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EpuBpokuttapikoi mAnBuapoi

HE PAIVOTUTIO VUKTEPIVAC TAPOEUVTIKAG
aipoo@alpvoupiac os acBeveic pe
AUTOAVOOX VOO HaTA TOU GUVOETIKOU 10TOU

YKOMMOX H ektipnon tngmapouasiag CD55 1 kat CD59 apvntikwv mAnduouwv
EPUOPOKUTTAPWY OTO TIEPIPEPIKO AiIA TWV ACOEVWV PE AUTOAVOCA VOCT AT
TOU GUVSETIKOU LOTOU Kal N Sigpelvnon mOavwy CUCKETICEWV e Ta Snpoypa-
PIKA XOPOAKTNPLOTIKA, TIG KAIVIKEG 1 TIG EPYACTNPIOKEG TTAPAMETPOUG, KABWE
Kat Tn BepameuTiki mpooéyylon. YAIKO-MEOOAOZ H éN\eipn twv CD55 Kat
CD59 ektiprOnke ota epubpokuTTapa 113 acBevwv pe autodvooa voorpata
TOU GUVOETIKOU 16TOU, 121 UGI0AOYIKOUG alptoSOTEG Kalt 10 a0OEVEIG e VUKTE-
pviy mapo&uvTikn aipoo@atpivoupia (NMA) pe tn pébodo pikpotumomnoinong
pe yéAn sephacryl. Emiong, epappootnke n dokipacio Ham kat 6oukpdlng.
AMOTEAEXMATA Amn6 toug 113 acBeveic, ot 104 (92%) mapouaciacav «TUTou
NMA» gpuBpokuTTaPIKOUG KAWVOUG: 47 (41,6%) pe GUYXPOVN OVETTAPKELD
Touv CD55 kat Tou CD59, 50 (44,2%) pe pepovwpévn ENNelyn tou CD55 kat
6 (6,2%) pe ENNelpn tou CD59. ZT0UG PUOCIOAOYIKOUC AIOSOTEG, MGVO o1 2
(1,6%) mapouaciacav cUyxpovn éNewpn Twv duo popiwv CD55/CD59 kat 3
(2,4%) gixav pepovwpévn ENewn gite tou CD55 gite Tou CD59.'ONot ot NIMA
aoBeveig eiyav Tautoxpovn CD55/CD59 éAAewdn. OsTiké Sokipaoieg Ham kat
0ooUKpPO{NG eppavicav povo ot acBeveig pe NIMA. Aev onpelwdnkKe cuoxETion
ME TNV EUPAVION KUTTAPOTIEVIWV 1 TO €id0¢ TG xopnynOeioag Bepaneiag.
YYMIMEPAZMATA Ta amoteAéopata tTng mapouoag HeAETnG unootnpi{ouv Tnv
mapouaia puBpokuTtapikwy mMAnBuopwv «tumou NMA» o€ acBeveig pe auto-
dvooa voonpata. MaAlota, n apoc@alpivn Twv aoOEVWY AUTWY CUCKETIOTNKE
AVTIOTPOPWG He TNV ENAeElYn Tou CD55 and ta epubpd Toug. Amaittovvtal
TMEPATEPW MENETEG Yo SIEVKPIVION TWV UTTOKEILEVWV HNXAVIGUWV.

H vuktepivy mapofuvtikn aipooeatptvoupia (NIMA)
1 voéoog twv Marchiafava-Micheli amotelel pia emiktntn
KAWVIKH Slatapayr Tou apx€yovou alUOTIOINTIKOU KUTTA-
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POV, N oroia eKONAWVETAL PE TN XAPAKTNPIOTIKA KALVIKA
TPLA8a TNG XPOoviag evdayyelakiG AlpdAUONG UE TTAPO-
EuopoU¢ alpoo@alplvoupiag Kal atgootdnpivoupiag, Twv
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StaAemévtwyv BpopPwTtikwy emelcodiwv oe acuvnOelg
Oé0e1g, KOBWC Kal HUEAIKNG AVETTAPKELAC TToIKIAoL Bad-
poU. H auénuévn ocuxvotnta AoIWEEWY Kal omaviotepa
n ektpomnn og ofeia Aeuyalpia oxedOv CUUMANPWVOULV TO
KAWVIKO TIAQio10 TNG vooou.™ Mia cwHaTiK UETANAEN
oT1o @uloouvdeto yovidlo PIG-A (phosphatidyl inositol
glycan group A), ou gival amapaitnTo otn BIOCUVOETIKNA
086 TNG YAUKOOUA-@Wo@aTiSUAOivooITOANG (GPI), amoteAei
TO poplakd uToRabpo TG voéoou, odnywvTtag oTnyv ARPN
anmouacia | avermapkr éKQpaocn and TNV KUTTApIKA HEpBpdavn
OAWV TWV TTIPWTEIVWV TTOU cUVSEOoVTAL UE AUTH HECW TNG
GPI og O\eC TIC AIPOTIOINTIKEG OEIPEG, KABWE Ol PETANNG-
Ee1g epaviovtal og KAWVOUG OPXEYOVWV ALUOTIOINTIKWY
KUTTApwV.*¢ Z0ppwva pe tn «SImAn Oswpia» (dual theory)
Twv Rotoli kat Luzzatto, eKTo¢ armd Tn CwWHATIKA HETANAEN
Tou PIG-A yovidiov, yla tnv avantuén tng NIMA amaiteitat
€va HIKPOTIEPIBANNOV MUEAIKNAG AVETTAPKELAG OTO OTTOIO O
PIG-A(—) kKAwvog mMOavoV va KaTéXel TTAEOVEKTNMA EMmIPBi-
wWoNG Kat TOAATIAACIAOHOU O€ OXEON UE TO PUCLOAOYIKO
AlYOTIOINTIKO 1010247 H gugdvion mAnBucpwv NIMA éxel
avagepBOei o TOANEG APATONOYIKEG SlatapaxEg,*s~# kabwg
KAl O QUOIOAOYIKA ATopa.””

Mapd 10 yeyovdg OTL TO CUMUTMANPWHO ATTOTEAED €éva
BepeMwSeC oUOTATIKG TOU AVOCOTIOINTIKOU CUCTAMATOG, N
SlaTapaxr TWV OPOIOCTATIKWY INXAVIOUWVY TTou puBuiouv
TNV €vepyomnoinor Tou Umopei va odnyroel O ONUAVTIKN
IOTIKN] KATAOTPO®r, OTTWCS CUMPAiVEL OTO TTAAQICLIO TWV Av-
Todvoowv Slatapaxwv.’s~’¥ PUBLIIOTIKA Kal AVACTOATIKA
évQupaq, gite ouvdedepéva o KUTTAPIKEG HEPPBPAVEG, gite
SlOAUTA OTO TIAACA, TIPOCTATEVOUV TOUC OOAOYOUG IOTOUG
ano tnv ave&éleyktn Spdon Tou, og 6Aa ta eminmeda.’>? Ot
mapayovteg CD55 ri DAF | HRF (decay-accelerating factor
1 homologous restriction factor), CD59 r§ MIRL (membrane
inhibitor of reactive lysis), CD46 1 MCP (membrane co-
factor protein) kat CD35 1} CR1 (complement receptor 1)
gival ol KUpLEC OLUVOESEUEVEC UE TNV KUTTAPIKN HEMPBPAVN
PUOUIOTIKEG TTIPWTEIVEC TOU CUUMANPWHATOS (Membrane
complement regulatory proteins, mCRPs  mCregs).”’ Téco
To CD55 600 kal To CD59 €ival GPl-ouvdedepéveg pe tTnv
KUTTAPIKN LEUPBPAVN YAUKOTIPWTEIVEC,? 0TA KUKAOPOPOUVTA
KUTTOPA TOU A{ATOG KAl OTOUG TTEPIOCOTEPOUG IOTOUG TOU
avBpwrmivou opyaviopoL. O DAF emitayUvel Tnv amodounon
TwV eVQUUIKWV CUPMAEYUATWV TNG C3- kat C4-kovPBeptaong,
EVW TTAPAAANAA ATTOTPETIEL TO OXNUATIONO vEwv. O MIRL
mapeuPaivel oto oxnuUatiopo tou MAC (membrane attack
complex) katd To oTdd10 TNG EVOWHATWONG TWV TTONUE-
pwv Tou C9 oto cuumAeypa C5b-C8, avaoTtéA\ovTtag £Tol
TNV KUTTAPIKA Avon.’

MOANATIAEG UENETEG OE TTEIPAPATIKA HOVTEAQ AUTOAVOCWV
Slatapayxwyv (6mwg onelpapatovepitida, ayyetitida K.A.)

€xouv emMKevTpwOEel 0TN cuppeToxn Twv CD55 kat CD59
otnv €£€MEN Twv voonudtwy autwv.?-3#'0cov agopd oTo
ALUOTIOINTIKO oUOTNUA, KABWG N GAEYHOVH OTA AUTOAVO-
0a VOOorUaTa EKSNAWVETAL OE «CUCTNUATIKO €MITESO», Ol
QAIUATONOYIKEG EKONAWOEIC —KUPIWE KUTTAPOTIEVIEG— TTOU
ep@avifovtal ouxvd oTig v Aoyw Slatapaxég ogpeilovtal
€(TE OTN MUENKN QVETTAPKELA E(TE OTNV EKTETAPEVN TIEQL-
(PEPIKN KATAOTPOPN TWV KUTTAPWYV TOU ailaTog, KaBeuld
ano TIG omoieg Umopei va gival avoooloylkig apxnig*—+
Xwpic¢ va mapafAénetal Kat n Kuttapotofiky Spdon tng
Beparmeiac.” H avalpia xpdviag vooou katl n Aepgormnevia
AmoTeNOUV TIG TTAE0OV OUVNOEIG EKOSNAWOELG, EVW N TEAEUTAIA
€XEL OUOXETIOTEI PE TNV KAWVIKE emSgivwon, OTwG o€ aoBe-
VEIG HE oLUOTNUATIKO £pUONUATWSN AUKO (ZEA).## Av kal
éxouv Ndn SieaxOei peréteg yia tnv ékppaon twv CD55
Kat CD59 oTnVv €ME@AVEIQ TWV KUTTAPWY TOU TIEPIPEPLIKOU
aipotog og aoBeveiq pe ZEA*?kat pevpatoeldn apbpitida
(PA),>5% Sgv €x€l KON ATTOCAPNVIOTEL EMAPKWG 0 PONOG
TWV HOPIWV aUTWV OTNV TTABOYEVEIA TWV AIATOAOYIKWY
eKONAWOEWV Kal otn Baputnta TnG vooou.

ZKOTIOC TNG TTAPOUCAG MEAETNG HTAV N EKTIUNON TNG
mapouoiag epuBpwv alpoopalpiwv «tumou NIMA» oTtoug
aoBevei¢ pe autodvooa VOOTiATA TOU CUVSETIKOU 1OTOU,
e@apuodlovtag tTn péBoSo pikpotumoroinong ME YEAN
sephacryl (sephacryl gel test microtyping system, SGT),
Mo ammAr}, NUIITOoOTIKA Kal Taxeia péBodo avixveuong tng
ENeYNG «tumou NIMA» ota epuBpd,” KaBwg kat n a&loAod-
ynon mOavwv CUCXETIOEWV PE TA SNUOYPAPIKA KAl KAIVIKA
XOPOKTNPIOTIKA TwV acBevwy, TIG SIAPOPEG TTAPAUETPOUG
NG YEVIKAG aipaTog Kal tn xopnynOesioa Bepareia.

