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NEPIAHWH

H autodvoon nnatimda eival éva xpovio PAeypoVWOEG vOONa TOU
ANATOG NOU epPaVvideTal wg anoTéAeopa piag autodvoong andvrn-
ONG KaTd TWV NMNATOKUTTAPWY O€ YEVETIKA npodiatedeipyéva droua.
H didyvwon Tng otnpidetar oto ouvduaopd KAIVIKWY, BIOXNUIKWY,
avooOAOYIKWY Kal 10TONAB0AOYIKWY €UPNPATWY Kal, TAUTOXPOVA,
ME€oa and dIayVWOTIKEG EEETAOEIG, OTOV ANOKAEIOPS VOONUATWY TOU
rinatog dAANG armoAoyiag pe napdpola kAviki eikéva. Maparnpeital
ONMPAVTIKA NOIKIAOPOP@Ia OTIG KAIVIKEG HOPPEG TNG AuTOdVOONG NNa-
Tmodag, otn BapdtnTd TNG, aAG kai oTny avranékpion otn Bepaneia
Kal yia To Adyo auTo €xouv yivel apkeTeéG npoondBeieg Ta&ivopunong
Twv aoBevv pe BAon KAIVIKEG kal EpyaoTNPIAKEG NAPAPETPOUG YIa
TN di1eukGAUVON TNG KAIVIKAG dlEpelvnong, TNV emAoyn TNG KAAUTEPNG
OepaneuTIKAG OTPATNYIKAG KaI TNV 0pBA&TEPN EKTIUNON TNG NPSYVWONG
TOUG. XTNV napouoa avaokonnon ava@epdpaoTte otny naboyévela
kar otnv kKAIvIKr gikdva TNG autodvoong NNaTimoag, oTa KPImipia nou
unofonBouv Tn didyvwon TG kabwg kal oToug 0poAoyikoUg TUNOUG
TNG VOOO0U MOU GUXVOTEPA ANAVTWVTAI oTNV KAIVIKA Npdé&n, kaBwg kal
otn ouvunapén TnG Ye Ta peupaTikd AUTOdvooa VOORUATA.

EMnviki Peupatohoyia 2007, 17(4):298-315

“Opoi supetnpiou: autodvooa vooriuara rinarog, autodvoon nnaritioa,
Taéivéunon, avrinupnvikd avrio@uara (ANA), avrioduara évavr Asiwv
puikav vaiv (ASMA), avrioduara évavri diaAutdv nnatikwv aviyovwy
(avri-SLA), avriowuara évavri LIKpOOWUIGKWY avTiyOvwv HIATOS VEQPWY
(avti-LKM), avrioduara évavti kirpouMivikod nenmidiou (anti-CCP).

EIXATQIH
H evepyonoinon Tou avocoAoyiKoU OUCTAPATOG KATE KUTTAPIKWV


warezwolf
JR-stamp


avTiyévwy Tou 10U Tou opyaviopou odnyel oe
Mia «AavBaopévn» avoooloyiki andvrnon nou
kaAeitar autodvoon andkpion (autoavoaia) kal
xapakrnpi¢etar and napaywyn avriowpdTwy nou
OTPEPOVTAl EVAVTIO OTA «(O10» KUTTAPIKA avTIyéva
(autoavTiowpaTa) f karand enkpdTNon auTodPa-
OTIKWY KUTTAPOTOEIKWY T-AEUPOKUTTAPIKWY KAWVWV.
H autoavooia eival pia katdotaon didonaong Twy
(PUOIOAOYIKWV AVOOOAOYIKWY INXAVIOUWY AVOXAG
(e€dheiyn, avooohoyikni dyvoia, avoooloyikr pubuI-
on) JE TOUG 0Moioug 0 OpPYavIoPOG «avTIAauBdverars
TO KUTTAPIKG OTOIXEID WG «id1a» (self) kal aopaAn kal
Ox1 w¢ «&EEva» (non-self) kar emPBAafn. Avendpkeia i
duoAeITOUPYIa OTOUG PNXAVIOPOUG NOU PUCIOAOYIKG
puBpidouv TIC AVOOOAOYIKEG ANOKPIOEIG UNOPE( va
odnynoel og napaterapevn ri unepBoAikrl andkpion
Kal VO MPOKAAEOE! 10TIKA KATaoTpogn, €iTe péow
TNG evandéBeong Twv KUKAOPOPOUVTWY auToou-
MRAeyHATWY (QUTOAVTIOWHA — AUTOAVTIYOVO - OU-
MAARpWQ), €iTE JEOW TNG APEONG KUTTAPOTOEIKAG
OPAONG TWV KUKAOPOPOUVTWY AUTOAVTIOPACTIKWV
T-Aeppokuttdpwy (CD8+) oToug 10TOUG Pe TEAIKO
anotéAeopa Tnv ekdriAwon autodvooou Voonua-
T0C'. O KAIVIKEC EKONAWOEIC TWV AUTOGVOoWY Vo-
onpdTwy gival NOIKINOUOPPEG Kal eivar duvaTov va
apopoUV &iTe pévo og €va dpyavo (opyavoeidikd)
N &iTe o€ NOAAG dpyava cuyxpdvwg (CUCTNPOTIKG
N un-opyavoeldikd), evw Oev eival aouvnBioTo €va
0pPYavoEeIdIKG aUTOGVOOO0 VOONUA Va NapousIddel
napdMnAa kar ekdnAwoeig and dMa épyava i va
ouvuUNApPXouV NEPICOOTEPA ANd €va OPYavoEIdIKA
N ouoTnpaTIKG autodvooa vooriparta (ouvdpoua
enkdAuyng) otov id10 aoBevn.

