MaBoAOYIKOG TANBUCUOC TWV puBPWV gival
TOAU HIKPOG. H e€€taon autr pmopei va avtikataotabsi
amo pia mo anmiry SOKIHacia 6To HIKPOOKOTIo OoPIcHoU
HE TN XPAon avtiowudtwy Katd tTng AChE kat epappoyn
@Bopifovta avtiopalpvikol opou.®?

4. EZENI=H KAI MPONQxZH

H g€€\i€n t™ng vooou e€aptdtal amd tn Bapltnta TN
avaipiag, Tn cuxvotnTta Twv ensloodiwv o&eiag aipodivong,
N BapuTNTa TNG HUEAIKAG AVETTAPKELAG KAL TNV EUPAVION
1} Oxt OpouPwTikwv emelcodiwv.

Mepikég TEPIMTWOELG TNG VOoOU TTapouctdlouv lol-
paia ékBaon og PEPIKOUG UAVEG 1] OE PHEPIKA Xpovia amd
™ S1ayvwon, v AANEG gival cuuBaTEG PE HaKpoxpovia
empPiwon (>20 €tn).*” H péon emPiwon Kupaivetal amo
10—15 €1, VW Ol CUXVOTEPEG altiec Bavdtou eival ot
OpopPwoelg (30—45%) kal ol algoppayieg (25—40%). H
OvntotnTa avépxetal o 5% mepinmou Kat’ €ToG. AUCPEVEIG
TIPOYVWOTIKOI TapdyovTeg OswpouvTal n avaipia pe atpo-
o@alpivn <9 g/dL, o apiBudg aipomnetaiinwv <150x10%L, o
ap1Buog moAupop@omnuprnvwy <1,5x10%L kat n nAkia >40
e1Wv. H mapoucia Opouponeviag péTplag Baputntag givat
éva ouxvo glpnua otoug acBeveic mou gupdavicav n Ba
gUavioouv enelcoddia OpopPwoswv.”

Mepikoi aoOeveig pe NTIEG LOPPES TNG VOOOU —TTEPITTOU
15% Ttwv acBevwv— dev eppavifouv MIMAOKEG Kal cuVAOWG
Sev €xouv avdAykn HETAYYIOEWV.” %222 MepIKEG (POPEG, Ol
aoBeveic mapouoialouv pakpoxpovia ULPeon TNG VOOOU
HE olyxpovn peiwon TG avaloyiag Twv maboloyikwv
KUTTAPWV OTO TIEPIPEPIKO aipa, evw UEPIKOl aoBeveig
SlaTNPOUV AKOUN YIa HEPIKA XPOVIA TIG XOPOAKTNPIOTIKEG
BlroMoyikég Statapayég TnG Kal pepikoi Aot epgavifouv
UTTOTPOTIA META amd Upeon AANOTE AAANG SIAPKELAG. 3TIC
TIEPIMTWOELG TNG VOOOU TTou TTapouctdlouv MAripn UPEan,
@aiveTtal 0TI 0 TaBoAOYIKOG KAWVOG —Yld KATTOIoV AyVWoTO
Aoyo— xAvel To MAEOVEKTNUA AVATTITUENG, OTTWG CUMPBaiVEL
OTO PUOCIONOYIKO HUEAIKO LIKPOTIEPIBAANOV.” 1022

& ANNeC TTEPIMTWOELG, N «KAAOIKN» NIMA e€eliooetal
O€ TIAYKUTTAPOTTIEVIA HE TTAOUCIO 1] AnMAACTIKO MUEAS TwV
00TWV. 210 10—25% Tepinmou Twv mepimtwoewv NIMTA n véoog
e€eliooetal og Seuteponadr amAaoTIKA avaipia.”s0-22

2mavia (0—4% oTIg SIAPOPEC OEIPEC) N VOOOG KATAANYEL

[ X. MEAETHX kot ouv

oe ofeia Aeuyaipia (cuvriBwg ofeia pn Agp@ofAacTikn
Aevxatpia, OMA), Tng omoiag Umopei va mponyeital pia
@daon puehoduomiaciag yia SiIdoTnUa HNVWV 1 Kal ETWV.
Emiong, éxel meptypagei kat n avantuén deutepomaboug
HUEAOIVWONG N AEUPIKNAG AeuXalpiag.510125286-88

Ot yuvaikeg pe NMA pmopei va epgavicouv cofapég
EMIMAOKEG Kal auénuévn voonpdtnta kat Ovnoipdétnta
(20—25%). X& TTOANEG TIEPITTTWOEIG N VOOOC SlaylyvVWoKeTal
Katd tn SldpKela TNG eyKLpPooUvNG (25% o€ pia avadpo-
MK HEAETN). H eykupoolvn Katd tnv mopeia tTng vooou
amoteAel attia emitaong TNG AlddAUONG Kal TNG MUENIKAG
QAVETIAPKELAG, KAOWG Kal aiTia Twv OpouBwTIKWY EMUTAO-
KWV, TWV AOIPWEEWY, TWV AlLoPPAYIWY, TOU eVOOUNTPLOU
Bavdatou Tou gufpUou Kal TWV AUTOUATWY ATTOBOoAWV. X&
AANEG TTIEPITTTWOELG, N EYKUPOOUVN evSéxeTal va Stadpdpel
Xwpic oo apég emMIMAOKEG Kal va yevvnOei éva TeAeldOunvo
@UOI0AOYIKO TTALSI.8%?° TuvIioTATAl CUCTNUATIKA AVTITTNKTIKA
Bepaneia pe nmapivn xapnAou poplakou Bdapoug idn anod
TN Slamiotwon TNG EYKUooUVNG KAl OTEVH TTApakoAoUOnon
ME ouvepyaaoia alpatoAdyou Kal YUVAIKOAOYOU.

5. NYKTEPINH MAPOZYNTIKH AIMOZ®AIPINOYPIA
NOY NPOHTEITAI 'H ZYNOAEYEI KAMOIA AAAH
AIMATOAOrIKH AIATAPAXH

5.1. AMAQOTIKN avalpia Kal VUKTEPLV TTApOoEUVTIKN
alpoopaiptvoupia

'Onwg avagépinke otnv KAWVIKA €lkova g NMA, n
oxéon petafL tng AA kat Tng NIMA eival oAU otevh. Av
kal ouviBw¢ N AA Sev xapaktnpiletal anmd tnv €MKpPA-
TNOoN KATolou KAwWVIKOU TANBucpoU, otnv e§€NIEN TG o€
AANOTE AANO XPOVIKO SIACTNUA UITOPEl VA EMITAAKE( UE
voonuata mov u@avifouv KAWVIKO XapakTipa, Omwe n
NIMA, Ta puehoduomAaoTtikd ocuvdpopa (MAY) kat n o€eia
N Agp@ofAactikng Asuxatpia (OMA).2>%° MeplIkéG popEG,
n NMA ekdnAwvetal katd tnv mepiodo évapéng tng amo-
KaTAoTaong NG Epubpomoinong ) ApKeTO XPOVo amno Tnv
EU@PAVION TNG TTARPOUC N MEPIKNAG Leong TNG AA (17-70
MAVEC) META amtd Bepamneia UeE AVTIAEUPOKUTTAPLKO 0p06.”
TeleuTaieg peENETEG £xouv Seifel OTLKOTTAPA PE PAIVOTUTIO
NIMA avixvevovTal P TNV KUTTAPOUETPIa pONG O TOCOOTO
10-57% Twv acOevwyv Pe AA,T731.6570-7476-8192 kypiw¢ PETA
amo Tn Xopriynon avoooKATACOTAATIKNG aywyniG. H NIMA
TToU avantuooeTal oe acBeveic ue AA ol omoiot éAafav
AvTIOUUOKUTTAPIKN o@alpivn 1; KUKAooTIopivn cuviiBwg
&€&V avnKeL 0TNV «KAACIKI» HOP@r), EVW ONol ol acBeveig
eu@Avicav HeTaANGEELG oTo Yovidio PIG-A mou Sev urrpxav
otav eixe tebei n Sidyvwon tng AA.% oAU onuavTiko yla
N SlEPEUVNON TNG oXéong Twv SUo voonudatwy Bewpeital
TO YEYOVOC OTL 0 MUENOG TNG NIMA OTIC in vitro KAANEPYELEG
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OUMTTEPLPEPETAL OTTWG AUTOG TNG AA, akoun kat étav Sev
gival umokuTTapIkoG (Tooo ta GPI- 6co kat ta GPI* apyé-
yova kKuTttapa gugavifouv ntwyxn avantuén.® Emiong, Ta
apxéyova alomoiNTIKA KUTTapa Kat Twv U0 voonuATwy
gp@avifouv mapopola avtoxr oTnV anomtwon.’? H peAétn
TwV Slapopwv KUTTapOoKIVWY €8e1€e OTI, Kal oTig SVO VO-
O0uG, 000 XaunAoTepa ATtav Ta emineda Tng alpoo@alpivng
KAl TWV AEUKWV AIHOC@AlpiwV TOoO UYPNAOTEPEG NTAV Ol
TIHEG TNG EpuBpoTToINTivNG Kat Tou G-CSF, evw Sgv unrpxav
ONUAVTIKEG SLaPOopPEC yia TNV IVTEPAEUKIVN-6 (IL-6), Tov
TNF-a, Tov mapdyovta avamtuéng Twv apx€yYovwy KUTTapwv
(SCF), Tov mapdyovta avantuéng Twv KOKKIOKUTTAPWV/
HovokuTtdpwy (GM-CSF) kat Tnv IFN-y*>% (eik. 14).