YAIKO KAl MEOOAOZX

AoBeveic

€ auTth TN HEAETN eKTIUNONKav 113 aoBeveig ue avtodvoon
VOO0 TOU CUVSETIKOU 10ToU (connective tissue disorder, CTD) (94
Yuvaikeg, 19 Avdpeg), mpoepyduevol amd To Peupatoloyiko latpeio
NG A’ MaBoloyikng KAvikng Tou EBvikou Kamodiotplakou MNave-
moTnUiov ABNVwy, To XpoViko Sidotnua amd 1o Vefpoudplo Tou
2009 €w¢ 1o DeBpoudpto Tou 2013: 38 pe peupatosldn apbpitida
(rheumatoid arthritis, RA), 25 pe cuoTNUATIKO EpUBNUATWSEN AUKO
(systemic lupus erythematosus, SLE), 17 pe ocuvdpopo Sjogren
(Sj), 7 aoBeveic pe cuoTNUATIKO OKANPOSeppa (scleroderma, Sc),
12 aoBeveic pe ayyetitida (vasculitis, Vsc), 2 pe deppatopvooitida
(dermatomyositis, Drm), 1 pe aykuhomointikry omovSuAitida (an-
kylosing spondylitis, ASp) kat 11 pg KT vOOO Tou KOAaydvou
(mixed tissue disease, MCTD). Tn OTIypr} TNG EKTiPNONG, Ot aoBOe-
VEIG UTTOBANNOVTAV GE AVOOOKATACTAATIKN (immunosuppressive,
IS) | og avoocotpomomoinTikr (immunomodulary, IM) Bgpansia,
gite og ouvduaoud tTwv Svo (combination, C). Eikool enmtd amd
autoug Sev ehdpPavav kamola Ogpareia (no treatment, N). Ta
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Baocikd xapaktnploTikd Twv acBevwv (nAikia, @UNo, véonua,
Ogpareia) kal ol MOPAUETPOL TNG YEVIKAG AipaTtog (alpooalpivn:
Hb, oudetepd@ira: Neu, Aepgpokuttapa: Lym, aipometdAia: PLT)
amelkoviCovtal otov mivaka 1.

Avawuia (Hb <12 g/dL) eppaviotnke og 43 (38,1%), oudete-
pormevia (oudetepdpila <2,0x10%L) oe 14 (12,7%), Aeppomevia
(Aepokuttapa <1,0x10%L) og 21 (18,9%) kat BpopPormevia (al-
ponetdAla <150x10°%/L) o€ 13 (11,6%) and autolg Toug acOeveic,
onwg mapouotddovtal oTov Tivaka 2.

Ekatdv €ikoot évag @uotoloyikoi alpodoteg mapouolag nAt-
Kiag kat @UAou kat 10 acBeveig pe NIMA pedetriOnkav emiong wg
opAada eNéyyou.

1.B. AXHMAKOMOYAOZX kat cuv

MéBodo¢

H avixveuon twv puBPOKUTTAPIKWY TTANBUCHWV HE ENNEIYN
Twv CD55 kat CD59 mpaypatomoindnke Ye xprion tg pebddou
TOU CUCTAMATOG HIKpOoTUTToToinoNng He YEAN sephacryl (DiaMed-
ID Micro Typing System-PNH test, DiaMed AG, Switzerland).
Xpnotpomo\Onke @AePikd aipa og EDTA-K3 kat n Sokipaocia Sie-
VEPYNONKE PHECA OTIC TTIPWTES 2 WPECG Ao TN ArjPn tou Seiyuatod.
Apxikd, mapaokevalotav evaiwpnua epubpokuttdpwy 0,8% (v/v)
o€ pUBUIOTIKS SidAupa XapNnANG LOVTIKAG LoxVog 0,8% (ID-diluent
2, modified LISS) oe Bepuokpacia dwpartiov. MNeviivta pL tou
EVAIWPNMATOC TWV £PLOPWV alpoo@alpiwv TormoBeToUVTAV OTNV
Avw EMEPAVELD TPIWV HIKPOCWANVAPIWVY, TTOU TIEPLEIXAV YENN sep-

Mivakag 1. Baoikd xapaktnploTikd acBevwv e auToAvooa VOOHUATA TOU CUVOETIKOU 10TOU.

Xapaktnpiotiko/  ®UAo HAwia (étn) Hb (g/dL) Neu (x10°/L)* Lym (x10°/L) PLT (x10°/L)
CTD (n) (A/T) (8iapecoc/evpog)  (néon/evpog) (Siapecoc/evpog) (néon/evpoc) (néon/evpog) Ogpansia
RA (38) 7/31 70 (41-88) 12,1 (8-20) 4,8 (1,4-20,5) 2,0(0,57-4,9) 259 (26-471) N (3),IM (7)
IS (6), C (22)
SLE (25) 7/18 45 (18-71) 11,7 (5,7-16,3) 3,3(1,2-7,4) 1,67 (0,37-3,5) 231(114-532) N (8), IM (4)
IS (5),C(8)
Sj(17) 1/16 69 (43-79) 12,7 (9,2-14,5) 3,6(1,6-17,5) 1,69 (1,2-2,2) 199 (74-347) N (10), IM (4)
IS (3)
Sc(7) 0/7 59 (43-87) 10,7 (7,2-13) 4,75 (3,1-8,5) 1,7 (0,96-3,1) 250 (160-518) N (2),1S (5)
Vsc (12) 4/8 66,5 (48—80) 12,9 (10,6-15,7) 6,8 (3,7-10,9) 0,8(0,26—-1,7)  274(155-393)  N(1),IS(11)
Drm (2) 2/2 65 (54-76) 11,1(8,1-14) 4,45 (4,3-4,6) 1,89 (0,9-2,8) 288 (247-328) IM (1),1S (1)
ASp (1) 0/1 50 139 5,6 2,78 222 IM (1)
MCTD (11) 0/11 59 (47-73) 11,7 (8,8—13) 2,0(0,3-5,2) 1,35 (0,46-2,5) 207 (9-330) N (3), IM (4)
IS(1),C(3)
J0voro (113) 19/94 64 (18-88) 12,03 (5,7-20) 4,3(0,3-20,5) 1,68 (0,26—4,9) 222 (9-532) N (27), IM (21)

1S (32),C(33)

* H katavopr Twv oudetepo@ilwyv dev mpooéyyi{e TNV kavovikh. ETol, yia TI TapapeTPIKES SOKIHATIEG EQAPUOTTNKE O AOYAPIOUIKOG HETACKNHUATIOUOG

CTD: Autodvoon vooog Tou uvSeTIKoU 1oTou, Hb: Aioogaipivn, Neu: Oudetepd@ina, Lym: Aepgpokuttapa, PLT: Aipometahia, RA: Peupatoeidrg apbpitida, SLE: Suotnpatikdg
£pUONUATWSENG AUKOG, Sj: ZUvSpopo Sjégren, Sc: TkAnpodeppa, Vsc: Ayyelitida, Drm: Agppatopuocitda, ASp: Aykulomointikr omovSulitida, MCTD: MiKTr véoog Tou
koMayovou, N: Xwpig Bepareia, IM: AvocotpomonoinTiky, IS: AvoookataoTaAtikh, C: ZuvSuaouog

Mivakag 2. Kuttaporevieg o€ aoevei¢ pe auToAvooa VOOHLATA TOU CUVSETIKOU 10TOU.

CTD/Kuttapomnevia (n) Avawpia -/+ (n), [%]

Oudetepomnevia -/+(n), [%]

Nepgomevia -/+ (n), [%] Opopponevia -/+ (n), [%]

RA (38) (21/17) [55,3/44,7] (34/4) [89,5/10,5] (35/3) [92,1/7,9] (31/6) [83,8/16,2]
SLE (25) (13/12) [52/48] (19/4) [82,6/17,4] (19/5) [79,2/20,8] (21/4) [84/16]
Sj(17) (14/3) [82,4/17,6] (15/2) [88,2/11,8] (17/0) [100/0] (16/1) [94,1/5,9]
Sc(7) (4/3) [57,1/42,9] (6/0) [100/0] (5/1) [83,3/16,7] (7/0) [100/0]
Vsc (12) (9/3) [75/25] (12/0) [100/0] (4/8) [33,3/66,7] (12/0) [100/0]
Drm (2) (1/1) [50/50] (2/0) [100/0] (1/1) [50/50] (2/0) [100/0]
ASp (1) (1/0) [100/0] (1/0) [100/0] (1/0) [100/0] (1/0) [100/0]
MCTD (11) (7/4) (63,6/36,4] (7/4) [63,6/36,4] (8/3)[72,7/27,3] (9/2) [81,8/18,2]
Zuvoro (113) (70/43) [62/38] (96/14) [87,3/12,7] 90/21 [81,1/18,9] 99/13 [88,4/11,6]

CTD: Autodvoon vooog Tou ouvdeTikoU 10ToV, RA: Peupatoeldng apBpitida, SLE: Zuotnuatikog epubnuatwdng AUKog, Sj: ZuvSpopo Sjégren, Sc: ZkAnpodepua, Vsc:
Ayyetitida, Drm: Agppatopvoaoitida, ASp: Aykuhomointikr) ormovSuAitida, MCTD: Miktr) vooog Tou KoAaydvou
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hacryl pe kovik\elo avocoo@aipivn KAtd MOVTIKOU. 3Tn CUVEXELQ,
50 pL povokAwvikou avti-avBpwriivou CD55 (clone BRIC 216),
CD59 (clone MEM 43) kat ID-NIMA apvntikoU pdptupa (dilution
buffer for anti-CD55 and anti-CD59) tomoBstouvtav ota mpoa-
vagpepOévta pIkpoowAnvapla, avtiotolxa. AKoAouBoUoe emwacn
otoug 37 °C yia 15 min, guyokévtpnon ota 126 g yia 10 min oe
pia ID-@uyokevtpo 24S (CE conform, DiaMed-Hellas Ltd), evw ta
amoteAéopata a&lohoyouvTav PETA TN GUYOKEVTPNON.

OL @uololoyikoi epuBpokuTtapikoi MANBUCPOI, TTou épepav
oTnV em@daveld Toug ta CD55 kat CD59, cuvdéovTtav e Ta CWHO-
Tidla TNG YEANG, péow tnG ouvdeong CD55/avTti-CD55/KoViKAELIOG
avocoo@aipivn 13 CD59/avti-CD59/KoVikAElog avoooo@aipivn
KAl TTAPEUEVAY OTNV KOPU®PN TWV MIKPOCWANVApIiwV («Betikol
mAnBuouoi»). S€ avtiBeon, Ta epuBpPA alpoopaipta mou epgdvifav
amouoia Twv avttyovwv DAF 1y MIRL dev mapouacialav cuykOAAn-
on e Ta owpatidia TnG YEANG kat kabifavav otov mubuéva Twv
HIKpoowAnvapiwv («apvntikoi mAnBuouo). ‘Otav avixvevovtav
OeTikoi kat apvnTikoi MANBUGCHOI, éva PoVO TURA Tou aplBpoU Twv
E£PUBPOKUTTAPWV EUPAVILE TNV EANEIPN TOU PEAETWHUEVOU AVTIYO-
vou. Emiong, mapatnpouvtav kat mMAnBuopoi Ye PEPIKN) amouaoia
TOU UTTO PENETN AVTLYOVOU, PE ATTOTENECHA TA EpUOPOKUTTAPA Va
oxnuatiouv otoldda oTo onueio HeTAEL TNG EMIPAVELAG KAL TOU
muBpéva Tou PIKpoowAnvapiou.

& apylkd melpApaTta, Xpnolpomolwvtag didgopa peiypata
(75%, 50%, 25% kat 10%) epuBpwv alpooPaAlPiwV acOEVWY PE
NIMA pe mAfipn amoucia Twv CD55 kat CD59 kal cupBatwv gpu-
OPOKUTTAPWYV PUCIOAOYIKWV ATOHWY, BPEBNnKe 0TI pmopovoav va
avixveutouv MAnBuopoi epuBpwv pe ENelpn Twv CD55 1y kat CD59
o€ MooooTd 10% Kal Avw TOU GUVOAIKOU aplBpoU Twv puBpwvV
alpoo@apiwv.”” H mapovcia tTwv i H€Poug UTTOTTANBUCUWY
Twv gpubpokuTttdpwy aflohoyouvtav amd Sdvo avefdpTnToug
TTAPATNENTEG Kal EKPPALOVTAV NUITTOCOTIKA we 100%, 75%, 50%,
25% kat 10% Tou CuVOAOU TwV £puBPWV. 2 OAa Ta Seiypata Pe
CD55 r; CD59 apvnTikoUg TANBUOUOUG EKTEAECTNKAV Ol SOKIUACIEG
0&uvioBévTtog opol Kal coukpdlnG.