Earriag Tng enikdAuyng i TnG ouvinapéng Twv
KAIVIKWV €IKOVWV, N avaokdnnon kAnolwy opyavoel-
OIKWV AUTOAVOOWY VOONUATWY eival XPNOoIUN yI1a TO
y1aTpo nou dlaxeipideTar vooripaTa pe autodvoon
naboyévela, 6nweg o PeUPATOASYOG, YIaTi UNopEf va
EPPAVIOTOUV OUVEKPPALOPEVA UE TO PEUPATOAOYIKS
véonua oTov 910 aoBevni.

AYTOANOZH HMATITIAA

Ta autodvooa vooriparta Tou NNaTog ivar opya-
VOEIDIKA, XPOVIa PpAeyHOVWON VOO AT ayVWOoTOU
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aimoAoyiag pe naboyéveia nou opeileral oe autod-
vOON aNGKPIoN EVAVTI NMOTIKWY KUTTAPWY-OTOXWY
(nnatokUTTapa 1 XoAayyeIoKUTTAPA) O€ YEVETIKA
npodiatebeipéva dropa. H autodvoon nnaTimida,
n npwTtonadng xoAikn kippwon, N npwTonadng
OKANPUVTIKA XOAaYYENTIOO KAl N auTodvoon Xo-
Aayyelimda eival Ta ouxvoTEPa auTodvooa NNATIKG
voonpata, aAd apketd ouxvd otnv kKAivikr np&én
napatnpouvTal kal ouvdpopa enikdAuyng (overlap
syndromes), kaBw¢ kar opIakéG HopPpeéG (outlier
syndromes) Twv napandvw voonudatwy.

H autodvoon nnatimida (AH) ogeiletal og OI-
aTapaxn Tou avoooAoyikol oUOTAPATOG OTNV
avayvwpeion Kar oTny avoxn Twv «id1wv» NNATIKWY
NPWTEIVWY - avTIyOvVwy, Nou €xel w¢G anoTéAeopa
UNEPHUETPN QUTO-EVEPYONOINON XUMIKWY KAl KUT-
TAPIKWY AVOOOAOYIKWV PINXavIoPWY, npdkAnon
XPOVIAC PAEYHOVWOOUG avTidpaong oTo ANAp Kal
VEKPWON TWV NNATOKUTTApWY. XapakTnpidetal and
TNV NAPOUCIA QUTOAVTICWHATWY EVAVTI EIQIKWV
A Kal PN €101KWY NPWTEIVWY yIa To ANap kal ano
onpavTtikoU Babpol noAukAwvikA unepyappa-
opalpivalpia’.

H AH nepiypdgnke npwtn ¢opd and Tov
Waldestrom 10 1950°. MpooBdAiel dAeg TIG NAIKIEG,
Kupiwg yuvaikeg (4:1) kar napouoiddel OUO QIXUEG
nAikiaknig eppdviong ota 10-30 kal ora 40-50
érn. O eninoAaop6¢ TnG véoou oTn BopeloduTikA
Eupwnn unohoyiCetar oe 140-170 aoBeveic avd
1.000.000 kaTofkouc', n péon eTcia eniNTwWor
Tn¢ eivar nepinou 0,7-1,6 véeg nepINTWOoEIG avd
100.000 kaToikouc kal oTi¢ H.I1.A avTioToIXel 0TO
10-20% TOU oUVOAOU TwV XPEVIWY NNATONABEIWY.
TN XWPAa Pag av Kal €XouV Yivel dIGPOPEG MEAETEG,
0ev uNdpPxouv WOTOOO0 APKETA OTOIXEIQ yIa TNV
akpIBr enidnpioAoyia ¢ véoou’.

1. MAGOTENEIA

Andé Toug pnxaviopoug NPOkANONG auToavo-
ofag, dvo eival autol nou ¢paiveral va Bpiokouv
epappoyn otnv AH:

A. Mopiakri Miunon

B. Aiarapaxnri Avocoloyikric Andkpiang.

O 6pog «popiakn Pipnon» xpnaolponoindnke
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yla npwtn gopd and tov Snell To 1968, yia va
nepypayel Tnv Ekppacn and Toug 100G avTiyovwy
napodpolwy Pe avTiyéva Tou &eviotr (opoAoyia
AMIVOEEWV PETAEU «IdIwV» Kal «EEvv» KUTTaPI-
KWV OTOIXE(WV) Mou npokaioldv TNV napaywyn
auToavTiowudTwy. Mopiakni pipnon peta&y nna-
TOTPONWV 1DV KAl NNATOKUTTAPWY NIBavoAoyeiTal
WG NUPOBOTIKOG INXAVIOPOG, evw NapdAAnAa n
eAGTTWON TNG AEITOUPYIag TWV KATAOTAATIKWY T-
AEPPOKUTTAPWY PAiVETal WG N KUPIWG diatapaxn
TNG avoooAOYIKAG anOKPIoNG KaTd TNV NPOKANoN
™Tc AH.