‘Onwc avaeépOnke nén, ta GPI- kutTapa dev gppavi-
Couv Katolo MAEOVEKTN A avAnTuENG oTo TTEPIBAANOV TOU
(PUCLOAOYIKOU HUEAOU KAl TTIIOAVOV O UTTOKUTTAPIKOG HUEAOG
TNG AmMAACTIKIAG AVALIAG TOUG TO TIAPEXEL, JE AMTOTENEGHA
Tov MoANamAactlacpd Kal TNV €MKPATNoN Toud.” To av
auTto OoPEiAeTAl OTNV IKAVOTNTA TOUG va «SlapeUYOUV»
and ™ Spdon Twv KUTTAPOTOEIKWY T-AEUPOKUTTAPWY
—éxouv unodoxeig GPl-mpwteivec— i oTn pelwpévn Spdon
TWV KUTTOPOKIVWV OTTOTEAEI AVTIKEIUEVO €peuvag. TNV
AMAQCTIKN aVAllia, N MUENIKN) QVETIAPKEID OPEiAeTal OE
AUTOAVOON KATAOTOAN TWV APXEYOVWVY KUTTAPWY amo
T-AEUPOKUTTAPA, N KATACTPOWIKA Spdon Twv omoiwv
UmopéEi va KateuBUveTal KATA TWV MTPWTEIVWV TNG «AYKU-
pag» GPI kat étol Ta GPI- apyéyova kuttapa gpgavifouv
MAgoVEKTNUA eMPBiwong Kal KAWVIKA avanTtuén, av Kal n
amoyn autr Mapapével akoua Bewpntikn.?”

5.2. MughoduomAaoTikd cUvOpopa KAl VUKTEPIVA
mapofuVTIKN aloo@alpivoupia

Ta MAXY amote oUV emiKTNTN KAWVIKN Slatapayr Tou
apx€yovou alpoTriolnNTikoU KuTTdpou Kal gugavifovtal
Kupiwg og nAkiwpéva dtopa. Xapaktnpifovtal and un
amodoTIKA AdljoTioinon, HE ATTOTEAECHUA TNV AVATTTUEN
Slapdpou BaBUOU KUTTAPOTIEVIWVY OTO TIEPIPEPLKO aiua,
TapPd To CUVABWC UTTEPKUTTAPIKO MUEANOS, KABWC Kal ard
HOPPONOYIKEG AVWHIAAIEG O€ Hia 1) TIEPICOOTEPEG KUTTAPIKEG
oelpéc. X1a MAZ €xouv meplypa@ei SIAQopeG KUTTAPOYE-
VETIKEG SlaTAPAXEC, OTIWE HOVOowia 7, 7g-, Hovoowia
5, 59-, Tplowpia 8 k.d., KABWC Kal poplakés PAAPeg o
mpwTtooykoyovidla (N-ras), oyKOKATACTAATIKA yovidia
(p53) kat petaypa@ikoug mapdyovteg (IRF-1, EVI-1) twv
AILOTIOINTIKWV KUTTApwV. Mepimou 1o 30% Twv acBevwv
He MAX ektpémovtal o ofgia Aevxaipia. ‘O\eg ol mapa-
navw Statapaxég kabwg kat n e€€NEN og ofeia Aevxaiuia
Twv MAX unmopéei va urmtodnAwvouv tnv UTapén KAmolag
YEVETIKAG EANEWPNC 0TAOEPOTNTAC OTOV TTAOOAOYIKO KAWVO.
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: Duolohoyikd KUTTapa
KAwvog NIMA

[ s ] ZwHatikn petdMaén PIG-A
Aldpkela Slatapaynig aipgomoinong

Eikova 14. Mepmtwoelg cuvduaouoU amiaoTIKAE AVAIUIOG KAl VUKTEPIVAG
mapofuVTIKNAG aipoopalpivoupiag (NIMA) avaloya LE TOuG GUGIOAOYIKOUG
Kat toug KAwvoug NIMA. (a) NIMTA: H owpatikr) LeTAANagn tou PIG-A mpokalei
HUENIKN avemdpkela, TTou, 6tav avamtuxBei o kKAwvog Tng NIMA, eppavilel
m\eovéKTNa avantuénc. (B) AmAaoTikr avaiuia e€eAdiooduevn oe NIMA: H
UeTAMaN Tou PIG-A akoAouBEl Tn HUEAIKT QVETAPKELD Kal £XEL APECO
m\eovékTnua. (y) NIMA e€ehiooduevn o€ andaotikn avaiuia: EEENEN TG
TEPITTWONG a, 6110V apxIKd o KAwvog NIMA givat apkeTd peyahog WoTe
VA KAAUTITEL TN MUENIKA QVETTAPKELD KA, TENIKA, O KAWVOG AuEAvETal VW
TIAPApEéVEL N LUENIKA avemtdpKela. (8) Amokatdotaon amé NIMA: O HUENOG
amokabioTatal evw pelwvetal o KAwvog NIMA.

EmumAéov, évdel€n umép autng tTng Amoyng amoTeAEl To
YEYOVOG TNG mapouaciag kKAwvou NIMA otoug aoBeveiq pe
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MAZ. H NMA umopei va mponyeital ; va akoAouBei tnv
EUPAVION TOU MAY %59 3 € HENETEG UE KUTTAPOUETPIA PONG
BpéBnkav gpubpd alpoo@aipla Kal ToAUHopP@OTTUPNVA
He @awvotumo NMA (CD55- kat CD597) o aocBeveic e
MAZX 6570.71.74.76-81.100,101 511¢ IEPIMTTWOELG AUTEC, ouvrBwg Sev
UTIPXE Oxéon HeTa&L TNG mapouaiag Tou KAwvou tng NIMA
KAl TNG mponynBeicag aywyng i Tou xpoévou Sidyvwong Tou
MAZ, evw BpéBnkav pia ] TEPLIOCOTEPEG UETAANAEEIG OTO
yovidio PIG-A."’ Mapd Ta mapanmdvw eVpruata, ol acOeVeiq
ouvribwg Sev gpgavifouv in vivo 1 in vitro apoiuon. H
Slagopd otnv Mapouocia atpdAuong HeTaly acOevwv Ue
MAX kat kAwvo NIMA kat tTng «kAaotkric» NIMA umopei va
€€NynOei anmod 10 yeyovog 1L n avantuén Tou KAWVoU TnG
NIMA Sgv guvoeital 0To HIKPOTIEPIBAANOV TOU HUEAOU TWV
MAZ. Anaiteital mepattépw €peuva yia tn SIEVKpivion TG
oxéong Twv 800 VOO UATWV.