ESw mpémel va onueiwdei 6T av Kal n KUTTapouETpia pong Oe-
wpeital wg n pEBodog avagpopdg (gold standard) yia Tnv avixveuon
TANBuoUWV NIMA, elSIKA TWV MIKPWV KAWVWY, To SGT gival apketd
evaicONTN nEB0SOC, eUKOAA EQAPUOCIUN, £TOL WOTE VA UTTOPE( va
xpnotpomoin®si wg Sokipacia Staloyng (screening test), yia tov
EVTOTIIOHO £PUBPOKUTTAPIKWV TTANBUOHWY HE ENepn Tou CD55
i kat Tou CD59.56%7

STOTIOTIKN avAAuon

Ma N oTaTIoTIKA avaAuon TwV TTAPATNPENCEWV XPNOIUOTIOL-
AONKE TO AOYIOHIKO TOU NAEKTPOVIKOU Tipoypdupatog MedCalc.
H mapoucia cuox£Tiong avapeoa otnv nAIKia Kal TV mapouacia
CD55 kat CD59 apvntikwv MANBuopwy SlepeuviOnKe e TO 1N
TIAPAUETPIKO OUVTEAEOTH) CUOXETIONG Spearman (r). H emidpaon
TOU @UAOU OTNV TTAPOoUCia £pUOPOKUTTAPWY HE ENAEIYPN TOU
CD55 ) kat tou CD59 peletribnke pe tn Sokipaoia X? (X3-test). H
oxéon peTady g mapouoiag rj Tou mocooTou EAAenpng tou DAF
n/kat tou MIRL amd Tnv em@avela Twv epubpwv alpoo@alpiwv

KAl TNV TTAPOUCia KUTTAPOTIEVIWV £EETACTNKE UE TO X3-test i pe
n dokipaocia Fisher. H diakupavon twv Sla@oépwv alpatoloyt-
KWV TTAPAMETPWY (alpoo@alpivn, ouSeTEPOPIAG, AgUPOKUTTAPA,
alpomeTaAla) avaloya pe TNV ENAeyn ry oxt tou CD55 ry/kat Tou
CD59, kaBwg kat to CD55/CD59 gavotumo, HeEAeTHONKE UE TIG EG
Sokipaoieg: Tnv avaiuon ¢ HeTaBAnTOTNTAG KATd pia SievBuvon
(one-way analysis of variance i} one-way ANOVA), tnv avdiuon
NG HeTaPANTOTNTAG Katd Svo SleuBuvoElg (two-way analysis of
variance, two-way ANOVA), tn Sokipacia tou Student i t-test yia
TTAPATNPNOELG XWPIG avTioTolyia (t-test for unpaired measurements)
kat Mann-Whitney U test yla mapatnprioelg xwpig avtiotolyia
(Mann-Whitney test for unpaired measurements). H cuoxétion
HETAEY TWV AIMATONOYIKWY TIAPAUETPWY OTIC SIAPOPES KATNYO-
pieg ENewpng CD55 ry/kat CD59 ekTIMABNKE PE TOV TTOPAUETPIKO
OUVTEANEOTH ouoxETiong Pearson (1), ev n UTTapén e€aptnong Twv
TIOPAMETPWY TNG YEVIKNAG A(HATOC ATO TO TTOCOOTO EANEWPNG TOU
CD55 A kat Tou CD59 PEAETHONKE UE TO N TIAPAUETPIKO CUVTEAEDTH
OUOXETIONG Spearman (r;) Kat TNV TTOAATIAN YPAUMIKH €£ApTNON
(multiple linear regression). Qotoéco, Ba mpémnel va avagepOsi
OTI, EVW Ol KATAVOUEG TNG APOC@ALPIiVNG, TWV AEUPOKUTTAPWV
KAl TWV aAloTETANIWVY Sev SIEpepaV Ao TNV KAVOVIKI) KATAVOUH,
auTr Twv oudeTePOPiAWV Sev rTav Kavovikn. ETol, o AoyaplBuikdg
UETAOXNHUATIOUOG XPNOILOTIOINONKE OTIC TTAPAUETPIKES SOKIUAGCIEC.

To enimedo OTATIOTIKAG ONUAVTIKOTNTAG P ATAV SIMANG KATEV-
Buvong katl opiotnke To emimedo <0,05, o ONEG TIG TIEPUTTWOELG.
Emiong, to Sdidotnpa gumoTtoolvng avagépetal ota 95% opla
alomoTiag.

ANMOTEAEZMATA

AloonUEIWTO NTAV TO YEYOVOG OTL HOVO 9 amd Toug
113 (8,0%) aoBeveic pue peupatoloylkd voonuata Sgv
gU@Avioav MANBUCHOUG EpUBPWV AlooPAlPiWY «TUTTOU
NMA», CD55(+)/CD59(+). Zuvenwg, epuBpd alpoogaipta pe
EN\ewpn tou CD55 ri/kat tou CD59 aveupéBnkav otoug 104
aoBeveic (92%) (92,0% évavti 8,0%, p<0,0001). EANAelyn ToU
CD55 mapatnpnBnke o€ 97 €k Tou CUVOAOU TWV AcBeVWV
(85,8% évavtl 14,2%, p<0,0001), 6tav, avtioTtolxa, EANNeldn
Tou CD59 mapouaotdotnke otoug 54 (47,8%) amd toug 113
a00eveic (47,8% évavtl 52,2%, p=0,707). MdAioTa, n Stagpopd
™G ouxvotnTag PeTafl twv CD55- kat CD59-apvnTikwv
TANOBUOPWV ATAV OTATIOTIKA CNUAVTIKN (38,0%, McNemar
test, p<0,0001). To MTOCOOTO TWV EPUOPOKUTTAPIKWY KAW-
vwv «turtou NIMA» Sev urtepéfn MoTé To 25% TOU GUVOAOU
TOU TTANBUOHIOL TWV EPUBPWV AIOTPALPIWY, EVW TO TIAEOV
OUXVO TTOOOOTO ENNEIPNG Kal yia Ta SUo popta nTav 10%
(CD55:88/113,77,9%, CD59: 48/113, 42,5%). Eni m\éov, o€
Kavévav acBevr pe pepovwuévn ENelyn tou CD59 ota
£puBpoKUTTAPA, auTh &gV LTTEPERN TO 10% TOU GUVOAIKOU
TANBUGoHOU TWV £pUBPWV. Opoiwg, Sev EVTOTIOTNKE TAUTO-
XPovn epuBPOKUTTAPIKN ENEWYN TWV popiwv CD55 kat CD59
NG TAéNG Tou 25% Tou OAIKOU ap1BpoL Twv epuBpwv. Etol
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Aoirmov, TPEIG SIaQOPETIKOI PAIVOTUTIOL EPUOPOKUTTAPIKWV
TMANBuopwv «tumou NIMA» (“PNH-like” red-cell populations)
QAVIXVELTNKAV O€ AuTH TN UENETN: (a) Evag pe pepovwpévn
ENewpn tou CD55 (50/113, 44,2%) r; CD55(—)/CD59(+),
(B) évag pe pepovwpévn ENelYn tou CD59 (7/113, 6,2%)
1} CD55(+)/CD59(-), (y) évag pe Tautdxpovn ENNEIPN TwvV
CD55 kat CD59 avtiyovwy (47/113, 41,6%) 3 CD55(-)/
CD59(-) (ek. 1). AUTA N ETEPOYEVEIA OTNV EUPAVION TWV
TPIWV @ALVOTUTIWV ATAV OTATIOTIKA oNUavTiKn (p<0,0001).

Agv UTIHPXE OTATIOTIKA ONPAVTIKA Slagopd avapeoa
OTIG £€1 KUPLEG —O€ AUTH TN HEAETN— KATNYOPIEG VOO UATWV
Tou ouvdeTIKoU 10ToU (RA, SLE, Sj, Scl, Vsc kat MCTD), 6cov
aPOPA OTNV TAPOUGIaA Kal 0TO TTOCOOTO ENeIPNS Tou CD55
1 kKal Tou CD59 amd tnv epubpoKuTttaptkn HepBpdvn. Me
Bdon to Mocootd ENePNC Tou KABE avTlydovou amd Tnv
epuBpokUTTApPIKA PEUPPAvVN, ol mo cuxvoi CD55/CD59
@aivéturol NTav ol €NG: (a) 10%/0% (44/113, 42,5%) kai
10%/10% (34/114, 30,1%). NeEMTOPEPNG TIEQLYPAPH TWV
EUPNUATWVY 600V apopd otnv ENelPn Tou CD55 Kal Tou
CD59 avTtiyovou amd ta £puBpoKUTTAPad, TOU TTOCOOTOU
AUTAC TNG ENEIYNC OTO CUVONO TWV EPUOPOKUTTAPWY, KABWC
Kal TG TTapouaiog 1y Oxt Twv S1apépwv EpUOPOKUTTAPIKWY
mAnBuopwv «tumou NIMA» mapouctddetal otov mivaka 3.
Jtov mivaka 4 mapatifevTal ol cUXVOTNTEG EPPAVIONG TWV
SlaPoOpwWV EPUOPOKUTTAPIKWY PAIVOTUTIWV «TUTIOU NIMA»
OTOUG A0OEVEIG UE PEVUATOAOYIKA VOOT|ATA.

‘Ocov apopPd OTIC AIMATONOYIKEC TTAPAMETPOUC, Oa TTPE-
TEL va onNUEIWOEi 611 N oTaTIoTIKN) avAAuon v CUOYETIOE
TNV mapoucia gpuBpwv «tumou NIMA» pe TNV eu@Avion
OTTOIACSATIOTE HOPPNG KUTTAPOTIEVIAG. Q0TOCO0, av Kal Sgv
urmip&e onuavtiki emidpaon TN Mapouaciag eavoTuTiou
«tummou NIMA» Twv €PUOPOKUTTAPWY OTN CUYKEVTPWON
TNG Aloo@AIPIVNG OTO TTEPIPEPIKO aAia TwWV aoBeEVWV e
pPELPATONOYIKA voorjpata (F=2,874, p=0,093), n amoucia n
ox1Tou CD55 avtiydvou ota epuBpd amodeixdnke wg évag
ONUAVTIKOG Tapdyovtag kaboplopol tng Siakvupavong
¢ Hb, otoug acBeveic autoug (F=6,092, p=0,015), evw

@ ®

1.B. AXHMAKOMOYAOZX kat cuv

TO TTOCOOTO TNG ENNEWPRG TOU OTa €puBpd alpooeaipla
gixe «oplakn» emnidpaon, avrtiotoixa (F=3,040, p=0,052).
Mpdyuatt Aoumoy, n Silagopd NG Héong Tiung Tng Hb twv
aoBevwv pe CD55 «apvNnTIKOUG» TTANOUCHOUC éVavTl EKEi-
VWV UE QUOLONOYIKH ékppaon Tou CD55 Atav oTaTIoTIKA
onuavtiky (6=-1,4534 g/dL, 95% 6pia aélomoTiag: -0,2866
éwg -2,6202 g/dL, p=0,0151). Etol, avadeixOnke onuavtikn
aAPVNTIKH CUCXETION AVAPECO OTO TTOCOOTO TNG EANAEIYNG
Tou CD55 amnd tn pepPBPAvN Twv EPUOPOKUTTAPWY KAl 0TN
ovuykévtpwon tng Hb (r,=-0,205, p=0,0296). Otav epapuo-
OTNKE N PEBOSOC TNC TTOANATIANG YPAMUIKNAG €€ApTNONG,
TIPOKEIUEVOU va PeENeTNOel n emidpaon Tng mooooTiaiag
ENePn¢ tou CD55 kat Tou CD59 amdé ta epubpokuTTapa
otn Stakupavon tng Hb (multiple correlation coefficient, moA-
AamA6¢ ouvtedeoTrig ouoxétionG=0,2192, F=2,7766, p=0,067),
povo to CD55 amodeixOnKe va €xel GNUAVTIKT CUOXETION PE
N ouykévtpwon tnG Hb (uepikdc ouvtedeotric cuoxétiong,
I'pariai=-0, 1887, p=0,0463). ZT1G €IKOVEG 2 Kal 3 TapouactalovTtal
Ta SlaypdppaTa CUOXETIONG (OTIKTOYPAUUa, scatter diagram)
og oLuVSUACHO UE TN Ypappur cuvdptnong (regression line)
HeTa&l TNG mooooTiaiag ENeN gite tov CD55 (CD55%)
(elk. 2), gite Tou CD59 (CD59%) (€ik. 3), oTa £puBpPdA aipo-
o@aipta kat otnv Hb.