Ado Beswpouvtal o mbavol pnxaviopol TNg
1oTIKri¢ BAABNG oTo rinap:

A. E€apTnpévn and avTiowpata KUTTapoTog)-
KOTNTA (MNXAVIOPOG XUMIKAG avooiag)

B. ‘EkTONN €kppacn Twv avTiyovwy I0TOOUM-
Batétntag TUnou Il (UNXAVIOPOG KUTTAPIKAG
avooiac).

H naboyéveia Tng AH nupodorteitar étav éva
YEVETIKG npodiatedeipnévo dTopo, ekTiBeTal o€
gévav nepifarrovtikd napdyovra nou pnopel
va eival 16¢, Baktriplo, xnuiki ouoia i epdpua-
Kko®. AVOOOVEVETIKEG PHENETEG €xouV Oeiel ou-
ox€rion TNG AH pe Ta avOpwniva AeukoKUTTa-
pIkd avTiyéva (HLA) Tou Meidovog ZuotripaTtog
lotooupBatérntac (MHC), To onoio kwdikonol-
giTal oTo Ppaxy okéNOG Tou XpwHooWwHaTog6”. O
anAdtunog HLA-A1-B8-DR3 aveupiokeTtal nepinou
070 37% Twv aocBevwv kal xapakTnpidel dTopa
veapng nAikiag pikpdTepng Twv 30 eTwy, 101aiTEPA
yuvaikeg, nou eppavidouv uPnii evepydtnta
véoou, xapnhin BepaneuTiki avtandkpion Kal
onpavTiké apiBud unoTponwy Perd Tn diakonn
NG Bepaneiac. O anAdTUNOG auTOG OXETICETAI KAl
pe dMa autodvooa vooripaTta, énw¢ o ouoTn-
MaTIKOG epuONUATWONG AUKOG (ZEA), n autodvo-
on BupeoeidondBeia, o IVOOUANvVOEEaPTWHEVOG
oraBntng k.d. O yovoTunoc HLA-DR4 agopd
ouvnBwg oe aoBeveiq peyaAdtepoug Twy 40 TV
nou epgavidouv pikpn evepydTnTa véoou, uPnin
OepaneuTiki avrandkpion kai PIKPO NooooTod
unoTtponwyv perd tn dlakonn Tng Bepaneiag. O
yovétunog HLA-AT1 oxetieral pe ouxvn eppavion
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eCwnnatikwy ekdnAwoewv. O NapdyovTeg, NePI-
BaMovTikol i1 un, nou npokaAouv Tnv ekdnAwon
™G AH o€ yeveTikd npodiatebeipyéva dtopa dev
givar nTANpw¢ yvwoToi, woTOo0 €X0UV EVOXoMoIin-
B¢l 10yeveic Aopwéeig and Tov 16 TNG IAaPAG, TNG
nnaTimdag A, Tov 16 Epstein Barr k.d. kabwg kai
n xopriynon IVTEPPEPOVNG.

2. MOP®EX KAINIKHXZ EKAHAQXZHX

O1 KAIVIKEG ekdNAwOoEeIC aoBevwy pe AH dlagpe-
pouv o€ apIBud kal Bapurnta kai diakpivovral
OTI NAPAKATW MOPPEG:

2.1. Aouuntwuariki popen

To 20% nepinou Twv aoBevwyv dev éxel eU-
PNHA MOU va unodnAWVel NNaTikA véoo® Kal
n didyvwon TiBeTal petd and tuxaia kKAivikA
gepyaoTnplakn e&étaon, pe ouxvoTeEPa EUPHPATA
nnatoonAnvopeyaAia kal pETpia il peydAn avénon
TWV AUIVOTPAVOPEPAOWY. € NOCOOTO NePinou
25% Twv aoBevwyv TiBeTal kaBuoTepNéva n OIG-
yVwon, v NdN €xouv epgavioel ikTepo, aokitn,
KIpooug olcopdyou kai Bpiokovral oto oTddIo
NG Kippwong.

2.2. Oécia popepri

‘Eva pikpd nooootd acbevwdy, oToug onoioug
navwg éxel nponynOel peydAn acupnTwUATIKA
nepiodog, epPavideTal pe eikOva O&eiag IKTEPIKNAG
nNNaTimoag, onaviwg kepauvoBoAou.

2.3. Zuuntwyariki popen

2T0UG NePIoocOTEPOUG aobeveic (60% Twv ne-
pINTWoewY), N AH ekdnAwveral pe TNV Tunikn
KAIVIKH g1kéva’, dnAadr ME Kakouxia, kataBoAn,
avopeéia, ebkoAn kGnwaon, nna NUPETIKA Kivhon
(<38°), anwAeia Bdpoug, apOpalyieg, pUaAyieg,
Kvnopo He N xwpic eEAvONpa kal dIaTaPaAxXES
gMprivou puong oTig yuvaikeg. Katd Tnv KAIVIKA
e&€raon pnopei va ouvundpxel IKTEPOG, unepTPi-
Xwon, akPA A Kal TnAeayyeiektaoiec'®. To 50%
Twv aoBevv auTwyY, ouyxpovwes N katd Tnv
e&€MEN TNC AH, ndoxel kal and dA\o autodvooo
véonpa o€ €va TOUAAXIOTOV Opyavo €KTOG TOU
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MINAKAZXZ 1. NOXHMATA MNMOY EXOYN LYZXETIZTEI ME AH