5.3. Ofeia Aeuxatpia kat vuKTEPIVA TTAPOEUVTIKNA
alpoo@alpvoupia

H eupavion OMA oe aoBeveic pue NIMNA mapatnpeitat
O€ TTOOOOTO TIOU KUMAIVETAL KATA SIAPOPEC UEAETEG QMO
0-4%57%12 ka1l uMOPE( va avriKel 0€ OTTOIOVORTIOTE ATIO TOUG
UTTOTUTTOUG TNG KATtd FAB taivounonc.t4792-194 Qotdoo,
onavia ot acBevei¢ autoi mapouvctalouv alpodAuon Kat
gnmavep@avion tou @awvotumou NG NMA petd amd tnv
AR PN UPeon TNG vooou.’” Ot BAdoteg Tng OMAA eival
ouvnBwg CD55, evw N PETPNON TNG AAKAAIKNG @WOQATACNG
TwV AgukwV Sivel pelwpévn ) pNdevikn Tiun. Ta dedopéva
auTtd Seixvouv 0TI Ta AEUXAIUIKA KUTTAPA TIPOEPXOVTAL ATTO
Tov kKAWvo TN NIMA, yeyovog mou emBeBalwvetal katl amd
AANEG PENETEG, OTTOU PBPEONKAV AgUXAIUIKA KUTTAPA ME
ENMeWn twv CD55 kat CD59 og aoBeveic pe NIMA ot omoiot
ekTpAnnkav oe OMA."% Ytoug aoBeveic auTtoug, ol BAACTEG
gu@avifouv TTOANATIAEG HeTAANAEELC oTO Yovidio PIG-A,
o€ avtiBeon pe toug BAAoTECG TNG de novo OMA, evw dev
BpéBnkav KapUOTUTIIKEG AVWHIAAIEG TTOU va cuoxeTiCovTal
pe Tnv extporn TnG NIMA o OMA.

Qo1600, MONU peydlo evllagépov mapouotdalel n
mapouacia PAACTIKWV KUTTApwV HE ENAelpn CD55 rj kat
CD59 1600 o€ aoBeveic pe OMAA mou Sev gixav mponyou-
Hevo 1oTtoptkd NIMA 1} KAnpovouikn EAAelPn Twv CD55 kat
CD59 600 Kal og TTOANEG AvOPWTTIVEG KUTTAPIKEG OELPEG
AEUXAIUIKWY KUTTAPpWV.'%% H éXAewpn Twv Svo autwv
GPI-mpwteivwv gaivetal 6Tt o@eileTal €ite O PEIWPEVN
mapaywyn Tou avtiotolxou MRNA, gite o€ Statapayn tTng
BloouvBeonc tng GPI-aykupag Aoyw BAARNG Tou yovidiou
PIG-A. To moo0OOTO avixveuong KUTTAPWY HUE PaAIVOTUTIO
NMA (CD55-, CD59") avépxetal ato 10-20% Twv acBevwv
us OM/\A'65,66,68,71,74,75,78,80,707
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5.4. MughoUmrepmAaoTIKA cUVOPOUA KAl VUKTEPIVA
TapoUVTIKN alpoopalpvoupia

H NIMA éxel meplypagei o cuvduaoHO KUPIWG PE PUE-
Aoivwon, %1% gvw éxouv avagepOei mepIMTWoelg eEEMENG
™™g NMA og puehoeldry petamhacia ) KATmolo AANO pUE-
AoUmnepmAaoTikd cuvdpopo (MYZ). H Sokipacia Ham kat
ooukpolng éxouv Bpebei OeTikéG o€ €va TOCOOTO AoOeVWV
pe XMA kat puehoivwon?® kal oe aoBeveig e mpwtomadn
| Seutepomadn pUENOIVWON, EVW O PEPLIKOUC aoBeveic
TIaPATNPEOUVTAL EpYacTNPIOKA Sedopuéva atlpdAuong Xwpig
OeTikég Sokipaoieg Ham kat coukpdlng. EpuBpd alpoo@ai-
pla pe ENAepn twv CD55 1} kat CD59 €xouv avixveuTei o
aoBeveig pe MYX.573747278 [pdopateg HENETEG £6€1av OTI TA
avTiowuata Katd tou CD59 mBavov mpokaloLV Stdgopeg
eVOOKUTTApPLEG SlATAPAXEG, OTIWG EVEPYOTIOINCN TTPWTET-
vV pe §pdon TUPOGCIVIKAG KIvAoNG, @WOPOPUAIWCN TWV
urmoSox€wv Twv MPWTEIVWV p120 Kat Shc kal evepyomoinon
NG EVOOTAACHATIKAG KN EKKPITIKAG TUPOGCIVIKAG KIVAONG
Syk. H mapatripnon autr iocwg pmopei va e§nynoel to yati
ol aoBeveic pe NIMA, mou mapouaoialouv diatapaxr otnv
ékppaon Twv GPI-pwTEiVWY, cuUMEPIAAUBAVOEVOU TOU
CD59, ival evaicOnTolL OTNV EUPAVION PUEAOUTIEPTTAACTI-
KWV Slatapaxwv.

5.5. AgpoUmepmAaoTIKA cUVOPOA KAl VUKTEPIVH
Tapo&UVTIKN alpooalpvoupia

Inavia, éxel meptypa@ei e€€NEN TG NIMA og Aeppoinep-
TAAOTIKA Voo HaTa.2%%7% OQgtdoo, EANelPn Tou CD55 €xel
avapepBei og aoBeveic pe un Hodgkin Aépgwpua mou dev gixav
10TOoPIKO TIponynBeicag NIMA, evw €xel evTOmIOTEi peiwon
| amoucia Twv CD55 kat CD59 ota gpubpd alpoogaipla
aoOevWV PE AePPOUTIEPTIAACTIKA OUVSpOQ.586271747678 5 &
aoBeveic pe un Hodgkin Aéugwpa, mou éAapav Beparneia e
Campath-1H (anti-CD52 povokAwviké avtiowua), Bpébnke
STLamo TNV EM@PAveLd TwV T-AePPOKUTTAPWV amouaiale oxt
Hovo to CD52, mou givat pia GPI-mpwTteivn, aANd kat AANEG
TIPWTEIVEG TTOU cuvdEovTal PE TNV KUTTAPIKA HEMPBPAvVN
péow GPI-aykupag, 6nwg ot CD48 kat CD59. H poplakn
avAaAuon o€ autoug Toug acBeveic avédelfe pia HeTANNa-
&n oto yovidio PIG-A. Ta anoteAéopata autd otnpilouv
TNV unéBeon 6T n anevepyonoinon Tou CD52 pmopei va
odnynoel og eméktaon Tou GPI-KutTtapikol MANBUCHOU, pe
(PAIVOTUTTIKEG KAl HOPLAKEG SlaTapaxég OHOLEG UE EKEIVEG
mou mapatnpouvtal otn NIMA.