‘Otav UTTOAOYIOTNKE O TIAPAPETPIKOG CUVTENECTHG CUOXE-
TiIong Tou Pearson (rp) LETA&L TwV S1aQOPWV AIHATOAOYIKWV
TIAPAPETPWV TIPOKEIUEVOU VA AVEUPEOOUV OTATIOTIKA ONUa-
VTIKEG OUOXETIOELG avANoya UE TNV TTapouaia 1 Ot «TUTToU
NMA» epuBpwv alpoo@alpiwy, TNV ENelyn tou DAF i Tou
MIRL amé tnv €puBpoKUTTAPLKN MEUBPAVN, KABWC Kal To
CD55/CD59 @awvéturo Twv £puBpwv, Atav aéloonueiwTto
6Tl povo ol acBeveic pe CD55(—)/CD59(—) MANBuopoug
EPLOPWV OTO TIEPIPEPIKO TOUG aipa TTapousiacav onua-
VTIKN] CUOYXETION HETAEY TNG ouyKkévTpwong TnG Hb kat Tou
aplOpoL Twv AeppokuTTApwV (r,=+0,315, p=0,032) (€IK. 4).

‘Ocov agopd otnv opada gléyxou (control groups)
(mtiv. 5), avaueoa otoug 121 uotlohoyikoug alpodoTeg, Suo
(1,6%) €ixav EpUOPOKUTTAPIKOUEG KAWVOUG UE TAUTOXPOVN

Ewkova 1. (a) AoBeviq e peupaToldn
apBpitida (RA) Kat eOVWUEVN ENNEL-
Yn tou CD55 (DAF) (10%) ota epubpd
TOU AIHOCQAipLa, GAVOTUTIOC TTANBU-
opoU gpuBpwV «tUmou NIMA»: CD55(-)/
CD59(+). (B) AcBevng pe cUOTNUATIKO
€puONUaTWdN AUKo (SLE) kat cuvumdp-
xouoa éNewpn CD55 (DAF) kat CD59
(MIRL) otV gpuBpokuTTapikn pEUBPA-
vn (10—25%, avtioTtolxa), avoTumog
mAnBuopov epuBpwv «TuTou NIMA»:
CD55(-)/CD59(-). Kavévag amd toug
aoBeveig dev eppavioe OeTikn dokipa-
oia 0§uvioBévtog opou 1) coukPOlNG.
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Nivakag 3. H ékppaon twv CD55 kat CD59 ota epubpd, To TOCOOTO ENNEIYNG TOU KABE AVTIYOVOU GTO GUVONO TWwV £PUBPOKUTTAPWY, KABWC Kal N
mapouaia fj Oxt MAnBucopwv «tumou NIMA», o aoBeveig Je autodvooa Voo paTa.

KAwvouNMA/ CD55(+/-)* CD55%"* CD59(+/-)* CD59%* EpuBpokuttapikoi min@ucpoi
CTD (n) (n), [%] (n), [%] (n), [%] (n), [%] «tomou NMA»** (—/+) (n), [%]
RA (38) (5/33) [13,2/86,8] 0:(5113,2] (22/16) [57,9/42,1] 0:(22) [57,9] (3/35) [7,9/92,1]
10: (30) [79] 10: (15) [39,5]
25:(3)[7,8] 25:(1) [2,6]
SLE (25) (1/24) [4/96] 0:(1) [4] (12/13) [48,0/52] 0:(12) [48] (0/25) [0/100]
10:(21) [84] 10: (11) [44]
25:(3)[12] 25:(2) [8]
Sj(17) (3/14) [17,6/82,4] 0:(3)[17,6] (11/6) [64,7/35,3] 0:(11) [64,7] (2/15) [11,8/88,2]
10: (13) [76,5] 10: (4) [23,5]
25:(1) [5,9] 25:(2) [11,8]
Sc(7) (1/6) [14,3/85,7] 0:(1)[14,3] (1/6) [14,3/85,7] 0:(1) [14,3] (0/7) [0/100]
10: (6) [85,7] 10: (6) [85,7]
25:(0) [0] 25:(0) [0]
Vsc (12) (2/10) [16,7/83,3] 0:(2) [16,7] (5/7)[41,7/58,3] 0:(5) [41,7] (0/12) [0/100]
10: (8) [66,6] 10: (7) [58,3]
25:(2) [16,7] 25:(0) [0]
Drm (2) (1/1) [50/50] 0: (1) [50] (1/1) [50/50] 0: (1) [50] (1/1) [50/50]
10: (1) [50] 10: (1) [50]
25:(0) [0] 25:(0) [0]
ASp (1) (0/1) [0/100] 0:(0) [0] (0/1) [0/100] 0:(0) [0] (0/1) [0/100]
10: (1) [100] 10: (1) [100]
25:(0) [0] 25:(0) [0]
MCTD (11) (3/8) [27,3/72,7] 0:(3) [27,3] (7/4) [63,6/36,4] 0:(7) [63,6] (3/8)[27,3/72,7]
10: (8) [72,7] 10: (3) [27,3]
25:(0) [0] 25:(1)[9,1]
20voho (113) (16/97) [14,2/85,8] 0:15[13,6] (59/54) [52,2/47,8] 0:59[52,2] (9/104) [8/92]
10:86 [78,2] 10: 48 [42,5]
25:9(8,2] 25:6[5,3]

* (+): ®uotooyikn ékgpaon Tou CD55 1y Tou CD59 ota epubpokuTTapa Tou acBevoug, (-): Mapoucia CD55- | CD59-«apvNTIKWV» EPUOPOKUTTAPIKWY

mANBuoUWY 0ToUC AoBeVEig

¢ CD55% 1} CD59%: NMocootd Twv CD55- 1 CD59-«apvnTIKwv» €pUBPWV 0TO GUVOAO Tou £pUBPOKUTTAPIKOU TTANBUGHOU Tou KABE acBevoug, ota

Sldpopa avtodvooa voorpata

** Oawvotunog «tumou NIMA»(+): H mapoucia epuBpokuttapikwv MANBUoU®Y pe ENeYn tou CD55 1 kat tou CD59 avtiyovou
NIMA: Nuktepivr) mapo&uvTikn aipooalpivoupia, CTD: Autodvoon véoog Tou cuVSeTIKoU 10ToV, RA: Peupatoeldng apbpitida, SLE: Zuotnuatikdg
£puBNUaTWdng AUKoG, Sj: ZUvSpopo Sjogren, Sc: ZkAnpddeppa, Vsc: Ayyetitida, Drm: Agppatopuoocitida, ASp: Aykulomointikr ormovSulitida, MCTD:

Mkt véoog Tou KoMaydvou

EN\elpn tou CD55 kat Tou CD59, CD55(—)/CD59(-), evw
TPELG (2,4%) €ixav gpuBpd alpoo@aipla pe PEROVWHEVN
ENewpn eite Tou CD55 €ite Tou CD59. Autd ta gpubpo-
KUTTtapa Sev unepéfnoav, woTdoo, To 10% ToU CUVOAIKOU
£PUBPOKUTTAPIKOU TTANOUGIOU OTO TTIEPIPEPLKO aipia. ONol
ot aoBeveic pe NIMA gixav tautoxpovn ENeipn tou DAF kat
Tou MIRL oTto TTepIpePIKS aipa (€IK. 5). OTIKEG SOKIUAOIEG
Ham kai coukpolng Bpédnkav pévo oe aoBeveic pe NIMA.

2YZHTHZH

O POAOC TOU CUUTTANPWHATOC KAI TWV PUBUICTIKWV
TOU TTIPWTEIVWV OTIC AUTOAVOOEC SLaTAPAXES

O BepeMSNC PONOC TOU CUCTHMATOC TOU CUMTANPW-
HOTOG 0TNV A0 @PUGIOAOYIa TWV AUTOAVOCWV SIATAPAXWV
aAvTIKATOTITPI(ETAL OTO YEYOVOC OTL N YEVETIKN EANEIYPN TOU
C1qg n tou C4, KaBwW¢ Kat AANwWV KAACUATWY TOU KATappPa-
KTn, €ival onuavtikdg mpodlabeoikog mapdyovTag yia TV
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1.B. AXHMAKOMOYAOZX kat cuv

Mivakag 4. Tumot CD55/CD59 «apvnTIKwv» £pUBPOKUTTAPIKWY MANBUoUwV (@atvoturol «tumou NIMA») Kal n ouxvoTNTa TG CUVUTIAPXOUCAS
mooooTiaiag CD55/CD59 éNeipng ota epubpd alpoo@aipla o€ AoHEVEIC e AUTOAVOCA VOO ATA TOU GUVOETIKOU IGTOU.

®awétumog/  CD55(-)/CD59(+) CD55%/ CD55(+)/CD59(-) CD55%/ CD55(-)/ CD59(-) CD55%/
CTD (n) (n) [%] CD59% (n) [%] (n) [%] CD59% (n) [%] (n) [%] CD59% (n) [%]
RA (38) (19) [50] 10%/0% (18) [47,4] ) [53] 0%/10% (2) [5,3] (14) [36,8] 10%/10% (11) [28,9]
259%/0% (1) [2,6] 25%/10% (2) [5,3]
10%/25% (1) [2,6]
SLE (25) (12) [48] 10%/0% (11) [44] (1141 0%/10% (1) [4] (12) (48] 10%/10% (8) [32]
259%/0% (1) [4] 25%/10% (2) [8]
10%/25% (2) [8]
$i17) (9) [52,9] 109%/0% (9) [52,9] (1) [59] 0%/10% (1) [5,9] (5) 29,41 10%/10% (2) [11,8]
25%/10% (1) [5,9]
10%/25% (2) [11,8]
Sc(7) (1) [14,3] 10%/0% (1) [14,3] (1) 4.3] 0%/10% (1) [14,3] (5) (71,41 10%/10% (5) [71,4]
Vsc (12) (5) [41,7] 10%/0% (5) [41,7] 2)[16,6] 0%/10% (2) [16,7] (5)[41,7] 10%/10% (3) [25]
25%/10% (2) [16,7]
Drm (2) © (0] 109%/0% (0) [0] 0] 0%/10% (0) [0] (11501 10%/10% (1) 1301
ASp (1) (0) [0] 10%/0% (0) [0] (0) [0] 0%/10% (0) [0] (1) [100] 10%/10% (1) [100]
MCTD (11) (4) 136,4] 10%/0% (4) [36,4] (0) [0] 0%/10% (0) [0] (4) 36,41 10%/10% (3) [27,3]
25%/10% (0) [5,3]
10%/25% (1) [9,1]
25%/25% (0) [0]
Sovoho (113) (50) [44,2] 10%/0% (48) [42,5] (7)16.2] 0%/10% (7) [6,2] (47) [41,6] 10%/10% (34) [30,1]

25%/0% (2) [1,7]

0%/25% (0) [0] 25%/10% (7) [6,2]
10%/25% (6) [5,3]

25%/25% (0) [0]

NMA: Nuktepiv) mapo&uvTikn aipoo@aiptvoupia, CTD: Autodvoon vooog Tou ouvSeTIKoL 1oToU, RA: Peupatoedig apBpitida, SLE: Tuotnuatikdg pubnuatdng AUKog,
Sj: ZuvSpopo Sjogren, Sc: TkAnpodeppa, Vsc: Ayyetitida, Drm: Agppatopuoaitida, ASp: Aykulomointikr omovSuAitida, MCTD: MiKTr vOGOG Tou KOMayovou.
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Eikova 2. Aldypappa cuoXETIONG Kal YPAUUR OuvApTNoNG avapeoa
OTO TTOCO0TO TNG EPUOPOKUTTAPIKAG ENEIPNG Tou CD55 (CD55%) Kat
v atpooaripivn (Hb). E€¢iowon ocuvaptnong: y=13,2812 +-0,1974 x +
0,005348 x?, cuvteleoTn¢ kaboptopou (coefficient of determination),

R?=0,05237, F=3,0398, p=0,052.
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Eikova 3. Aldypappa cuox£ETIoNnG Kal YPaUU ouvapTnong avaueoa
OTO TTOCO0TO TNG EPUOPOKUTTAPIKAG ENEIYNG Tou CD59 (CD59%) Kat
v aipoo@aipivn (Hb). E§iowon ouvdptnong y=11,8458+0,02284 x +
0,0007997 x?, ouvteheotn¢ kabBoplopou (coefficient of determination)
R*=0,01338, F=0,7456, p=0,477.
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Eikova 4. Aldypappa cuoXETIONG Kal YPAUU GUVAPTNONG avAapeca
otnv apoopaipivn (Hb) kat ota Aepgpokuttapa (Lym) otoug aoBeveig
pe CD55(-)/CD59(=), PNH (—/-), @awvétumo gpubpwv. E§icwon ouvdp-
™ong y=10,9051+0,0008468 x, cuvteheoTrig kaBopiopou (coefficient
of determination) R?=0,09902, F=4,836, p=0,033.