YnepBupeoedIopog
Oupeoedimda Hashimoto
Autodvoon AipoAuTikrl Avaipia
1d10nabri¢ ©popPonevikni Mopepupa
EAkwonc KoAimidoa

Koihiokdkn

Yakxapwdng AilaBritng TUnou 1
Anoiog d1aBnTNG

11,12

YUvdpopo Autodvoong MoluevdpokpivondBeiag Tinou |

EwoivopiAikd LUvdpopo
MuaoBéveia
Agixnvoeidnic Mirupiaon

63-67,69-71,73-75

Peupatoeidnc ApOpiTida
YGvdpopo Sjogren'* #6407

ZE/\GZJO

Neavikn 1d1onabric ApBpimida

MiktA Néooc Tou ZuvdeTikoU lotoy' #**7**
YUOTNUATIKG LKkANPéSepHa - MoAupuooimda’”
AVTIQWOPOANIdIKS TUvdpopo’
MepikapdiTida

MeAayxpwoTikr Kvidwon

Mveupovikn ‘vwon

YNEIPAPATOVEPPITIOA

Z0vdpopo Sweet

[p1dokukAmda / Nooog AdapavTiddn-Behcet

30,31

78

ANaTog N €xel KANoIo oUOTNPATIKO AUTOGVOOO
véonua''. TuxvéTEPA OUVUNGPXE DEPUATIKG
e€dvOnpua autoavéoou armoAoyiag, Bupeoeidimida
Hashimoto'""?, autodvoooc aipoAuTiki avaipia,
eAWONG KOAMISa, peupaTosldic apBpimda (PA)”,
ouvdpopo Sjogren (SjS)'***, cuoTnuaTiké okAn-
pédeppa kal noupuooimda’ (nivakac 1).

3. OPOAOTIKOI TYNOI AYTOANOXHX
HMATITIAAX

H AH eival pia eTepoyeving ovroTnTa KAl Ol
opohoyikol Tunor Tng kabopiovrar and To €i-
O0¢ TWV AUTOAVTIOWHATWY KAl TOUG YEVETIKOUG
O€lKTEC MOU aviXveUovTal O0TOUC NAOXOVTEC. Ta
AUTOAVTIOWHATA MOU avixvelovTal gpaiveral va
naifouv kdnoio poAo otnv naboyévela, ite pé-
oW AvVAoTOARG TNG avTIyoVvIKAG NPwTEIivVNG évavTi
TNG onofag oTpépovTal, &iTe péow dnpioupyiag
avOOOCUPNAeypdTWY PE To avdAoyo avTiyévo
Kal evepyonoinon TN autoavooou (p)\aypovrﬁczs.
ZUppWVa PE T QUTOAVTIOWHUATA MOU AVIXVEUOVTAI
oToug aoBeveic, N AH Ta&vounibnke 1o 1994 o¢
TPEIG UNOTUNOUG PE DIAPOPETIKG KAIVIKA, avool-
aKd, VEVETIKG Kal NPOYVWOTIKA XaPAKTNPIOTIKGE™
(nivakag 2).

3.1. Autodvoon Hnartimida tdnou 1 (AH-1)

ExdnAwveTal oto 70% Twv aoBevwyv pe AH,

gfival ouxvoTeEPN o€ yuvaikeg kal egavicer oi-
Paolki nAikiakA kaTavoun, Ye Npwtn €éapon
OTIG NAIKiEG 15-30 eTwv kal deuTepn 50-79 eTwv.
Xapaktnpideral and Tnv napoucia avTinupnvIKwy
avtiowpdTwy (ANA) pe oTIkTé i didxuTo TUNO
avooo@OopIouoU, AVTIOWUATWY EVaVTI TwV Aglwv
HUTKOV IVOV (ASMA)??® onpavTikod Baduod
noAuKAwVIKA unepyappacpalpivaipia (kupiwg
IgG) kar andé Tnv napdAAnAn ekdrnAwon kar GAMwv
autodvoowy voonpudtwy. Or aoBeveic epgpavidouv
ouxvotepa anAétuno HLA-ATB8DR3 i yovoTu-
no HLA-DR4. Zndvia pnopei va avixveuBouv
QVTIOWHATA EVAVTI TOU KUTTOPOMAGOPATOG TWV
oudetepopitwyv (p-ANCA) ri évavt Tou unodoxéa
Tng aolahoyhukonpwteivng (avTi-ASGP-R), evid Ta
ANA €vavTi povii¢ i dinAig élikag (avTi-ssDNA A
avti-dsDNA) eival ouvriBwc apvnTikd.