6. OEPAMEIA

Mpog 1o mapdv, ot epappolOpeVES BePATTEVTIKEG TTPOOTIA-
Oeleg Sev €xouv ATTOSWOEL TA AVAUEVOUEVA ATTOTEAECUATA.
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Av kal n péon emPiwon Twv acBevwv PE cuvTNPENTIKA
Héoa @Bdavel ta 10-12 xpovia, éxouv avagepOei apketol
mapdyovTeg Tou cuvdéovTal HE XEIPOTEPN TIPSYyvwon. Ot
mapdyovTeg autoi cuvNOwWS TTIPooPEpouV LIKpn BorBela
oTnNV ano@aon yla HETAPNOOXEVUON OTNV TTOPEiIA TNG VOOOU,
Qv KAl LEPIKOI TTAPEXOLV IKAVEG EVOEIEELS. YTTAPXOUV TECTEPIG
KUPLOl TTApAYoVTEG TTOU OXeTi(ovTal PE KAKH TIPOYVWOoN
Kat ot omoiol mBavov kabiotouv emPBeRANUévn TNV eQap-
Hoyn MeETApOOXEUONG HUEAOU. AuToi gival (a) N eppAavion
Opoupwaong (avaloya e TNV EVTOTTION, OXETIKOG Kivuvog
Oavdtou/RR=10,2), (B) n maykuttaponevia (RR=5,5), (y) n
petantwon oe MAX i ofeia Aeuxaipia (RR=19,1) kat (6) n
unmapén Bpouponeviag katd tn Siayvwon (RR=2,2).4° H
AANOYEVIG LETANOOXEVON PUEAOU TWV OCTWV gival crilgpa
n Hovn Bepareia mou umopei va odnynoel otnv iaon tng
vooou. Ot Tpoodol 0 AUTOV ToV TOUEQ, ATTO TNV EUTTEIRIA
OTNn METANOOYELUON TOCO OTNV AMMAACTIKH avaluia 6Go Kal
otnv ofgia Aeuxalpia, Ba emTpéPouv TNV €papuoyn TG
uebdb0ouL o€ peydho aplBpod atopwy PE Baplég HOPYES TNG
vooou. EEAANOU, N arTOTEAECHATIKOTNTA TNG AVTIMETWITIONG
Tou ouvdpopou Budd-Chiari pe mapatetapévn xopriynon
nmapivng 1 OpopBOAUTIKWY @aiveTal 0TI €Xel BEATIWOEL
YEVIKA TNV mpoyvwon Twv BpopPwTtikwyv eneicodiwv. Ot
anmapaitnTeg e€€TACEIG yia TNV a&loAdynon KAl TO XEIPICHO
Twv acBevwv avagépovtal oTov Tivaka 5.

6.1. Metayyioelg

‘Otav O¢ev gival ePIKTOG 0 €AEYXOG TNG KATACTAONG UE
ouyxopriynon KopTikoeldwv 1 avdpoydvwy, cuvioTdTal
KATOAOTOAN TNG £puBpOMOINONG PE TAKTIKEG HETAYYIOEIG.
Yneppoptwon odnpou ondvia mapatnpeitat emi NMA,
EVW OUVIOTATAl TOKTIKA UTTOKATACTACN QUAAIKOU 0&£0G
Aoyw avénuévwyv amaithoswyv. O1 petayyioslg pubpwv
evdeikvuvtal 6tav n avaiuia Sev yivetal KaAAA avekTh
(aipoo@aipivn <9 g/dL), kaBwg Kal yla TNV AVTIHETWTTION

MNivakag 5. Xpriolpeg eEETACEIG Yla TO XEIPIOUO ACOEVWVY UE VUKTEPLIVE
TapOo&UVTIKN Aloo@alplvoupia.

« Tevikn aipatog
« AlktuogpubpokUTTapa
« Tiur) LDH, xohepuBpivng, antoo@aipivwv opov

« Kuttapopetpiki avaluon epuBpwv (1 kat pe yéAn sephacryl) kat
moAupop@omUPVWV yia ENewpn CD55 ry kat CD59

« MeAétn c1dripou opoU (tiur opoy, TIBC, KopeGUOG TpavVoPpepivng,
@epitivn)

« Oupia kal KpeaTvivn aipatog

« EpuBpomointivn opou

« Alpootdnpivn oUpwv (évdel§n xpoviag aipdiuonc)
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piag Baptdg kpiong mapo&uvTiknig aipodluonc. Eival paAov
BéBalo 6TL 0 PUOIOAOYIKOG AIPNATOKPITNG AVACTENNEL ON-
MavTIKA TNV maBoAoyikn aipdAuon. Ot peTayyioelg yivovtal
UTTOXPEWTIKA PE TTAUPEVA HE PUOIONOYIKO 0pd €pubpd 1y,
KAAUTEPQ, PE KaTEYUYPEVA EpuBPA TTou emavabeppuaivovtal
KATd TN OTyun NG Xopnynong. Ot povdadeg aipatog Ba
TIPETIEL VA NV TIEPIEXOUV AEUKA, AIOTTETAAIA Kal TTAACUQ,
TIOU ATMOTEAOVV, AVTIOTOIXA, TTAPAYOVTEG KIvOUVOU aANo-
avoooTIoinoNG,% EVEPYOTTIOINGNG TOU CUMTTANPWHATOG KAl
OUVETIWG avénong TnG Avong, av Kat OAa autd Sev eival
TANPWC emPBeRaiwpéva.’ Mapd Tig Mapamavw MPoPUAAEELC,
urtdpxel MOAvATNTA Ol HETAYYIOEIG va EKAUOUV eTTEICOSIA
Bpoupwoewv, apou Sev gival yvwoTd av n mpoavagepOeioa
peTagopd GPIl-mpwteiviv ota epuBpd tng NMA mpayua-
ToTolEiTal in vivo Kal amd TToloug mapdyovTteg e€aptatal,
aq@ov in vitro emnpedletal anmd MOAAEG TTAPAUETPOUG, OTIWG
N CUYKEVTPWON AEUKWHATIVNG Kat AAaTtog, n Bgppokpaacia
K.A. H xopriynon aipatog givat empPBeRAnuévo va yivetal pe
@IATPO AgUKWV yla TNV TIPOANYN avtidpdoswy. Zuvibwc,
0 Kivéuvog alpoxpwudtwong otoug acBeveic pue NIMA mou
ATmAITOUV CUXVEG UETAYYIOELG €ival HIKPOG AOYyw TNG oUYy-
XPOVNG ANMWAELAG OI8POU OTIG TIEPUTTWOELG PE TIPOEEAP-
XOouoa aloAuon (alpoc@apvoupia/alpooctdnpivoupia), Evw
AMOTEAEl ONUAVTIKO TTPORANUA OTav N avalpia o@eiletal
KUPIWG O0TN MUENIKA aveMApKela.*

6.2. Avbpoyova

Avdloyn, kat emmAéov kat avaBoAikr) Spdon, £xouv Kal
Ta avépoydva, TTou XpnotpomolovvTal péva rj o€ cuvduacud
ME KOPTIKOEISH. H pakpoxpovia xopriynon avdpoyovwv
(0€uEBOASVN, HeTeVOAOVN 1} vTavalOAn e LPNnAéG S506-
OEIG) MOVWV 1] 0€ OLUVSUACUO PE KOPTIKOEISH, OTTWG OTNV
AVTIUETWTION TNG AMAACTIKAG avalpiag, Umopei va givat
amoteAeopaTikr kat otn NIMA, pe BeAtiwon OAwv 1 HEPIKWV
MUENIKWV Oglpwv. Mpo¢ To Mapov o pnxavioudg Spaong
Toug gival dyvwoTtog, aAAd mbavoloysital n avacTtoAn
TOu oupmAnpwpatog. Ta amoteAéopata gival KaAUTepa
OTIG MOPYEG TNG VOOOU HE TTAYKUTTAPOTIEVIA, TOOO ME
TTAOUGI0 OC0 KAl E TITWXO MUENS. YTIAPXOULV OPWC eVOEIEelg
611 auTh n Bepameia cuvoSeVETAl CUXVA AT EMiTACN TNG
aipdAuoNG Kal avénon TG EPPAVIONG KOIAIOKWY AAYWV Adyw
mOavng avénong Twv epuOPOKUTTAPWY e avemdpkela GPI-
TIPWTEIVWV KAl KATA CLUVETTEID av€nong TNE mMOavoTnTag
EUPAVIONG AIUOAUTIKWV EMEICOSIWV. 41113114

6.3. Zidbnpog

O1 aoBeveig ouxvd yivovtal c1dnpoTEeVIKOi Kal amatteital
uTtokatdoTtaon Tou eAAeimovTog o1drpou. Tooo n EANNeYN
o1éripou 600 Kal n xoprynon tov, IS1aitepa o MOPEVTEPIKN
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popery, cuvodevovtal amod €§apon TnNG alpdAuong, VW N
and Tou oTOUATOG Xoprynon ouxva dev emapkei, Sedouévng
NG ouvexoUG anwAelag olbripou and ta ovupa. H Beparneia
ue oidnpo ival cuvrBw¢ amapaitntn, agouv n oidnpore-
VIKN] avalpia gival cuxvry akoun Kat oToug acBeveig mou
Aappavouv petayyioelc. TOoo o armd Tou OTOUATOG OGO —Kal
TIOAU MTEPIOCOTEPO— O TIAPEVTEPIKA XOPNYOUHEVOG GidNPOog
YiveTal KOAA AVeEKTOC, av Kal €xel avagepBei emitaon NG
alpoéAuong IB1aITEPA PE TNV TTAPEVTEPLKN Xoprynon.**#’ Kat
oTNV MEPIMTWON AUTH, N AlHOAUO OPEINETAL OTNV AUEnoN
TwV TABOAOYIKWV £pUBPWV alHoCPAIPiWY UE EANEIYPN TWV
GPIl-nmpwteiviv.”™ H gppdvion aldoAuTiKiG avtidpaong 6a
MPEMel va avTIPeTWTTETAL e KOPTIKOELSH), avdpoyova Kat
UETAYYIOELG YIa KATACTOAN TNG epubpomoinong.