EUPAVION OTa dTopa autd PaplTtatng KAIVIKAG €IKOVAG
SLE,*® evi) To S aMnAdpop@o yovidio tou CR1 éxel ouvSeOei
YEVETIKA PE TNV aoBévela autr.”® Ot KUPLOL PUNXAVIOUOL HE
TOUG OTTO{OUG TO CUMTTANPWUA HETEXEL OTNV TTaBoyéveon
TWV AUTOAvoowv Slatapaxwyv TepNaUBAvouy TNV aveé-
AEYKTN ammeAeUBEPWON AUTOAVTIYOVWVY OTNV KUKAO®pOpPIa,
AOYW TNG avemapkoUg puBuIong NG evepyormoinong Tou
CUMUTANPWHATOG KATA TNV amonmtwon,®’ kabwg emiong
KAl TO OXNUATIOPNO AVOCOCUUTAEYUATWY PETAU auTtoa-
VTIOWHATWY Kal auToavTlydvwy, Ta omoia evamotifevtal
OTOUG OOAOYOUG I0TOUG KAl 0TA Opyava (OTTWG TO VEPPIKO
oneipapa), odnywvtag otnv evepyormoinon TG KAACIKAG
080U TOU CUUTANPWHATOC."*%2 Map’ GAa AUTA, N CUMUETOXN
Tou DAF kat tou MIRL otn puBuion tng Bapltntag Kat Tng
€KTaong ™G ev Aoyw BAABNCG o€ ocuoTNUATIKO emimedo
mapapével adleukpiviotn. Eva yevikd, al\d tautoéxpova
KAl EMOQPANEG, CUUTTEPACHA ATIO TIPONYOUUEVEG MENETEG
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Ewkova 5. AcBevq pe vUKTEPIVA TTApo&UVTIKY alpoo@atptvoupia (NMA):
75% tautoxpovn ENePn oo Tou DAF 600 kai tou MIRL (75%/75%) amo
Ta £pUBPA AlOCPAiPLa OTO TIEPIPEPIKS TOU aipa. AUTOC 0 aoBeVA( gixe
Betikn dokipacia o§uvioBévtog opou kat coukpdlng.

TIAVW OE TTEIPAUATIKA HOVTEAA SLAPOPETIKWY AUTOAVOCWYV
Slatapaxwv (eykepaAitida, onsipapatoveppitida K.d.)* =34 Ba
ftav 611 01 10TOoI, OTNV TPOOTIADELA TOUG VA TIPOCTATEUTOUV
amod TO EVEPYOTIOINUEVO CUUTIARPWHA KAl VA TIEPLOPICOUV
TNV KUTTAPIKA BAAGPN, avdvouv Tnv €KQPacn TWV CUYKE-
KPIMEVWV popiwv. AVTIOETA, N HEIWON TOUC AVTAVAKAA €iTe
TNV YN EvePYOTNTA TNG VOOOU OE TOTIIKO TTIMESO, OTTOTE
Ta popla auTtd KatavalwvovTal, gite Tnv ofgia aon tNng
Slatapayng, omoTe Kat Ol TPOCAPUOCTIKO{ AUTO( INYXAVIOUOI,
mou xpetdlovtal xpovo yla va avamtuxBouyv, dev avaiap-
Bavouv dueoca Spdacn. Ano TNV AN TAELPd, OGOV APopd
OTO ALYOTIOINTIKO CUOTNMA, €@’ OO0V OTIAVIEG TIEPITTTWOELG
GPl-apvNnTIKWV 0pXEYOVWY ALUOTIOINTIKWY KUTTAPWY HE
emPBeBaiwpéveg PIG-A PeTONNAEELG £XOUV TTEPLYPAPEL va
ouMBaivouv akOuN KAl 0TO MUENS TWV OCTWY PUGCIOAOYIKWV
ATOHWY, XWPIG OPWG VA UTTEPEXOLV Kal va avanmtuooovTal
o€ BAPOG TNG PUCIONOYIKIG AlOTIOINONG,® avagopEég otn

Mivakag 5. Tumot CD55/CD59 «apvnTIKWV» £PUOPOKUTTAPIKWY TTANBUoHWY (patvéTturol «tummou NIMA») Kat n cuxvotnta TG cuVUTTdpXouoag
mooooTiaiag CD55/CD59 éNeldng amé ta epubpd aipoo@aipta o€ GualoloyikoUg alpodoteg kat aoBeveic pe NMA.

Opadeg eAéyxouv CD55(-)/CD59(+) CD55%/CD59% CD55(+)/CD59(-) C€CD55%/CD59%  CD55(—)/CD59(-) CD55%/CD59%
(n) [%] (n) [%] (n) [%] (n) [%] (n) [%] (n) [%]

Quotoloyikoi (2)[1,6] 10%/0% (2) [1,6] (1)[0,8] 0%/10% (1) [0,8] (2) [1,6%] 10%/10% (2) [1,6]

aAlpodoTEC

NIMA (0) [0] (0)[0] (0) [0] (0)[0] (10) [100] 25%/10% (3) [30]

25%/25% (3) [30]

75%/50% (1) [10]

75%/75% (1) [10]
100%/100% (2) [20]

NIMA: NukTepIvi Tapo&uvTiKn alpoo@aipivoupia.
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S1ebvn BiBAoypagia oTTaviwy TEPIOTATIKWY AUTOAVOOWV
Statapayxwv (6mwg o SLE kat 1o Sc), Tou CUCKETIOTNKAV PE
v avantuén NIMA katd tnv mopeia Tng vooou,*-¢” evicxouv
TNV UTTOBECN pLag, TMBAVOV, AVOCOANOYIKNG APXNG MUENIKNAG
avendpkelac.’® ‘Etol ot GPl-apvntikoi kKAwvol Sparmetevouv
MG avoooAOYIKNG miBeong amd T-KUTTAPOTOEIKA AEPO-
KUTTapa Katd TNG QUGCIOAOYIKAG aloTtoinong, TTOANATTAQ-
olalovtal kat SlapoporolovvTal Kal, TENKJ, EMKPATOUV
OTO MUEAS TwV 00TWV.> 47

Mapouocia epuBPOKUTTAPIKWY TTANBUCUWV «TUTTOU
NIMA» og aoBeveic e autodvooeg Slatapaxéq

Av Kal €xouv TTponynBei LENETEG TNV TeEAeuTaia SekaeTia
UE OTOXO TNV EKTIMNON TNG é€KkPpaong Tou CD55 kal Tou
CD59 o1a KUTTapa ToU TIEPLPEPIKOU AipATOC 0€ aoBeveig
ue SLE, RA kau Sj,#7*° n mapovoa gival n mpwtn HEAETN TTOU
katadelkvUel TNV Tapouaia «tumou NIMA» EpuBPOKUTTAPIKWY
TANBUOPWV —eKTOC aTtd Toug aoBeveic e SLE kat RA— o€
aAuUTOUC e oUVSpoo Sjogren, cuoTNUATIKO oKANPOSEPUQ,
ayyelitida, depuatopuooitida, ayKulomolnTikr ormovOUAiTida
KAl MIKTH VOOO TOU CUVSETIKOU 10TOU. MAAIOTQ, N ouxvotnta
TWV MANOBUOUWVY AUTWV Yla KABs voéonua NTAV OTATIOTIKA
ONMAVTIKA UYPNAOGTEPN CUYKPITIKA UE TOUG (PUCIOAOYIKOUG
aipodoTeg, pe e€aipeon Toug aoBeveig pe Seppatopvooitidba
Kal aykulormoinTikry omovSuAiTida, émou o aplBudc Twv
TTAPATNPEROEWV ATAV TTOAU HIKPOG.

Oa mpémel va onuelwbei emiong ot uévo 9 acbeveic
Sev gupavicav gpubpd alpooeaipla «tumou NIMA» oTo
TIEPIPEPLKO TOLG aipa (9/113, 8,0%), XpNOIMOTIOIWVTAG TO
oUOoTNHA PIKpoTUTIoTIoiNoNG ME YEAN sephacryl. To péyebog
TWV EANEIPMPATIKWV KAWVWV Sgv uttepéfn moTé 1o 25%
TOU OUVOAIKOU g€puBpoKUTTAPIKOU TIANBUGCHIOV, eV Ol
MO CUXVOI PalvoTuTol TocoaoTiaiag EéNelpng CD55/CD59
ntav o 10%/0% (48/113, 42,5%) kat o 10%/10% (34/113,
30,1%). Ev touTolg, afloonpeiwTto ATav MioNng TO YEYOVOG
OTL N gp@avion CD55 apvnTikwv pubpwyv alpooc@alpiwyv
(97/113, 85,8%) nTav onuavtika cuxvotepn amod toug CD59
apvNnTIKoUG (54/113, 47,8%), KaBWG Kal 0Tl SV ONUEIWONKE
OUOCXETION AVAPECO OTN MEIWMEVN EKPPACH TOUG.

EUNoya Aotrmdv avakUTITEL TO PWTNHA YA TO TTOLEG OI-
epyaocieg pecoAaouv Tnv anmwAela TNG ék@paong Tou DAF
kat Tou MIRL amo tn pepBpdvn Twv EpuOPWV alpocalpiwy
oTouG v AOyw aobeveic.

JUVOTITIKI AVAOKOTINON TIPONYOUUEVWY HENETWV:
Amouacia kolvou mpotumou ékgpaong tou CD55
Kat tou CD59

Ano 1o 1980 mepimou, étav SnUocIeUTNKAV Ol TIPWTEG

1.B. AXHMAKOMOYAOZX kat cuv

AVAQPOPEG YA TN HEIWPEVN EK@paon Twv mCregs —OUYKE-
Kplpéva autry Tou CR1 (C3b ummodoxéa)— otnv epubpPOKUT-
TAPIKA MEMBPAVN TwV aoBevwv Ue SLE,*® S1Apopeg HENETEC
UE KUTTAPOMETPIO porg Kat avocopBoplopd ota epubpd
algoo@aipla acBevwy Pe autodvooa voorpata, 6mwe o
SLE#-%850-22 ka1 n RA,**** mpoomdBnoav va kabopiocouv éva
OUYKEKPLIUEVO TTPOTUTTO éKPpaonG Twv DAF kat MIRL otnv
€PUOPOKUTTAPIKN HEUPBPAVN, XWPIG OUWE ATTOTEAECUA.
‘Exovtag, otnv meloPn@ia Toug, TpayHatomnolnOei pe pikpd
Seiynua acBevwyy, ol ev Aoyw €peguveg amokaluyay, oTnv
TIAEIOVOTNTA, UL ONUAVTIKA HEIWMEVN EKPPACN TWV HOPIwV
aAuTWV oTa €puBpPd, €ite pepOVWPEVN Yia KABE avTiyovo,
gite og ouvduaopo. Qotéoo, Sev unopeos va avadelxOei
OUOXETION HE TNV EVEPYOTNTA TOU CUMTIANPWHATOG (£TTi-
meda C3 kat C4 otov 0pd TOU MEPIPEPIKOV AiNATOG), TNV
Tapouasia avalpiag | avtipwWo@OATTISIKWV AVTICWHATWY
(anti-phospholipid antibodies, aPLA) kal Tnv evepydTnTa
¢ véoou N\ TNV KAWVIKA Bapltntd tng (SLEDAI: systemic
lupus erythematosus disease activity index, SLICC-DI:
systemic lupus international collaborating clinics damage
index, avtiotoiya).#50-22%