H AH-1 eixe ovopaoBei oto napeAbdv «Auko-
€1d¢» nnaTimda Adyw Twv OeTikwv ANA kal TNG
aveUpeong KUTTAPwWY AUKOU 0g NOC0OTS €wG KAl
15% Twv aoBevwv. ‘Opwg 0 6po¢ auTdS Oy NPENEI
va xpnoigonoleital yiati n véoog dev anoTeAel
ekdAwon Tou cuoTnuaTtikoU £puONPATWOOUG
Adkou (ZEA), aA\G ave&dptnTtn voooAoyikh ovTo-
TNTa. XT0UG a00eveic pe AH-1 kar eEwnnaTikég
ekdnAwoelg (apOpiTida, nAeupiTida, e&avOnpua)
ouxvd nPokUNTel KAIVIKO d1apopodiayvwoTIKO
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MINAKAZ 2. TAZINOMHXZH TYNON AH XTOYZ ENHAIKEZ

XAPAKTHPILTIKO TYNOX 1

Méon nAikia eppdviong 39 €mn

YuxvétnTa unoTtunou 70%

®uho 10 71% €ivar yuvaikeg
Kdpia autoavriowpara ANA + ASMA
AVTIYOVIKOG OTOXO0G akTivn

AMa auTtoavTiowpaTta
avri-ASGP-R
Yuvinapén pe dAha
autodvooa VOoHaTa
“Ypeon pe npedvi(oAdvn 70%
E&ENEN oe kippwon 43%

+ p-ANCA, avTi-LP,

17% Twv aoBeviyv

TYNOX 2 TYNOX 3
25 €1n (evANKEQ) 37 €mn
4% (evriAIKeQ) <4%

10 89% €ivar yuvaikeg 7

avti-LKM1 avti-SLA
P450 IID6 KUTTOPOKEPATIVES
Tpavopepdon
NG yAouTtaBeidvng
+ avTl-LC1, avti-LP, avti-LP
avTi-LKM3, avti-ASGP-R
40% Twv aoBeviv ?
>90% 100%
82% ?

npoBAnua pe Tn peupatoeldn apOpimda (PA)
kai To XEA. H Biogia rinarog ota vooripata autd
oev anokaAdnTel coapn napeyxupatiki BAGRN
1oTohoyIkd kal n npooPoArt Tou opydvou eival
noAU neplopiopevn.

3.2. Aurodvoon Hnatimda tinou 2 (AH-2)

Xapakrnpidetal and Tnv napouoia eIdIKWY au-
TOQVTICWHATWY EVAVTI JIKPOOWUIAKWY aVTIYOVWY
TOU ANATOG KAl TwV VEPPwV (avT-LKM, liver kidney
microsomial antibodies) 1 kal autoavTiIoWPdTWY
KaTd KUTOOOAIWV Tou inato¢ TUnou 1 (GVTI—LC1,
antibodies against liver cytosol type 1)*, anouoia
ANA ka1 ASMA, evd n ungpyappao@aipivaipia
nou napatnpeital dev eival peydAn kai n Tipn
NG IgA eival xapnAn. Xuxvd epgavidovral avri-
Bupeoeldikd avriowparta (avti-TPO kal avri-Tg)
KABWG KAl avTIOWPATA EVAVTI TWV TOIXWHATIKWY
KUTTApwV Tou oTopdxou (APCA). ZTov TUno autd
avnkel nepinou 10 4% Twv evnAikwy pe AH, evw
gival ouxvéTepog oe naidid nAikiag 2-14 eTwv.
H AH-2 napouoiddel eninoAaopd nou diagEpel
YEWYPAPIKWG onpavTikd and 5 éwg 10 nepintw-
0¢16/1.000.000 kaToikouG O€ OPIOPEVEG XWPEG TNG
Eupwnng. Eivar e§aipetikd ondvia omig H.M.A aMdé
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kar otnv EAAGda. Zuxvni eivar n ouvinapén tng
ME dMa autodvooa voorpaTa, dnwe N VEavIKN
1510nadn¢ apdpimda’®’’, n Bupesoeidmda'"?, o
0aKkxapwdN dIaBrTNGTUNou 1, n alpgoAuTIKA A N
peyahofAaoTiki avaipia, n PA, n eAkwdng KoAITIdQ.
O1 aoBeveic pe BeTikd T6o0 Ta avTi-LKM 6o kai Ta
avti-LC eival veéTepol o€ nAikia karl eppavicouv
evTovOTEPN dPAOCTNPIOTNTA TNG VOOOU OE OXEON
ME auToug nou éxouv BeTIkA pévo Ta avTl-LKM
avriowpata. O1 aoBeveic nou gepgavidouy OeTIKA
MOvVo Ta OVTl-LC1 voooUv BapuTepa and ekeivoug
ME BeTiKG ka1 Ta dUO auToavTIoWHUATA. Ta avTI-
LC, avTiowpaTa anoteAoly Kak6 NPoyvwoTiko
OefkTn yia Tnv AH.

3.3. Aurodvoon Hnaritida tdnou 3 (AH-3)

Xapakrnpideral and Tnv napoucia aviiowudTwy
évavTl OIaAUTWY NNATIKWY avTiyovwy (avTi-SLA,
antibodies against soluble liver antigens), dnAadn
QVTIYOVIKWY EMTONWY TNG KUTTAPOKEPATIVNG 8 KAl
18 i and Tnv napoucia avTiIowpdTwy €vavTi Tou
avTiyévou nnaTtog-naykpéaTog (anti-LP, antibodies
against liver pancreas antigen). O TUnog auTog
gpPaviCeTal 0TO PIKPOTEPO NOCOOTO Twv acHe-
vV pe AH. Ta TeAeutaia xpdvia n pop@ri autn



evrdooeral otov TUno AH-1 yiati napouoiddel
napopola KAIVIKA NopEia ka1 ca®n avranokpion
OTA KOPTIKOOTEPOEION.