6.4. KopTikoeldn

H kAaoikn Bgpameutiky mpooéyylon otn NMA, po-
AovoTl éwg éva Babuo ap@iieyouevn, mepAapBavel tn
Xopriynon KopTIKOEISWV Yla TNV AVTIMETWTIION TNG ogiag
AIMOAUTIKAG KpioNng Kal TnG xpoviag atpoAuone. Ta kopTti-
koeldn) ep@avifouv Taxeia KAIVIKA] amoTeAeCUATIKOTNTA,
mBavweg avactéAlovtag tTn Spdon Tou CUUMANPWHATOC,
Kal XopnyouvTal KAl O€ WOELG AVA TAKTA XPOVIKA SlaoTh-
pata wg cuvTreNon.

Ta kopTikoeldn Mapéxouv dANote AAAN BorBela kal o
oplopévoug acbBeveic gaivetal va petptdlouv Tnv évtaon
NG AlOAUONG. X& HEPLKOUG aoBeveig (mepimou oto 40%),
&60on 0,25-1 mg/kg/nuépa BeATIDVEL TAXEWG TNV ALUONU-
ONn —AVACTOAR CUUTITANPWHATOC— KAl HEIWVEL TNV AVAYKN
UETAYYIOEWV. Z€ TTEPIMTWON AIMOAUTIKNG Kpiong n 6oon
g mpedvilovng mpémel va aufnBei. TEAog, avagpépetal
o6tiota 2/3 Twv acBevwv pe NIMA ou éNafav mpedvifdvn
mapatneEridnke peiwon Twv MabBoAoyIKwY EpUOPOKUTTAPWV
OTO TIEPIPEPIKO A KAl SEV EUPAVIOTNKE KaVEVA EMEICOSIO
alpoAuong, evw avénon TN alpoo@alpivng mapatneridnke
Hévo oTov évav anod autoug. 4’1314

6.5. Ae€tpavn

Qaivetal 611 n xopriynon &e€tpdvng, n omoia ava-
OTEAAEL in vitro TNV alpoiuvon Twv gpuBpwv NG NIMA,
Oa urmopouoe va Pelwaoel TTAapoSIKA Kal TNV dlpoAuon in
vivo."® QoTd00, N avéNon TWV AIHOPPAYIKWY ETTITAOKWV
urmodnAwvel 6Tt n BgpaneuTikiy autr emAoyr Ba Tpémel
HAANOV va eyKATOAEWPOEL.

6.6. EpuBpormointivn

Edv n oxetikn éAAePn gpubpormoinTtivnG CUVEICPEPEL
oTnv avaiuia, ot acBeveic Ba mpémel va Aapdavouv epubpo-
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moinTivn. QoTO0O, AMAITEITAL OTEVI) TTAPAKOAOUONOT) TOUC,
Sedopévou ot n Sigyepon tng epubpomoinong pmopei va
ouvodevetal amd €€apon NG alpodluong Aoyw Siéyepong
TOU KAWVIKOU ANBUGCLIOU €puBpPOoPAACTWV.

H xopnynon epuBpomolntivng €xel EQAPUOOTEl OE
Aiyoug acBeveic pe NMA Kal HUEANIKN QVETTAPKELA KAl €XEL
BpeBei aopalng kat mOavov Ikavr va auEAcEL TNV TIUA TNG
alpooalpivng, ave€aptNTwE Twv eMITESwy TN 0TOoV 0pd
Twv acBevwv.#*41 Mapodti ta emimeda TnG epubpomoiNTivng
oTov 0p0 Twv aoBevwv pe NIMA givat ouvriBwg avénpéva,®
n Xopnynon tng €xel EUVOIKO ATTOTEANECHA, EVOEXOUEVWG
AOYW TNG €KAEKTIKAG TNG SpAong OToUC PUGCIOAOYIKOUG
KAWVOUG TwV apx€YoVwV KUTTAPWV TNG EpuBpdg oelpdg,®
av Kal JImopEi va emiteivel TNV alpoluon Adyw avénong
Twv MABOAOYIKWV TTANOUCHWV £pUBPwWV.

6.7. AVTITINKTIKA

Ol avtaywvioTtég tTng Brtapivng K xopnyouvtal og
nepintwon Bpoupwong rj oe enanelhovpevn BpduPwon
oTa ATopa oV EUPaviCouv KOIAIAKA 1] 00@UIKA AAyn Kal
o epintwon ocuvdpouou Budd-Chiari, aAAA Ta amoTteAé-
opata givat ap@ifoia. Oaivetal OUWG OTL N TTPOPUACKTIKN
xopriynon Bap@eapivng (xwpic avtevdeielg) oe aobeveig pe
TANBLC OV TTOAUHop@oTTUPVWV NIMA >50% peiwoe Ta
OpopBoepuPolika emelcodia. 3238 Emeidry Ta anmoteAéopata
Twv HeAeTwv Sev gival emi Tou MAPOvToG oagry, Sev umdp-
XOUV aKOMN o8nyieg yla TNV €pappoyn tTNG avVTUTNKTIKAG
aywyng avaloya pe Toug mAnBucpoug NIMA, Tnv nAiKia, tTn
OUVEPYACINOTNTA TWV ACBEVWV KAl TNV TTAPOUCia AAAWV
ouvodwv voonudatwv. H nmapivn @aivetal 6T sivatl to
@APHAKO EKAOYNG Yla To 0&U ) To uto&y cuvSpouo Budd-
Chiari.**>3¢ H §paon tng amotelei avTtikeipevo Sixoyvwuiag,
evw omdvia €xel evoxomolnBei yia emitacn tTngG alpoiuong,
av Kdl To Yeyovog autod gival acuvnBeg. Metd tnv ofeia
@don kat Tn BeAtiwon TG KAWVIKAG, TNG EPYACTNPLAKAG
Kal TNG OTvONpoypa@IKig eIkOvag, n apxikn evOo@AERia
XOPNyNon NIapivng PImopei va avTikataotabei pe xopriynon
Bapypapivng (ue emBupNTS INR 3-4) j nmapivng xapnAov
HoplakoU Bdapouc. Ta OpopoAUTIKA —~OTPEMTOKIVACH ) OU-
POKIVACN— TIPOTIHWVTAL AlYOTEPO OE OXEON HUE TNV NITapivn
Katd TN S1dpKela TG oeiag pAaong, av Kal n xoprynon Tou
EVEPYOTIOINTH TOU IOTIKOU TTAACHIVOYOVOU (PAIVETAL VA €XEL
KAAQ ATTOTENECHATA, EVW PEPIKOL TIPOTEIVOUV OKTIVOANOYIKEG
eMEUPATIKEG TIPOOEYYIOELG. #0776

H 1Tpo@UAAKTIKNA QvTITNKTIKK Bgpareia katd Tn SidpKela
TNG EYKUHOOUVNG TIPETTEL va apyifel apéowg HETA amo Tn
Slariotwon TNG Kat va cuveyietat yia 6 mepimou eRSouddeg
META TOV TOKETO. MpoTipdtal n nrmapivn XapnAov poplakov
Bdpoug Aoyw TNG MIKPATEPNG OUXVOTNTAG EPPAVIONG Opou-
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Bomeviag and nmapivn o oxéon Pe TNV KAACIKN nrrapivn.
Ta avTITNKTIKA armo To oTopa avtevoeikvuvtal Adyw Tng
TEPATOYEVETIKNG SpAoNG Toug, EVW Umopouv va SoBouv
META amd TOV TOKETO.