Mpdopata, otn HeYaAUTEPN KAWVIKA HEAETN YA TNV
ékppaon twv mCregs —CD55, CD59, CR1— otn pepPpdvn
TWV KUTTAPWYV TOU TTIEPLPEPIKOU aipatog, o 100 aoBeveic
Me SLE, ot Alegretti et al avépepav Tn ONUAVTIKA HEIWUEVN
ékppaon poévo tou MIRL ota gpuBpd, oe oxéon He TOug
(PUCIOAOYIKOUG AIOSOTEG, N omoia Ouw¢ Sgv cuoxeTI{OTAV
ME TNV avatpia (Hb <11 g/dL) j TV autodvoon alpoAUTIKA
avaipia (autoimmune hemolytic anemia, AIHA).*? X& avti-
Oeon, ot Richaud-Patin et al —o€ pkpOTEPO, BERaIa, aplOuo
aocBevwv (24 évavtl 100)— sixav avadeiel mwg mapd to
yeyovog 6Tt ot aoBeveic pe SLE kat AIHA, kaBwg kat autoi pe
mpwTtomadn AIHA, gixav onUAvTIKA HEIWUEVN €KPPACN TOU
CD59 o€ oUYKPLON LE PUOIOAOYIKOUC AIOSOTEC, Ol A0OEVEIG
He SLE xwpig AIHA Sev mapouacialav Slapopd otny ékgpacn
Tou CD59 otnv €puBpoKUTTAPIKA HEUBPAVN, O oUYKPLON
UE TOUC GUOIOAOYIKOUC.* MapdANAQ, N CNUAVTIKNA UEiwon
Tou MIRL otn pepBpdvn Twv €pubpwv alpooc@alpiwv oE
aoBeveic pe veppitida Tou AUKou (45 aoBeveig)*? Npbe oe
avtifeon pe amoteAéopata MPONYOUUEVNG UENETNG N
omnoia avédelée onuavTtikd vPnAd emineda 1déoo Tou CD55
600 kal Tou CD59 ota epubpd alpoopaipla. Oa MPETEeL va
ONUEIWOEl 0 HIKPOG aplOpog aocBevwy TnG TeNevTaiag (15
aoBeveiQ). 2T PeEAETN AUTH, EKTOG amo Tnv avixveuon CD55
Kal CD59 apvnTIKwV €pUOPOKUTTAPIKWY TTANBUCUWY o€
aoBeveig pe SLE, dev avadeixbnke kamola Siagopd 6cov
a@opd otnV ENEIYN TWV HOPIWV aUTWV avaloya UE TNV
mapoucia n un avtipwo@oMmdikoL cuvdpopou. MAAloTa,
Ta otatioTikd dedopéva pag avédel§av OTL n mapouacia
KAWVWV «turmou NIMA» Sev cuoxeTtiletal Ye TNV Tapouaia
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avaipiog, akoun kat étav 1o 6plo Tng Hb tomoBetnOsi
XAUNAOTEPQ, 0T OuyKévTpwon <11 g/dL.

Kuttapomevieg kat «tumou NIMA» epuBpokuttapikoi
mAnBuopoi

Avagopikd pe TNV ékppaon tou DAF kat tou MIRL
OTa AEUKOKUTTAPA TwV aoBevwv Ue SLE, mponyoupeveg
UENETEC UE KUTTAPOUETPIA PONG, EKTOC ATTO TN CNUAVTIKN
mapoucia avtiotolywv «tuTou NIMA» AEUKOKUTTAPIKWV
TANOUCUWV —O€ CUYKPLION HE TOUG QPUGCIOAOYIKOUG Allo-
86Tec— avédeiav OTL ot AsukoreviKoi aoBeveic, site oude-
TEPOTTEVIKOI €ITE AEUPOTIEVIKOI, EixaV HEYANUTEPN ENNEIYN
TWV ETIPAVEIOKWY AUTWV AVTIYOVWY, EVW avTioTpo®n
OUOXETION TTAPATNPEAONKE AVAUECSO OTNV €KPPACH TOUG
KAl TNV EVEPYOTNTA TOU CUMIANPWUATOG.#*-*2 [payuaTy,
OE YEVIKEG YPAUMEG, 000 HEYOAUTEPN NTAV N EANEWPH] TOUG
amd TNV KUTTAPIKA MEUPBPAVN, TOOO PEYOAUTEPN Kal N
EVEPYOTNTA TOU CUUTANPWHATOG.**? MANOTA, N HEIWHEVN
€K@POAOH TOUG OTNV ETMIPAVELA TWV OUSETEPOPIAWV PAVNKE
va ouoxeTiCeTal e TNV KAIVIKH BapUTnTa TNG VOOOU, YEYOVOG
To omoio dgv MapatnEnONKe Otav eEETACTNKE O€ OXEON UE
TN AEUPOKUTTAPLIKN TOUG EKPpaon.*?

2TOUG AEUPOTTIEVIKOUG A0OEVEIC, UTINPEE ONUAVTIKA UE-
YOAUTEPO TTOCOOTO TTAPOUCIAG KAl TITAOG AUTOAVTICWUATWY
(6mwg anti-SSA, anti-dsDNA K.ATT.), TTOU XapaKTNPIOTIKA SV
OUOXeTI(OTAV PE TNV ENePN Twv CD55 kat CD59 amd ta Aep-
POKUTTAPA.*#83952'0Omwg 8N €xel avapepBei, N Aepporevia
OXl HOVO aTTOTEAEL TN CUXVOTEPN AlATOAOYIKN Slatapayn
Tou SLE,* aA\d@ oxetiCetan Kal pe TNV KAWVIKA emdgiviwon Tng
vooou.# Mapd To yeyovog OTi €xel amodelxOei n cupeToxn
QAVTIAEUPOKUTTAPIKWY AVTICWHUATWY OTNV EUPAVION TNG —
€181kd IgM KpuooEAIPIVWV— N oNPacia TNG AePPoTTeViag
otnv mabo@uaololoyia TNG vooou Kal TNV KAIVIKA TnG dpa-
OTNPEIOTNTA TTAPAUEVEL AUPINEYOUEVN.* 24 Ev TOUTOIG, Ba
TIPETTEL VO UTTOYPAUMIOTEL OTL, EKTOC TNE AEITOLPYIAC TOUC WG
PUBUIOTEC TOU KATAPPAKTN TOU CUUTANPWHATOC, 0 DAF kat
o MIRL emite oV emmpooBeTOUC pOAOUG WG ONUATOSOTIKA
Hépla N poépla cUVOECNC OE CUYKEKPIHMEVOUC KUTTAPIKOUG
UTTOSOXEIC TOU AVOCOTIOINTIKOU CUOTAMATOG, avAloya
M€ TO KUTTOPO OTOU omoiou TN peUPpdavn ekppdlovtal,
CUMPETEXOVTAG £€TOL OTNV EVEPYOTIOINGCN KAl TOV TTOANATIAQ-
OlAOMO TWV AEUPOKUTTAPWY KAl TWV HAKPOPAYWY, OTNV
TpoToTmoinon TNG AEITOVPYIAC TWV AVTIYOVOTIAPOUCIACTIKWY
KUTTAPWV KAl 0T pUBUION TNG €KKPIONG KUTTAPOKIVWV Kal
TIPOPAEYHOVWEWV TTapayovTwv.”’

2t HeEAETN auTr, Sev avadeixOnke ONUAVTIKK) CUCXETION
avdueoa otnv ék@paocn Tou CD55 rj tou CD59 ota epubpd
aAlHOC@AipLa KAl OTNV TTAPOUGCIA KUTTAPOTIEVIWV OTIG ANNEG
QAIUOTIOINTIKEG OEIpéG. ANWOTE, untdpxouv evSeifelg amo

TIPONYOUUEVEG UENETEG, Ol omoieg Sev au@ofBnTouv TNV
Tapouacia cuoxétiong HeTay Tou HeyEBoUC Tou KAWVOU
NMA kal NG gppaviong kuttapormeviwv.”” Map’ 6Aa autd,
éva evolagpépov evpnua mmou xprlel mepaitépw Slepelivnong
NTav N TTEPLYPAPH OTATIOTIKA OCNUAVTIKAG CUOXETIONG METAED
Hb kait Lym pévo og aoBeveic pe ouvumdpyouoa EANeIPN
Tou DAF kat tou MIRL amoé tnv epuBpoKUTTapIKn HEMPBPA-
vn, agov Sev unnpée oto Mape OOV Tapopola avagpopd.

JUOYETION TNG alpoo@alpivng
ME TNV epubpokuTTapIkn ENeYn tou CD55
OTO AUTOAVOOd Voo uata

E€ icou onuavTikni Tav n mePLypagn, yia mpwTtn @opd
otn 81e0vn BiAloypagia, TNG UTTAPENG APVNTIKAG CUCKETI-
ong avdpeoa otn cuykévtpwon TG Hb kat otnv éAN\ewpn
Tou CD55 amd TN peUPpPAvn TwV EpubpwV alpoo@alpiwy,
0ToUG aoBeveig ue autodvooeg vooouc (r.=-0,205, p=0,0296).
Mapd to yeyovog oti n éNAelyn tou DAF kat tou MIRL amo
Ta gpubpokuTTapa eV CUCXETIOTNKE PE TNV TTAPOUCia
avaipiag, Ta oTaTioTikA Sedopéva amokAAuPav GNUAVTIKA
Slapopd avaueoa oe acOeveig Pe GUOIONOYIKH £KPpPach
Tou CD55 Kal o€ autoug Pe ENEIPN OTNV EMEPAVEIA TWV
£pLOPWV algoopalpiwy, TNG Ta&ng Tou -1,45 g/dL.

Av kal n maBoyévela TNG avalpiog oToug ev AOyw acBeveig
Bewpeito MaAASTEPA KUPIWG ATTOTEAECHA TNG KATAOTPOPNG
TWV £pUOPWV AIPOCPAIPIWV ATTO TNV AIOAUTIKH Spdon au-
TOAVTICWHATWY, TA CUYXPOVA EUPHATA UTTOSEIKVUOUV TNV
avatpia Tng xpoéviag vooou (anemia of chronic disease, ACD)
—ATTA TTPOG HETPLA OPOOKUTTAPIKA-UTTIOXPWHN avalpio— wg
TN CUXVOTEPN HOPQI] AVAILIAG OTIG AUTOAVOOEG SIATAPAXEG.
H avaoTtaATikry Spdon AEYHOVWSWY KUTTAPOKIVWV, OTIWG
IL-1, TNF-q, IFN-a, kal autoavTicwpata Katd TG Epubpo-
mointivng maiouv onuavtiko pdho otnv mabogpuacioloyia
¢ ACD. Qotéoo, n ACD cuvumndpxel ouvnOwg pe ANNEG
HOP®PEG avalUiag TTOU TIPOKAAEITAL ATTO OXETIKA OUXVOUG
HNXaviopoUg, OTIWG N GI8NPOTIEVIKN avallia, N autodvoon
QLHOAUTIKH avalpia, n avaipio tng Xpoviag VEQPLIKNAG VOoOU
KAl N HUEAOTOEIKOTNTA TIPOKAAOUHEVN ATTO TNV KUKAOPW-
o@apidn. H mapouacia tTng autodvoong alploAUTIKAG AVAIpiag
oLVNOWC UTTEPEKTIUATAL AOYW AVEVPEDNG MIOG BETIKAG APEONG
Sokipaciag Coombs xwpic mpaypatikn aipoivon. H ENenn
Twv CD55 kat CD59 eival cuvrBwg umevBuvn yla omdavia
eMelo681a AlpOAUONG PE ApVNTIKA TNV Apeon avtidpaon
Coombs, emeidry avédvel Tnv evalcbnoia Tou Kuttdpou
oTn AUon amnd To cUUNMARPWHA.? ATTO TNV AANAN TTAELPQ, N
HUENIKH QVETIAPKELQ TTOU EVOSWVETAL ATTO AUTOAVTISPACTIKA
T-kUTTAPOTOEIKA AgPOKUTTAPA TTIOAVOV VA ATTOTEAEL £vav
eni MAéov MapdyovTta ToU CUUPBANAEL OTNV avaludia Twv
autodvoowv dlatapaxwv.% H mepartépw Slalevkavon
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TWV UTTEVOUVWV LOPLAKWY PNXOAVIOUWY TNG CUMPETOXNG TOU
CD55 otov kaBoptopd twv emmédwv tn¢ Hb ota avutodvooa
VOO UATA UTTOOXETAL TTOAAG, TOCO Yld TNV KATAvONnon TNG
maboguaololoyiag TG avalpiog Twv acBevwyv autwy, 6co
Kal yla Tn B€PparmevTIKn TNG AVTILETWTTION.