4. NAPOYZIA AYTOANTIZOMATON XTHN
AYTOANOZXH HMATITIAA

4.1. Avrinupnvikd Avriowpara (ANA)

Ta ANA anotehoUv pia etepoyevii opudda au-
TOAVTIOWHUATWY NOU OTPEPOVTAl KATA dlIapOpwV
QVTIYOVIKWV CUOTATIKWY TOU NUPMAVA, I0TOVIKWY
KQl N I0TOVIKWV NPWTEIVWV, Onwe 7o DNA (anAnig
A dINANG €Aikag), To tRNA, n Aapivivn A, n Aapivivn
C, n kukAIkiA A k.d. kar unodeikvdouv Unapén eite
ouoTnpaTtikou, €iTe 0pyavoeidikoU autoavooou
VOORHATOC. H avixveuor Toug oTov 0pd Twy aode-
vV yiveTalr onPePa PeE TN Xprion Tou €UPEOOU
avoocopBopiopou. To 4% Tou uyious nAnBuopou
NAIKIaG HIKPOTEPNG TwV 65 €TWV, ePPavidel OeTikG
ANA Kail To T0G00T6 QUTG AUEGVETal e TNV NAIKia ™.
Avayvwpiovtal d1d¢popol TUnol avooo@opiopoy,
onwg o opoloyevig (pnopel va napatnpndei o
O0Aa Ta autodvooa voonpata), o oTIKTOG (AenTdg
N adpdg), 0 avTINUPNVIOKIKOG, O NEPIPEPIKOG (EI-
OIKOG yIa TO CUOTNPATIKG epUONUATWON AUKO), O
AVTIKUTTAPONAAOPATIKOG (aVTIOWHATA EITE KATA
OOMIKWY OUCTATIKWY TWV KUTTAPpWY, ONwg n.x.
TWV Aglwy HUTKWY VWY, EITE KATE OUOTATIKWVY TWV
KUTTAPIKWY OpYyaVUAIWV M.X. TwV JITOXOVOPIwY),
O AVTIKEVTPOUEPIDIOKAG (OTIKTOG TUNOG AvVooo-
PpOopIoPOUY, €IBIKOG VIO TO AVTIKEVTPOMEPIDIAKS
avTiyévo), kabwg kal noikihol cuvduacpoi Twv
napandvw Tonwv>’.

OeTikd ANA xapaktnpi¢ouv Tnv AH tdnou 1
Kal aveupiokovtal oe noocooTd nepinou 70% Twv
nepINToewy. AoBeveic pe pBopIopod oTikTou TUNou
Oewpeital 611 eppavidouv TN véoo og nio coBapn
Hop@ri*’. Tuvribwe Ta ANA cuvUNdpXouV HE Ta
QVTIOWHATA EVOVTI TV Agiwv pUikwy Iviv (ASMA)
o€ nooooTd 86-91%.

4.2. Avricdpara ‘Evavni Agidv Muikav Ivadv
(ASMA)

Ta avriowpaTa EvavTl Twv Aelwv JUTKWY IVWV
(ASMA) anoteAoUv unokaTnyopia Twv ANA nou

A. XOYNTA, A. EAEZOTAOY

oTpéPovTal KaTd TnG F-aKkTivng TOU KUTTAPOOKE-
Aetou''. H avixveuor Toug yiveral kat’ e€oxnv og
UNOOTPWHATA avOPWNIVWY KUTTAPIKWY OEIPWV
(n.x. Hep2 kutTapa), énou divouv avTIKUTTAPO-
nAaopatikoU Tunou avooo@Bopiopd Kal EPPa-
viCouv XxapaKTNPIOTIKA EIKOVA «IOTOU apAXvNG».
AvixvegovTtal ouxvd oTa autodvooa VOonuara,
evw napaTnpouvTal kal o dAeg nnaTonddel-
£¢, kKaBWC enfonc kal o€ kakoridn vooripata’®.
Xapaktnpidouv Tnv AH-1 kal og éva NnocooTd
34% pnopel va anoteholv kal Tn poévn €voeién
TNGvéoou. Me Tn xopriynon avooOKATAOTOATIKAG
aywyng, Tdoo Ta ANA éoo kal Ta ASMA cuvriBuwg
apVvNTIKONOIOUVTAl 0TNV NMAEIOVOTNTA TwV A00e-
VWV, aAAd To yeyovog auTd Oev anoTelel npoyvw-
OTIKO NaPAYoVTa yIa TNV ENITEUEN NAPATETAPEVNG
Ugpeong petd Tn diakonn Tng Oepaneiag. O poAog
Twv ANA ka1 ASMA dev €xel TEKuNPIwOel akdpn
0apw¢ otnv naboyevela TnG AH-1 kar n napou-
ofa Toug oTov 0pd TV a0OeVWY €xel eyaAUTeEPN
dlayvwoTikA napd npoyvwoTikA agfa.