6.8. XnueloBepaneia

Agv éxouv yivel mpoomndBeleg xopriynong éviovng xn-
HeloBepaneiag avaloyeg Ue ekeiveg TTou epapudlovTal OTIG
o&eieg Aevxalpies. H Bapltnta HEPIKWV HOPPUWV TIIBAVOV va
To amalutei, Xwpig Spwg va gival yvwotod av n emtevyOeioa
V@peon Oa €xel SIAPKELA PEPIKWY PUNVWV, OTIWG CUHPBaivel
OTIG Baplég emikTNTEG pUENIKEG SuoTAaoieg. Ot povoBepa-
Teleg pe xopnynon XAwpauBoukiing, pepKamTomoupivng,
BoucouApdvng, alabslompivng rj PivkploTivng gaivetal 6Tt
OTIavia TTAPEXOUV IKavoToINTIKA anmoteAéopata.’”

6.9. MAnveKTOUn

H Sievépyela oTTANVEKTOUNG TTPOSIAOETEL GE ONUAVTIKEG
AolwEELC kal BpopBwoElg, yI' auTd Kal CUVICTATAL HOVO OE
TIEPUTTWOELG UE TIOAU UEYAAN KAl CUUTTTWHATIKY S10YKWwoN
Tou opydvou.?

6.10. AvOOOKATAOTOATIKN aywyn

Ma toug aoBeveic mou Tadivopouvtal TN HOPPN TNG
vooou pe évtovn MueAkn amAacia (AA-NMA) kat dev
€xouv oupuBaTo ocuyyevh 86N ) Twv omoiwv N Katdotaon
Sev emTpémel TN SleVEPYELD HETAPOOXEUONG HUENOU, EXEL
€MIXELPNOEL N XOPYNON AVOCOKATACTAATIKAC AYWYNG HE
avTIBUHOKUTTAPIKA Ogalpivn, KUKAOGTIOPIVN 1} CUVOUACUO
TOUG. Ta amMOTEAECHATA Eival IKAVOTIOINTIKA, AKOLIN KAl Yla
Toug aoBeveig Tou avrikouv gite otn popery «<NIMA-AA» gite
aKkOUN Kal otnV «KAAoIKr NIMA»,"77178

6.11. Metapdoxeuon LUEAOU TWV 0GTWV

Epdoov n NIMA givat KAwvikr) véoog Tou ToAuSUvapou
ALUOTIOINTIKOU KUTTAPOU, N AAAOYOVISIAKH HETAUOOKELON
armotelel TN poOvN BepameuTIKA €MIAOYH TTOU €VEXEL TIG
npoUnoBéoslg iaong Tng vooou. Méxpl onuepa, n Peya-
NOTePN oglpd amd 220 Katayeypapupévoug acOeveig mpo-
€pxetal amd tn FaAAKn Opdda MeAétng. ATid Tnv opdda
autn, n péon emBiwon ATav 12 £€tn kat n afloAéynon
TWV aMmOTEAECUATWY TNG HETAUOOXEVUONG TIPOOSIOPIoE
TOUG TTAPAKATW TTAPAYOVTEG UE TIPOYVWOTIKN a&ia: nAtkia
>55 €TWv, 10TOPIKSG BpopPwTikov emelcodiou, e€ENEN o
TIAYKUTTAPOTIEVIQ, HETAPOPPWON o€ ogia Aeuxatpia, Opop-
Bormevia kata ™ Stayvwon.”” H Aiebvric Ouada Kataypa-
NG Metapooxevoewv MughoU Twv Octwv (International
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Bone Marrow Transplant Registry, IBMTR) avépepe OT1 n
mBavétnta SieTolg emiPiwong og 48 aocOeveic pe NIMNA ou
éNafav pooxevpa and cuyyevr cupfBatd §o6tn avepydTav
og 56%. H didpeon nAikia Twv acBevwyv Atav 28 €1n, eVvw
n MAgovOTNTA TWV BaVATWY TTAPOUCIACTNKE TOV TIPWTO
XPOVO HETA Tn petapooxevon.””” H Eupwmnaiky Oudda
Metapooxevoswv Mughot Twv Octwv (European Blood
and Marrow Transplant Group), oto mpoo@PATo cuvédplo
NG AMEPLKAVIKAG Alpatoloyikng Etaipeiag (2008), avakoi-
vwoe OTL N mMBavotnTta mevtagToug emfiwong givatl 70%
og acBeveig pe NIMA mou éhafav aAloyoviSiaKr HETAUS-
oxevon and ocuuPato cuyyevr §6TN. QoTOCO, oTNV oUdda
aut Twv acBevwv Pévo 1o 54% TANPOUCE Ta KpITHPLa
™G KAaoikng NMA. H Siapeon nAkia twv acBevwv ntav
30 €1n kat o€eia N xpovia vdoog Tou PHooXEVUATOG KATA
Ttou &eviotn (GvHD) gpgaviotnke oto 15% kat 20% Twv
aocBevwy, avtiotoixa.?’

H andé@aon yia petapodoxeuon puelou e§aptdtal ano
TNV KAWVIKN ETEPOYEVELA TNG VOOOU, TN PUOIKNA TNG loTopia
KAl TO cuVSUACUO TNG E CUVSPOUA HUENIKAC AVETTIAPKELAG.
H aAloyoviSiakry peTapdoyxeuon puelol anmd cupfatd
ouyyevn 861N 1} N OpOLOYOVISIOKH HETANOCXEUON KABWG
Kat n aAAoyoviSIaKr HETAPOTXEUON artd apxéyova KUTTapa
OM@PAAIOU AWPOUL PaiveTal OTL £XOUV SWOEL KAAA ATTOTENE-
ouata./’-123 H Qegparneia mpogTOoIUACIiag Yo TN HETAUO-
oxevon og aoBeveiq pe NMA-AA rrepihappdvel cuvduacuod
KUKAOQWOPAWIONG KAl AVTIAEUPOKUTTAPIKOU OPOU, EVW
Mo éviova oXNUaTa anmaiTouvTal yid TNV KAAoIK voéco
(mpooBrikn mpokapPadivng He i Xwpig xopriynon Boucoul-
@AVNG, @AOUVTAPAUTTIVNG 1] LOVO UE KUKAOPWO@ALISN 1 Kal
akTivofBoAnon), evw Sgv untdpxouv akopa cagr) Sdedopéva
Yla EQApUOYN NMIOTEPWV OXNMATWYV TIpoETOolaTiag. 2%
TAMEPQ, gival amoSeKTO 6Ti N aANOYOVISIAKN HETAUOOXEU-
on pugloL and andAuta HLA cupfato adedgd ri adehen
861N gival n Bepaneia ekAoyrig yia acBeveiq veapng nAikiag
10U €p@avifouv BapléG TTAYKUTTAPOTIEVIEG, ATTEINNTIKEG
yia T (wry OpouPwoelg, avOeKTIKN) AIMOAUTIKY] avaluia
TTOU OTTAITEl CUXVEG METAYYIOEIG KAl KAKONON peTATPOTH
Tl"IC VO’GOU-IO,HQJZO

QoT1600, APKETA AKOPN EPWTAMATA TTAPAMEVOULV avaTTa-
vINTa 000V a@opd otnv aAloyoviSlakn PETANOOKEUON
otn NMA. Adyw tng ampoPAenTtng e€€NENC TNG VOOOUL Kal
™ MBavOTNTAG AKOMN KAl auTOMATNG Upeong, Sev ival
Ca@EG Tola gival N KATAAANAN XEOVIKN OTIyn yia TN He-
TAPOOXEUON, av Ba TIPETTEL va XPNOIUOTTIOLEITAlL CUUBATIKO
1 EAATTWHEVNG éVvTaong OXNaA TIPOETOIACIAG, ApoU To
TeAeuTaio cuvoSeLETAL MO PIKPOTEPN TTEPIUETAMOCXEVTIKA
OvnootnTa aAAd kat ad evtovotepn GvHD, kat mota givat
n 6€éon tng aAhoyoviSlakng petapdoxevong amd HLA cup-
Batd pun HENOG TNG OIKOYEVELAG 1) TNG LETAPOOXEVONG ATTO
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un améAuta HLA-cupfato 86tn. Téhog, Sev gival cagrign
0£on TNG aAAOYOVISIAKNAG UETAPOOXEVONG META aTTO TN VEA
Suvatotnta epapuoyng eI8IKNG Bepareiag e avaoToAeig
TOU CUMITANPWHATOC, 61w To eculizumab. Ma tnv amdavtnon
O€ AUTA TA EPWTHHUATO ATTAITOUVTAL CUVEPYATIKEG UENETEG
peydAou aplBuou acBevwv. Ot evbeielg katl Ta dedopéva
NG aANOYOVISIOKNG HETAROOXEUONG OTOUG aoOeveiC pe
NIMA mapouoidlovtal GUVOTITIKA OTov mivaka 6.