MiBavoi maboyeveTikoi pnxaviopoi
™N¢ HeTaPBolnc otnv ékppaon Twv DAF kat MIRL
oTNV EPUOPOKUTTAPIKN HEMPBPAVN

Aldpopeg uroBEoelg £xouv TTPOTAOEL TTPOKEIMEVOU va
E£PMNVEVLOOLV TIC LETAPBOAEC TNG EKppaong Tou DAF kat tou
MIRL oTtnVv em@avela Twv epuBpoKUTTApwWY OTa autodvooa
vooruata. ApXIKA, N HEIWPEVN €K@EPACN TWV AVTIYOVWYV
aAUTWV OTa £pUBPA alpoo@aipta Oa prmopovoe va amodob«i
gite oTn Slatapayn Tng ouvOeong TnG GPI «dykupagy, gite
oe Slatapayr TG CUVEECNC TWV CUYKEKPIUEVWY TIPWTEVWV
otn MEMBPAVN TwV MPSSPOoUWY KUTTAPWVY TNG £puBPAC
oelpdc.” QoT1d00, N €V AOyw mMOAVOTNTA €XEL ATTOKAEIOTEL
amé AANOUG EPEVVNTECG, £’ OO0V SLAPOPETIKA TIPOTUTIA EL-
wuévng ékppaong twv mCregs €xouv mapatnpnOei og kABe
KUTTAPIKN O€1pd, UTTOSNAWVOVTAG, KAT AUTOV TOV TPOTIO, TN
OUMHETOXT SLAPOPETIKWV TTAOOPUCIOAOYIKWV SIEPYATIWY,
€181IKWV yla KABe KUTTAPIKA Olpd.*? Ev TouTolg, mapduola
TIOIKINOpOP@ia €XEl TIEPLYPAQEL OTO MPAOTUTIO €KPPAONG
Twv GPl-ouvdedepévwy mpwteivwy (GPl-anchored proteins,
GPI-APs) mou éxel peAetnOsei avapeoa og SlaPOPETIKOUG
UTTOTTANOUGOIOVUC KUTTAPIKWY CEIPWY TOU AIOTIOINTIKOU, O
aoBeveig pe NIMA kat og pUGCIONOYIKOUG AloSOTeG. 72 MAAI-
ot1a, ot Hernandez-Campo et al mepiéypagav 6t n Ekppaocn
Tou DAF kat tou MIRL mapouotddel peyahn Stakuupavon
aAvAUESA 0Toug SIAPOPOUC KUTTAPIKOUC TTANBUCHOUC TwV
QIUOTIOINTIKWY CEIPWY, VW, TTAPAAANAQ, o MIRL gugavidel
MEYOAUTEPN CUYKEVTPWON OTNV EPUOPOKUTTAPIKN LEMBPAVN,
OUYKPITIKA pe Tov DAF?? Etol, 6a ritav Aoyiko va uttoteBei
OTL AUTH N TTAPAPETPOG OXETICETAL PE TN CNUAVTIKE Slapopd
avapeoa otnv ENeyn tou CD55 kat tou CD59 ota epubpd
alpoo@aipta, otn SIKA pag UENETN.

3 & SIAPOPEC LENETEG EXEL TIEPLYPAPEL N UTIEPEKPPACN TOU
DAF kat tou MIRL 0TOUG 1I0TOUG KAl 0Ta EUITUPNVA KUTTaPA
TIOU «EKTIOEVTA» OTNV TOPATETAUEVN EVEPYOTIOINON TOU
CUMTANPWHATOC, KABWCE Kal o€ TIPOPAEYHOVWOELC TTAPA-
YOVTEC Kal KUTTAPOKIVEG, omwe n C-avtiSpwoa mpwTeivn
(C-reactive protein, CRP), o mapdyovtag vékpwong Tou
6ykou-a (tumor necrosis factor a, TNF-a) kat n ivtepAeukivn-1
(interleukin-1, IL-1).#64973-75 To yeyovog autd €xel BswpnOei
WG TTPOCAPUOOCTIKN ATTOKPLON TWV IOTWV EVAVTL OTO XPOVIO
PAeEYHOVWEEC EPEOIOUA, AOYW TNG TTAPATETAPEVNG EVEQYO-
moiNoNG TOU CUUTTANPWHATOC, N OTTola OUWCE TTIPOCAPLIOYN
amouotddlel katd tnv ofeia @don.”* Qot1dcoo, N Ploloyikn

1.B. AXHMAKOMOYAOZX kat cuv

A&rtoupyia Twv gv AOyw Hopiwv TTOIKIANEL avAAoya PE TNV
KUTTAPIKN MEPBPAvN otnv omoia ekppdalovtal” Ze avTi-
Ogon pe 1a AeukokUTTAPQ, Ta €vO0ONAIOKA KUTTAPA KAl
Ta umOAouTa umUpPNVA KUTTAPA, N TIPWTEIVIKA oUvOeon
™G EPUOPOKUTTAPIKNAG HEUPBPAVNG HETABANNETAL OTIAVIQ,
Siatnpwvtag otabepry cvotaon évavtl TG Katdotaong
gvepyoroinong Tou pubpou alpooaipiov.”’ Agv Ba ntav
apdoipo, Aotrmdy, va urtooTn POl OTL N AVETTAPKELA AUTWV
TWV AVTIYOVWV eM@aveiag ota epubpd cupPaivel A\oyw TnG
KATAVAAWGON G TOUG, KATA TNV TIPOOTIAOEIA TOUG VA AmmoTpé-
Youv TN AuTiKh §pAcn TOU CUUITANPWUATOG ATTEVAVTI OTO
KUTTOPO-OTOXO, AEITOUPYWVTAG £TOL WG AVOOTANTEG TOU
Katappdktn. Ev toutolg, Ba mpénel va An@Bolv un’ oYn
TA ATTOTEAECUATA TIPONYOUEVWY UENETWV, OTIOU OF YEVI-
KEG YPOAUMEG OV ONUEIWONKE KATIOIO CUCYETION AVAUEST
OTNV EVEPYOTTIOINOCN TOU CUMTTANPWHATOG KAL TNV £€KPPACH
TWV aVTIyOVWY AUTWV OTNV €PUOPOKUTTAPIKA MEUBPAVN.
MdAAioTa, 0T OXETIKN HEAETN, O TTANOBUCUOC TwV EPLOBPWV
«tUmou NIMA» &gv urrep€Pn MOTE TO 25% TOU CUVOAOU TWV
epuBpwWV o€ KABE aoOevr), EVW O TTIO KOVOG TUTTOG TTOCOOTI-
aiag ENepng ntav 10% kat yua ta dvo avtiyéva. Emiong,
UTTAPXOULV ETTIOTNMOVIKA EVpripata mou umootnpifouv otL
Ol (PAIVOTUTTIKEG METAPOAEC —OTNV TIAEIOYNPIA TOUG UTTEPEK-
@ppaon— twv GPI-APs mou gp@avifovtal avapeoa 16oo ota
«TTAB0AOYIKA» OCO KAl OTA «(PUGCIONOYIKA» KUTTapd Twv NIMA
A0OEVWV, CUYKPITIKA PE TOUG QPUOIONOYIKOUG alPOSOTEG,
uropei va oupfaivouv ave€dpTnTa TNG EVEPYOTIOINONG TOU
OUMTIANPWMATOC, O CLVAPTNON OXL LOVO WE TOV TUTTO TNG
UTTOKEIEVNC YOVISIOKAG Slatapayng (METAANAEELC Tou PIG-
A) aAAG Kal TO YEITOVIKO, OTO KUTTAPO, UIKPOTIEPIBANOV.”

E@’ 60ov Sev onuelwdBNnKe CLOYXETION AVAECO OTNV
mapouacia i Tov Titho Twv Stlapopwv aPLA i Twv avtimu-
PNVIKWV avTiowudtwy (anti-nuclear antibodies, ANA) kat
otnVv ékppaon tou DAF kal tou MIRL otn pepppdvn twv
KUTTAPWV TOU TTEPIPEPIKOU AipATOC, KABWC Kal 0TNV KAl-
VIKAG €lIkOva 1 Bapltnta TG VOOOU, HEPIKOI CUYYPAPEIG
TPOTEIVAV TNV UTTAPEN KATTOIWV <N AVIXVEUCIHWY» AKOUN
QUTOAVTICWHATWY I} AVOCOCUUTIAEYUATWV EVAVTI GUYKEKPL-
HEVWV KUTTAPIKWY AUTOAVTIYOVWY, TTou €ite eumodifouv Tn
ouvdeon Twv TPWTEIVWV otnV GPI «dykupay, gite amopa-
KPUVOULV Ta CUPTAéYpaTa GPI-TpwTEivng amo TnV KUTTAPIKN
empdvela. %2 Ev TolTolg, N €V AOyw Bewpia €pxetal oe
avtifeon pe ta melpapatika Sedouéva, agou ot Arora et al
Sev mapatrpnoav HetafoAr] otnv ék@pacn Tou DAF kal tou
MIRL KaTd TNV EMWACN QUOIOAOYIKWV EPUOPOKUTTAPWY UE
0op6 aocBevwv pe RA, Ta epuBpd Twv omoiwv apovcialav
ONUAVTIKA Heiwon NG ékgpaong Twv CD55 kat CD59.%
EmmpooBeta, ol ouyypageic autoi mpotelvav wg mbavo
MNXAVIoUS TNV AuTOUAT EVOOKUTTAPWON TToU CLMBaivel
otav eNwaoTouv epubpokuttapa pe MAC, Ta KuoTidia Twv
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omoiwv mepiéxouv DAF, MIRL kat CR1.7778 ZOppwva e AANN
Bewpia, eivat mBavo va cupBaivel pia TpwTeoAUTIKN kKaBapon
TWV popiwv autwv anod tn HePBpAvn Twv epubpwy, Adyw
TOU EVEPYOTIOINMEVOU CUUMANPWHATOG, ard Eévuua OTTwG
ol €18IKEC yia TN PWOoPATISUAOTVOCITOAN PWOPONITTACES
C kat D.##%479 E@' 6oov Ouw¢ autd ta évlupa sival e181kda
yia TN @wo@aTiSUAOIVOOITOAN, N TeAeuTaia umobson Sgv
emPBePaiwdnKe amod Ta AMOTEAECUATA TNG MEAETNG PAG, €€
artiag Oxt HOVO TNG amouaciag cUoYXETIoNG avAPESa OTNV
epuBpoKUTTAPIKN ENNeWPN Tou CD55 kat Tou CD59, al\d
Kal TNG ONMAVTIKAG S1a@opdg avApesa oTNV AMTWAELD TNG
€KPPAOCKG TOUG.