OeTikd ANA n ASMA avixvedovtal ouxvd Kkal
o€ a00gveiq pe 0&eleq 1 xpovieS 10yeveic nnaTi-
TIOEC A, B kal kupiwg C ard, oTi¢ neploodTePES
and auTéG TIG NEPINTWOEIG, Oev NAapouoiddouv
€101kOTNTA €vavTl Tn¢ F-akTivng, énw¢ oTnv
AH, aMd oTpépovTal katd Tng Bipevrivng' >’
Ynootnpiceral 0TI 0 uNXaviopog napaywyng Twy
QUTOAVTIOCWHATWY OTIG XPOVIEG I0YEVEIC NNATITIOES
givar n d1apKN¢ NNATOKUTTAPIKA KATAOTPOPN, N
onoia, e&aItiag TN xpovidTNTAG TNG, 0dNyel oTNV
avadeign «idlwv» VEo-avTiyovwy. ZUPPwva pe
MIa peAéTn andé Tn M. Bpetavia, gaiveral 611 o
KUPIapX0oG uNxaviopog enaywyng Toug, TOUAAXI-
oTov oTouG aoBevei¢ pe xpovia Aofpwén C, eival
N Popiakn piunon peta&l TnG noAunpwreivng
Tou HCV kal Twv avTiyovikwy oToxwyv Twv ANA
kal ASMA Tou &evioTri’®. ETnv KAIVIKH npdén, ol
aoBeveiq pe BeTikd ANA kar ASMA kal xpdvia
evepyod 1oyevin nnatimda pynopouv va AdBouv
ME ao@dAeia IvTEpPEPOVN-a, av KAl Pnopei va
gppavioouv autonepPlopI{OPEVEG AUTOGVOOEG
dlatapaxeg, og avriBeon pe toug ANA / ASMA-
apvnTIKOUG ao0evelc.
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4.3. Avriowpata Kard KurraponAdouarog Twv
Ouderepopidwv (ANCA)

Eival avriowpata nou oTpépovral kaTd dia-
POPWV CUOTATIKWY TOU KUTTAPONAJOUATOG TWV
OUBETEPOPIAWY KUTTAPWY KAl TWV HOVOKUTTAPWY.
AvixvedovTal e 0U0 EpYaOTNPIaKEG HEBOOOUG:

a) YE EUUEOO avVOOoOPOOPIoPS, ONOU EUPavi-
Covtal 0 KUTTAPONAAOMPATIKOG (DIGXUTOG i KOK-
KILONG) TUNOG avooopOopIopoy, EIDIKOG EVAVTI
NG npwteivdong-3 (Oetikd c-ANCA) kal o nepi-
nuUPNVIKAG, €I0IKOG EvavTl TNG HUEAOUNEPOEEIDT-
on¢ (BeTikd p-ANCA). Zuxvd napaTnpeitar £vag
«@TUNOG» avoooPBopIopds Twv ANCA gvavTi Tng
eAaOTAONG TWV AEUKOKUTTAPWY, TNG AaKTOPEPIVNG,
NG KABePivng G K.G. aVTIYOVIKWV OTOXWV.

B) pe avoooevluuikn pébodo (ELISA), 6nou
TOV AVTIyOVIKO OTOX0 anoTeAoUv ol NPWTEVEG
npwteivdon-3 (PR3, avti-PR3 avTiowpaTta nou
avtiotoixoUv ota c-ANCA) kal n pugholnepo-
&1ddon (MPO, avr-MPO avTiowuaTa nou avTi-
oToixoUv ota p-ANCA).

Ta ANCA anotehoUv noAUTIHouG diayvwoTi-
KOUG KAl MPOoyvwoTIKoUG OelkTeG o€ a0Beveiq pe
KokKiwpdTwon Wegener (UuPnAr e101IKOTNTA TwV
c-ANCA) kar pikpookoniki noAuayyelimda (p-
ANCA kal c-ANCA). Oetikd p-ANCA 1 «dTunec»
Hoppég ANCA avixvelovtal ouxvd O€ AUTOAVOOEG
nadbnoeig, 6nNw¢ oTa GAeypovwdn vooripyara Tou
évrepou (50-70% oTnv eAkwdn koAimida, 10-30%
oTn véoo Tou Crohn), oTnv npwtonadr okAn-
PUVTIKNA xoAayyelmda (30%), oTn peupaToEeldn
apOpimda (30%), oto ouvdpopo Felty (90%), oTo
ouoTnpaTiké epudNpaTwdn Adko (10-20%), evw
NOANEG HEAETEG €XxOUV avaPEpel TNV avixveuon
uPnAwV TiITAwy p-ANCA oT1o 60-96% Twv aoBeviv
e AH-1"" Téhoc, aoBeveic pe MoIPWEEIC A xprion
PappdaKwy 6nwe n hIivokukAivn, n udpaiadivn, n
nponuABioupakiin kar n D-nevikiMapivn pnopef
va gppavioouv OeTikd p-ANCA.

4.4. Aviowuara ‘Evavri Ynodoxéa Tng Aoialo-
yAukonpwreivng (Avri-ASGP-R)

O unodox€ag TnG aclaloyAukonpwTeivng
(ASGP-R) eival pia npwrteivn Tng pepBpdvng
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TOU OUMPNAEYHATOG TNG NNATOEIDIKAG MEUPBPAVIKAG
MNnonpwteivng (LSP) Twv nnatokuttdpwy, nou
OUPMETEXEI OTN oUvOeon Kal evOOKUTTApwOnN
TWV YAUKOMPWTEIVWY MOU PEPOUV TENIKEG OADEG
yaAakTédnc”’. EkppddeTal kupiwe oTny nipd-
VEIO TwWV NNATOKUTTAPpWV TnG nuAaiag ¢wvng.
AutoavTiowpata kaTd Tou ASGP-R avixvedovral
oTouc aoBeveic ue AH-1 kai AH-2""*" eivai opya-
vOeIOIKA Kal cuoxeTidovTal pe Tn BapudTtnta TNG
I0TOAOYIKAG eIKOVaG TNG AH kal Tnv avTandékpion
NG oTn Bepaneia’’. AvtI-ASGP-R avixvedovral,
wOoTO00 Kal o aoBeVeiG pe NpwTonadr XoAIKA Kip-
pwon, aAKOOAIKA NNATONABEIa N XPOVIEG IOYEVE(G
nnaTimdes B ka1 C, €xoviag w¢g anoTéAeopa Tov
NePIOPIOPS TNE OIAYVWOTIKAG TOUG €I0IKOTNTAG.