MNivakag 6. ANOYOVISIOKH HETAPOOXEUCN OTOUG OOOEVEIG LUE VUKTEPIVE
TaPOEUVTIKH aloc@alpivoupia.

« MugAikn avendpketa — ouvdpopo NIMA/AA (uelwpévng évtaong
OXAHa TTPOETOIHATIAG)

+ MeiCoveg emmAokég oxXeTI(OpEVEG e Tn NIMTA

« Ynotpomdlouoeg, amelAnTIKEG yia tn {wr OpouBoguBolikég
ekONAWOELG

+ AVOEKTIKA AHOAUTIKA avatuia — e§aptnon amd petayyioelg
(oupPatikd oxr A TIPOETOINATIAG)

« ZNTAPATA TNG METAPOOKEVONG TIOU OXETICOVTAL E TNV UTTOKEIJEVN
véo0

+ 3€ OOLOYOVISIOKT) AANOYEVH) HETAPOOKEVON, CUMPBATIKSO OXAMaA
TIpOETOIATiag

« Aev umdpyouv e18IKEC yia TN NIMA avemBUUNTEG eVEPYELEC ETA amd
™ peTapdoxeuon

« Juxvotnta coBaprg oeiag GvHD ~35-40%
+ 2uyvotnta xpoviag GvHD ~35%

« YuvoAikn Sidueon emBiwon og petapdoyevon anéd HLA-ocupfatod
ouyyevr 66tn 50-60%

NMA: Nuktepivi mapo&uvtikn aipoogaipivoupia, AA: AmaoTikr avaipia, GvHD:
No6oog pooxevpatog Katd Tou EevioTn

6.12. AvaoTOAE(C CUUTTANPWHATOC

AoV n aipoAuon gival amotéAeopa SpAong Tov GUUTAN-
PWHATOG, N AVAaoTOAN AuTAG TNG Spdong PpaiveTal AOYIKOG
OepATEUTIKOG OTOXOG. XTN AOYIKN] AUt ApXIoE TTPOCPATA
va gpapuoletal Beparneia pe avOpWMIVO LOVOKAWVIKO
avtiowpa evavtiov Tou KAdouatog C5 Tou CUMIANPWUA-
T0¢ (eculizumab).

Mpoopata, n xpnolpormoinon o acBeveig tou eculi-
zumab (Soliris®), evo¢ HOVOKAWVIKOU aVTICWHATOG KATA
Tou C5 1ToU AVAOTEAAEL TNV TEAIKN EVEpPYOTIOINON TOU
CUMTTANPWHATOG, PAIVETAL OTL EiVAL ATTOTEAECUATIKI) OTOUG
aoBeveig pe kAaoiky NMA. To @dppako Segixvel amoTtele-
OMATIKO OTOV €AEYXO TNG AIUOAUONG, HEIWVEL ONUAVTIKA
TNV avAykn PETAYYICEWY, HELWVEL TOV Kivouvo Bpoupwong,
BeAtiwvel tnv modétnTa (WG Kal YyiveTal KAAA aVeEKTO
mapd tov avénuévo Kivéuvo eupaviong Aolpwewv. e
uia perétn @dong lll, pe teAikd onueio a§loAdynong tn
Heiwon Twv petayyioswy, to eculizumab ouykpiOnke

[ X. MEAETHX kot ouv

ME €lKOVIKO @dppako (placebo) og 87 tuyxalomoinBévteg
aoBeveic pue NIMA. To eculizumab xopnyribnke ce d6on
600 mg eBdouadiaiwg yia 4 eBdoudadeg, akohouBoUuevo
amno 8éon 900 mg avd devutepn eBSoudda puéxpt TNV 26n
efdopada. Zrabepomoinon Twv emMméSwy allooealpivng
kal ane€dptnon and peTayyioelg emrteuxOnke oto 49%
(21 amod 43) twv acBevwv mou éNafav eculizumab kat
o€ Kavévav anod Toug 44 aoBeveig Tou €Aafav €IKOVIKO
@appako (P<0,001). Katd tn Sidpkela TnG PeEAETNG Ogv
Xopnynonke kapia petayyon avd acBevry otnv oudda
Tou eculizumab, og cUykplon pe 10 povadeg ava acbevn
oTnV opdda tou lkovikoL gpappdakou (P<0,001). Emiong, To
eculizumab e dTTwoe onuavTikda To Babud evdayyelakrig
alpoAuonc.*° Xe Seutepn HeAETN pdong I, To eculizumab
MElWOoE €MMioNG ONUAVTIKA TNV avAyKn Yld HETAYYIOEIG, KO-
Ow¢ Kal Tn ouxvoTNTa pPaviong Opoupwoewv.” Qotdoo,
10 eculizumab &gv @aivetal va gival amoTeAeCUATIKO 0TN
MUEAIKR avemdpkela TG NIMA.30-732

Avo eBbouddeg mipv amd Tnv évapén tng Bepaneiag
pe eculizumab oMot ot acBeveic mpémnel va gufoAialovtal
évavtl tng Neisseria meningitides, KaBw¢ n AvacToAr} Tou
CUPTANPWHAtog oto emninedo tou C5 audavel Tov Kivou-
vo avamntuéng AolpwEewV amd UIKPOOPYAVIOUOUG OTTIWG
n Neisseria meningitides kon n Neisseria gonorrhoeae. To
eculizumab givat ac@alég @Apako Kat KOAA AVEKTO, aAAG
TIPETIEL VA XOPNYEITAlL CUVEXWG, agol Sev Bepamelel TNV
urtokeipevn BAABN otn NMA. H cuxvotepn avemBuuntn
evépyela gival n ke@ahalyia, mou emoupPaivel oto 50%
Twv aoBevwy, ocuvnBwg HeTd and TNV mpwtn N\ Tn SgU-
TEPN XOPNYNON Kal TTOAU omavia otn ouvéxela. H miéov
emkivouvn avemBuuntn evépyela ival n onyaipia amno
Neisseria, pe etiolo kivbuvo gp@dviong 0,5% akoépn Kat
oTtoug aoBeveig ou €xouv euPoliacTtei. O epPollacpog
mnpénel va emavalapfBdvetal kdBe 3-5 xpovia epocov o
aoBevrig ouveyiCel va Aaupavel to eculizumab.’