Emkpdtnon Twv KAwvwv «tomou NMA» 0To Huelo
TWV 00TWV: XOVOPOUO HMUENIKNAC AVETTAPKELAC
OVOGCOAOYIKAG APXAG;

‘Onwg NN avaeépbnke, éxel amodeixOsi 6T puaiolo-
yikoi aipodoteg mapouvctdlouv eAdxtotoug «tumou NIMA»
KAWVOUG, VW) HETAANNAEELG TOU PIG-A yovidiouv, xapaktnpt-
oTikéG yla NIMA, €xouv TautomoinBei oTnv MAEIOVOTNTA TWV
MEPIMTWOEWV autwv.% Mpdypaty, avevpédnke OTL 5 amo
T0UG 121 PuUOIoAoYIKOUG aloSOTEG gixav EpubpoKuUTTAPL-
KoUG MANBUoOUG pe ENNelYn Tou CD55 ri/kat Tou CD59,
n omoia dev umepP€Pn To 10% TOoL CUVOAOU TWV EPUOPWY,
og ONeG TIG TTEPIMTWOELG. MNapopoiwg, €xel TTEplypaPei n
umrapén «tumou NIMA» KAWVWV o€ TTOAU HIKPO aptOpod KUT-
TApwV og a0BeVEIG Pe XPOVIA AEUPOKUTTAPIKY AgUXALUia,
mpiv TN BeTikn emAoyn avAmntuéng Toug amd Tn xopriynon
avti-CD52 (Campath-1H).8” Z0p@wva pe To POVTENO TNG
«8IMANG Bewpiag»,>*” Ta EVPAMATA OE OOTEOMUEAIKEG BI-
oyiec aoBevwv pe SLE kal Kuttapormevieg, ol onoieg dgv
Aapdavouv avoookataoTtaAtikn Beparneia,®?” kabwg Kal n
TIAPOUGCIA AUTOAVTICWHATWY EVAVTL MUEAIKWYV TIPOSPOUwWY
QAILOTTOINTIKWY KUTTAPWV O OTTAVIEC TIEPITITWOELG A0OEVWV
pe SLE kat amhaotikry avaiuio,®3 gvioxvouv tn Bswpia
€VOG TTPWTOTTAO0UE CUVSPOUOU ALUOTIOINTIKNG AVETTAPKELAG
AvOOONOYIKNAG apxne. ETol, gpaivetal 6Tt urTdpyel pia avoco-
puBLIlOuEVN BeTIkA emAoyn emPBiwong Tou GPl-apvnTikoU
E£PUBPOKUTTAPLKOU KAWVOU, 0 oTroiog moAamAactadetal
EMAEKTIKA, O OUYKPION ME TN QUOIOAOYIKN AlpoToinon,
H€oa o€ éva PIKPOTIEPIBANOV AVOCONOYIKNG EMiBeoNC 0TO
HUEANS TWV OOTWY, €wWG OTOU KATAOTEL AVIXVEVUCIPOG UE TN
pebodoloyia Tou SGT.**7

Emmpbo0eta, kavévag amod Toug acOeVeiG TTou GUUIETEIXOV
oTn HEAETN pag Sev mapouaciaoe KAIVIKA 1] EpyacTnEIaKA
EUPNMATA AIPOAUONG, EVW ot Sokipaoieg Ham kal coukpo-
N NTav apvnTIKEG o€ OAOUG. AUTO MOAVOV oPeileTal OTO
HIKPO aplBU6 epuOPOKUTTAPWY LE CUVUTIAPXOUOA ENNEIPN
Tou DAF kat tou MIRL. ATté TNV AAAN TTAELUPA, HEPOVWUEVN

ENNelpn Tou CD55 rj Tou CD59 Sev unopei va odnynoel oe
atpdAuon 22

Mpayparti, n urtokAwvikn NIMA (subclinical PNH, PNH-sc)
opiletal wg N mapouasia PKpwv MANBuouwv GPI-apvnTikwy
KUTTAPWV TOU aipaTog o€ acBeveic pe S1dpopoug TUTToug
MUEAIKNAG AVETTAPKELAG TTOU OUWCE SV eU@avioOuV KAIVIKA 1
£pyaoTnplakd onueia atipdAuong, cuu@wva e To Interna-
tional PNH Interest Group.®* Ma\iota, a&ifel va onueiwbei ot
OTO 8% TWV PEVPATOAOYIKWYV acBeVWV TTou Sev Mapouaciace
«tUTou NIMA» pavéturo ota epuBpd alpoo@aipla xpnot-
pomolwvtag to SGT, pmopei va avixveuBolv <1% «TUTou
NMA» kUTTapa, povo pe bYNAAG eualodnoiag Sokipacia
KUTTAPOMETPIAC PONG.% ZUU@PWVA UE TOUG EPEVUVNTEG, €@’
O00V N TEXVIKNA auTH améTuxe va avadeiel Tnv mapouacia
«TUTTOU NIMA» KAWVWV TIEPIPEPIKWY KUTTAPWYV TOU AiATOG
o€ 43 aoBeveic pe SLE kat 14 pe moANATIAG HUEAWUA —EVW
éxelL amodelxBei n TaPEN TETOIWV KAWVWV O0TOUG acBeveiq
ME Ta eV AOyw voorjpata—""* n av&énon tou peyéBoug Twv
OUYKEKPIUEVWV KAWVWYV, TTOU TOUG KABIOTA aviXVeUCIUOUG,
Ba mpénel va BewpnOei wG XapaAKTNPIOTIKO OTOIXEIO PUE-
NKNAG avemApKelag.®

Meploplopoi TG HENETNC

Adlap@iofntnta, n emiktntn éN&pn touv CR1 ota
epLOPA® Bewpeital amod TOANOUG EPEUVNTEG OTL CUMBANAEL
onMavTikad otnv mado@uaoioloyia TTOAWY AUTOAVOCWV
Statapaywy, 6mwg o SLE kat n RA %% kabwg emiong kat oTt
AVTAVOKAA TNV €vEPYOTNTA TNG VOOOU Kal TNV Katdotaon
NG AEYHOVNAG, KATEXOVTAG ONUAVTIKO PONO OTN JECONO-
BoUuevn anod ta C3 kat C4 KAACHATA TOU CUMTITANPWHATOC
KABapoN TWV AVOCOOCUUTMAEYUATWY ard TNV KUKAo@opia.f-5?
Ev toUTOLG, N ékPpacn auTrig TNG PUOUIOTIKAG TTPWTEIVNG
TOU CUUTIANPWHATOG 0T HEUBPAVN Twv gpubpwv alpo-
opalpiwv dev ekTIUNONKE 0ToLUC AoOeveiC pag, av Kal o€
TIPONYOUEVEG UENETEG OUCXETIOTNKE PE TNV EVEPYOTNTA
TOUL cUPTANPWATOC.*? Emiong, Sev ektipnOnkav n Baputnta
NG vOOoOU, N EVEPYOTIOINON TOU CUMUITANPWHATOG KAl TO
emimedo TNG PAEYPOVNG OE ocuvdApTNoN KE TNV TTapouacia
«tUmTou NIMA» EpuBPWV AILOCPAIPIWY OTNV TTAPOVCA LENETN.

A6 TNV AN TTAELPA, N XOPrYNON EITE AVOCOKATACTOA-
TIKNG &iTe avoooTpomonoInTikig Beparmeiag SduvnTikd Ba
MITOpOUCE va EMNPEACEL TA ATTOTEAEOUATA TNG TTAPOUVOAG
HEANETNG. Mapd To yeyovog oTL Sev avadeixOnke onuavTiki
oX€on avapeoa otnv ék@paon Twv CD55 kat CD59 kat tn
OepaTEVUTIKN] Aywyr, N ETEPOYEVEIA AUTNG O CUVSUACHO
UE Ta TTOANATIAG OEPATTEVTIKA OXMATA LANNOV KATECTNOAV
aduvatn Tnv avadelén KAmolag cUoYETIONG HeTa&y Tou gidoug
NG Ogparmeiag Kal Twv AVTIYOVWV TNG EPUOPOKUTTAPIKAG
EMPAVEIAG 1] TWV AIUATONOYIKWV TTAPAPETPWV.
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Xwpic ap@iBolia, CUYKPITIKA PE TNV KUTTAPOUETPIA
PONG, To SGT £XEL TO MEIOVEKTNHA VA PNV AVIXVEVEL UIKPOUG
NIMA gpuBpOoKUTTAPIKOUG KAWVOUG (<2%), KaBw¢ emiong
KAl VO PNV EKTIUNA TNV mapoucia CD55 kat CD59 éAhel-
WNG o€ ANNEG QIUOTIOINTIKEG KUTTAPIKEG OEIPEC. QOTOOO,
TIPONYOUUEVEG UENETEG €XoUV amodeiel OTI amoTelei éva
ONUAVTIKA XPAOLU0 SlayVWOoTIKO HECO, APKETA euaicOnTo,
WOTE va Uropei va xpnotpomotndsi wg Sokipacia Stahoyrig
TIPOKEIPEVOU Va avixveveTal n mapouaoia NIMA epuBpokut-
TAPIKWV TTANOUOUWV.* %7

KataAryyovtag, av kat S&v KATaSEIKVUETAL CAPWG OTNV
TAPoVUoa HEAETN N KAWVIKE) ONUAVTIKOTNTA TNG TTAPOUCiag
CD55 ry/kat CD59 éNAelPng ota epubpd alpgoo@aipla Twv
aoBevwv pe autodvood VOCHUATA, N TTOPOoUsia «TUTTOU
NMA» €pUOPOKUTTAPIKOU PAIVOTUTIOU OE HIKPO TTOGOOTO

1.B. AXHMAKOMOYAOZX kat cuv

(ouvnBwg <25%), n omoia @aivetal avefdpTnTn amd TNV
avantuén avaipiog i AAwV KUTTAPOTIEVIWY, KABWG €TTioNg
N AToVCia KAIVIKWV 1} EPYACTNPIAKWY ONUEIWV alpdAuong,
€VIOYVEL TNV UTIOOEON OTL AuToi ot TANBu ool TTPOUTTIAPXOLV
o€ éva LIKPOTTEPIBANNOV HUEAIKAC AVETTAPKELAC OPEINOUEVO
otnv autoavooia. Etol, mbavév va toug poo@épeTal éva
OeTIKO MAgoVEKTN A EMPBiwoNC, K€ ATTOTEAECHA VA TTOAO-
mhaotddovTal Kal Vo JETATPEMOVTAL OE AVIXVEUCIHMOUG, HE
™ peBodoloyia pag, kKAwvous. H Babutepn katavonon
Twv Mabo@ualoloyikwv Slepyactwv mou AapBdvouy xwpa
Ba Nntav Bgpehiwdng, ¢’ doov oe acBeveic ue AANOUG TU-
TIOUG MUEANIKAG QVETIAPKELOG, OTTWG Yla TTApAdElyUa otnV
AmAAOTIKN avalpia Kal ota PUEA0SUOTIAACTIKA cUVOPOLQ,
n avixveuon «tumou NIMA» KAWVwV €xel TTPOYVWOTIKA a&ia
yla TNV avtanokplon 0TnV avOCOKATACTAATIKN Ogpameia.5%8
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“PNH-like” erythrocyte populations in patients with autoimmune connective tissue disorders

J.V. ASIMAKOPOULOS," E. TERPOS,? L. PAPAGEORGIOU," O. KAMPOUROPOULOU,? D. CHRISTOULAS,?
A. GIAKOUMIS,*> M. SAMARKOS, 2 G. VAIOPOULOS,? K. KONSTANTOPOULOS,* M.K. ANGELOPOULOU,'
T.P. VASSILAKOPOULOS," J. MELETIS'

'"Hematology Department and Bone Marrow Transplantation Unit, National and Kapodistrian University

of Athens, School of Medicine, “Laikon” General Hospital, Athens, 2Department of Clinical Therapeutics, National

and Kapodistrian University of Athens, School of Medicine, “Alexandra” General Hospital, Athens,

3First Department of Internal Medicine, National and Kapodistrian University of Athens, School of Medicine,

“Laikon” General Hospital, Athens, Greece

Archives of Hellenic Medicine 2013, 30(6):714—-729

OBJECTIVE To evaluate the presence of CD55 and/or CD59 in the erythrocytes of patients with autoimmune disorders

and their possible correlation with the demographic characteristics, clinical features, complete blood count (CBC)

and treatment administered. METHOD CD55 and CD59 expression was evaluated in the erythrocytes of 113 patients

with autoimmune connective tissue disorders using the sephacryl-gel microtyping system. Control groups consisting

of 121 healthy blood donors of similar age and gender, and 10 patients with paroxysmal nocturnal hemoglobinuria

(PNH) were also studied. In all samples with CD55- and/or CD59-negative erythrocytes Ham and sucrose tests were
also performed. RESULTS Of the 113 patients, 104 (92%) demonstrated “PNH-like” erythrocyte populations: 47 (41.6%)
with concomitant deficiency of CD55 and CD59, 50 (44.2%) with isolated deficiency of CD55 and 6 (6.2%) with isolated
deficiency of CD59. In healthy donors, only 2 (1.6%) had red cells with concomitant CD55/CD59 negativity and 3
(2.4%) with isolated CD55 or CD59 deficiency. All patients with PNH exhibited simultaneous CD55/CD59 deficiency.
There was no clinical or laboratory evidence of hemolysis in any patient. Positive Ham and sucrose tests were found

only in patients with PNH. No association was found between the presence of “PNH-like” red cell populations and

cytopenia or any specific treatment. CONCLUSIONS This study provides evidence supporting the presence of “PNH-

like” erythrocytes in patients with autoimmune connective tissue disorders. It was demonstrated that the presence

of “PNH-like” population may affect the hematological profile, in these patients. Further studies will be required to

clarify the pathophysiological mechanisms of this phenomenon.
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Key words: DAF, MIRL, Paroxysmal nocturnal hemoglobinuria, Rheumatoid arthritis, Systemic lupus erythematosus
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