O neplocoTepol acBeveig BeAtiwvovtal péoa og Ai-
YEG WPEG N NUEPEG PETA amd Tn AYN Tou eculizumab.
H mapakolouBnon toug Bacifetal o ENeyXo UE YEVIKN
aipatog, katapétpnon AEK, mpooSiopiopd LDH kat mAnRpn
Bloxnuiko éreyxo efdopadiaiwg Tig MpwTteg 4 fSouddeg
KOl OTN OUVEXELa pia @opd To pAva. H LDH smavépyxetat
TTOAU ypriyopa ota @uololoyikd emineda, evw ta AEK
mapapévouv oxedov mavta av§npuéva, kabwg ol acOeveiq
ouvexifouv va €xouv KArolo UIKpO Badud e€wayyelaknig
alpoiuong Adyw amopdKkpuvong €pUBPOKUTTAPWY HE
nepioosla C3 amnd to onAnva. Evéayyeiakn aipoéivuon kat
EMAVEUPAVION TWV cupTwpdTwy TNG NIMA mapatnpeitat
HOVOo 0TOo 2% TwV acBevwv Mou €Xouv avtamokplOei oto
eculizumab. Tumikd, autd cupPaivel pia ri SVo NUEPEG TPV
ano TNV €nopevn 800N Tou @APUAKOU Kal cuVoSeVETalL
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ano onuavTik avénon tng LDH. Av To gawvopevo auto
Aappavel xwpa o€ TakTikn Bdon, To pecodidotnua HeTady
TWV XOPNYNOEWV TIPETEL Va PEIWOEl oTIC 12-13 nUépEG 1
n &6on tou eculizumab va auénBsi ota 1200 mg kdBe
14 NUEPEC. 2 € MEPIMTTWOELG AOIHWEEWVY (TT.X. LOYEVWV) TTOU
TIPOKAAOUV €MAVEUPAVION TNG dlpoluong, n déon tou
eculizumab 8ev amarttei Tpomomnoinon.™

7. XYMMEPAZMATA

Avake@alalwvovTtag oAa ta mapandvw Sdedopéva, o
aAyop1Bpog yia Tnv avtipetwmon tng NIMA @aivetal otov
mivaka 7. XTiG Hop@Eg pe «<kAaotkr] NIMA», <KAA-NMA» ) «<NMA
M€ UTTOTTAACTIKO MUENS, NIMA-AA» 0 acBevng Ba mpémel va
TapakoAouBeital yla 3 HAVEG, KAl 0TV TIEPITTTWON TTOU N
vO0oo¢ xapaktnpiletal wg Papldg mpdyvwong akoAoubBei
aAloyoviSlakn HeETapdoxeuon puehov and HLA cuppato
ouyyevn 601N, £pOCOV N YEVIKN KATACTACN KAl N nAKia
Tou aocBevoug To emtpémouv. To eculizumab cuviotdtal
yla aoBeveic pe khaotkry NIMA mou mapouacialouv Bapld
avalpia, €ival YHETAYYIOIOEEAPTWHEVOL, £XOUV EUPAVIOEL
OpopuBwTikd enelcdS10 1} GLYVOUG TTAPOEUGHOUG KOIAIAKOU
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AAYOUG KAl €XOUV VEPPIKI QVETIAPKELA 1} AAAN OPYAVIKN
BAABN Aoyw tng NMA.™? Te aoBeveig pe Bapid «NIMA pe
UTTOTTAAOTIKO PUENO, NTMA-AA» TTou Sev gival kKatdAAnAot
yla autéAoyn HETAPOTKEUON, N XOPNYNON OVOCOKATACTAA-
TIKAG AYWYNG ME avTIOUPOKUTTAPIKNA ogalpivn Kal KUKAO-
omnopivn Bewpeital n Bepaneia ekAoync. Av n voéocog dev
eu@avifel XapakTAPES Bapldg popeng o acbevriig Aappavel
MOVO UTTOOTNPIKTIKN aywyn, EVW av n vooog emdeIvwOe(
akolouBeital emOeTIKOTEPN TAKTIKA. TENOG, N HOPP) TNG
vOoou Tou xapaktnpifetal wg «AA pe kKAwvo NIMA» avti-
peTwmieTal OTTWG N KAACIKN AmAACTIKN avalpia.

3T0 MENNOV avapévovTal MANPOoQopiec and PACIKEG
MEAETEG (a) Yia Toug akplIfeic pnxaviopoug tTng Bpopfo-
@Aiag otn NIMA (Steukpivion yia Tnv avénuévn mpocBoAn
TWV NTTATIKWY, HECEVTEPIWY, EYKEPANIKWY, SEPUATIKWV
PAeBWV), (B) yia Tn Sieukpivion TNG KAWVIKAG €MAOYNAG
—oxéon MeTa&l NIMA kat amhaoTikig avaipiag, NIMA kat
avOEeKTIKNG avalpia¢-MAZ- kat (y) yia tn fAon TG KAWVIKAG
emKpAatnong. Emiong, avapévovtal KAWVIKEG HEAETEG TTOU
Ba mapdoyouv MAnpo@opieg yia (a) Toug BepameuTikoug
XEIPLopoUG TG BpopuPogihiag otn NIA, (B) tig evdeielg
yla HETAUOOXEUON HETA amod TIG VEeG Bepaneieg, (y) Tnv

Nivakag 7. A\yopBpog Bepameiag TnG VUKTEPIVAG TAPOSUVTIKAG AILOCPALPIVOUPIAG.

Adyvwon NIMA

Agukpivion TG KANIVIKIG HOPYPNG

KAaokn NIMA YrormAaoTtikr) NIMA

T~

ZofBapou Babuov

—

Yrnapén HLA Mn Umapén HLA
oupfatov 86t ouppatou 66tn

' |

AN\oyoviSlakr AVTIOUUOKUTTAPIKN
petapdoxevon o@aipivn fj eculizumab

€—— Emdeivwon

AA/NTA AA pe khwvo NIMA

— !

MapakoAoudnon 3 pnvwv

Oegpaneia AA

Aiyotepo oofapn

MapakoAoubnon

>1a0epn vooog

MapakoAoubnon

NIMA: Nuktepvi mapo&uvTikn aipoo@aipivoupia, AA: AMAAOTIKH avaipia
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gykupooLvn kat NIMA (kivduvol untépacg-gufpvou), (8) Tnv  Slapopéc kat (€) Tn Sieukpivion TNG QUOIKAG LIOTOPIAG TWV

UTTaPE&N SIAPOPETIKWV XEIPIOUWV AVANOYA LE YEWYPAPIKEG  UTTOKAIVIKWV pop@wv TNG NIMA.
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Paroxysmal nocturnal hemoglobinuria: Clinical presentation, diagnosis and treatment
J. MELETIS," A. SARANTOPOULOS," J.V. ASIMAKOPOULOS," E. TERPOS?
'First Department of Internal Medicine, National and Kapodistrian University of Athens, School of Medicine, “Laiko”

General Hospital, ?2Department of Medical Research, 251 General Air Force Hospital, Athens, Greece
Archives of Hellenic Medicine 2009, 26(4):454—478

Paroxysmal nocturnal hemoglobinuria (PNH) is a rare acquired disorder of hematopoietic stem cell characterized by
the presence of intravascular hemolysis, marrow failure, nocturnal hemoglobinuria, thrombosis and rarely leukemia
transformation. PNH is related to a somatic mutation in the phosphatidylinositol glycan class A (PIG-A), X-linked gene,
responsible for a deficiency in glycosylphosphatidylinositol-anchored proteins (GPI-APs). The lack of GPI-APs com-
plement regulatory proteins CD55 and CD59 leads to hemolysis. The diagnosis is based on flow cytometry, which al-
lowed direct quantification of the GPI-AP-deficient cells. The clinical polymorphism of PNH has been recognized by
four presentations; one form, predominantly hemolytic without overt marrow failure, referred to classic PNH, one
with marrow failure that is often described as the aplastic anemia PNH syndrome (AA-PNH), a very mild disease with
almost no symptoms (mini-PNH), and the hypoplastic form of PNH. Thromboses remain a major life threatening com-
plication affecting outcomes in all disease subcategories. Thrombotic events are characterized by involvement of un-
usual sites (hepatic, mesenteric, cerebral, dermal veins). Treatment of PNH is mainly symptomatic. Allogeneic bone
marrow transplantation is the only curative option in case of severe complications during the course of the diseases.
A new targeted treatment strategy is the inhibition of the terminal complement cascade with the monoclonal anti-
body eculizumab which is a C5-inhibitor humanized monoclonal antibody. In classic PNH recent studies have shown
that eculizumab is efficient to reduce complement mediated intravascular hemolysis, reduce the need for transfu-
sions, improve the quality of life in patients with PNH and reduce the risk for thromboembolic complications, which
are the main cause of mortality in PNH. Concerning the AA-PNH syndrome, allogeneic bone marrow transplantation
is the reference treatment in young patients with a sibling donor. Immunosuppressive therapy remains an impor-
tant treatment modality in this subcategory for patients without a donor or ineligible for BMT. Recurrent thrombotic
events remains even now associated with bad prognosis, whatever the form of the disease.
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