4.5. Avricwpara Kard AiaAutdv Hnatikwv
Avriyévwy (Avri-SLA)

Ta autoavriowpata autd oTpépovral Id1aiTepa
EVaVTI TWV KUTTAPOKEPATIVWOV 8 kal 18 kal Twv
unoopddwy TnG S-Tpavopepdong TG yAouTta-
Beiévng kal neplypdenkav yia npwrtn gopd 1o
1987, Yuxvd ouvundpxouv pe Ta ASMA kal
Ta avTipgitoxovdplakd avriowpata (AMA) kal
xapakrnpi¢ouv Tnv AH-3.

4.6. Avriowpuara ‘Evavti Avriyévou ‘Hnarog-
Maykpéarog (avti-LP)

Ta avTi-LP oTpépovTtal katd oToIXEiwv Tou
KUTTAPONAGOPATOG TWY NNATOKUTTAPWY KAl Xa-
paxtnpifouv v AH-3*, eviy aveupiokovral kal
otnv AH-1 o€ nocooTtd 17%, otnv AH-2 o010 8%
Twv aoBevwv kal oe aoBeveic pe xpdvia 1oyevi
nnatimoa B i C (3%).

4.7. Avricwpara ‘Evavri Mikpoowuiakwv
Avriyovwy "Hnarog-Neppawv (Avri-LKM)

Ta LKM autoavTiowpaTa d1akpivovTal O€ TPEIG
TUnouc:

a. AVTI-LKM1

Xapaktnpidouv Toug aoBeveic pe AH-2 nou dev
gMpavidouv BeTikd ANA kal ASMA kal anavt@vral
no ouxvd o€ aobeveic TNC AUTIKAC Eupu’mnq“.
LTpEPovTal évavTl opddag evUPwY TOU KUTO-



xpwuaTog P450. To avriyovo-oTOxXoG Twv LKI\/I]
aveupiokeTal oTnNv e§wTePIKNA eNiPpdvela TNG NAa-
OMOTOKUTTAPIKAG HEMPBPAVNG TwV NNATOKUTTA-
pwv, HeTa&u Twv apivoéEwy 254-271 kal eival
MIa pikpoowpiakn npwrteivn 50kD, Turipa Tou
evQupikoU ouotnpaTog P450 11D6 E1 TOU KUTO-
xpwpaTtog P450, nou ouppeTéxel oTO PETABOAI-
oM6 TwV pappdkwy (B-adpevepyikol avaoToAElG,
avTiappuBuikd, avrikatabAinTIkA k.4.). O kUpIog
B-AeppokuTTapIKOG €NITONOG OTO KUTOXPWHA
P450 11D6 eival pia ahMnAouxia 8 apivo&Ewy nou
napouoiddel opoAoyia pe Tn Baocikr npwteivn Tou
10U Tou anAou épnnta Tunou | (HSV-1) kar yia 1o
AOyo auTé ol ndoxovteg and AH-2 napouoidlouv
kal avTiowuaTta évavrl Tou HSV-1*. Mapdpuoia
QVTIOWHATA avixveyovTal o€ N0o0oTO WG kal 7%
o€ aoBevei¢ pe xpdvia nnatimda C aveEapTATWE
yovéTunou Tou 100", yeyovéc nou gaiverar va
opeileTal oe dIAOTAUPOUNEVEG AVTIOPACEIG ETAEY
Tou enitonou P450 11D6, Tng npwTteivng GOR-47-1
TWV NNATOKUTTAPWV Kal piag npwTeivng C23 Tou

6" Ta avri-LKM kdnoieq popé, evy Sivouv
TUMIKA €IKGVA O0TOV AvoooPpBopIopd, woTOoOo dev
avTidPoUV 0TO avVOoOanoTUNWHA PE Kaveva eidIkd
MIKPOOWHMIAKS avTiyovo. AUTO Pnopel va opeileTal
oTo OTI avayvwpiCouv PdAMov kdnolo oTepeoTa-
KTIKO enitono. Emnpdobera, de yvwpioupe av
€xouv Naboyovo dpdon, woTOOO EXEl EKPPAOTET
n dnoyn 6T npokaAouv kuttapdAuon, agou o
OTOXOG TOUG eEKPPACETAI OTNV EEWTEPIKA ENIPAVEIQ
NG pEPPBPAVNG Twv rm(]TOKUTTc’)p(Juv48

B. AVTI-LKMZ

Yrp€povTal €vavTi Tou eviupou KYTP450 2C9
TOU KuTOXpwpaTtog P450 kai avixvedovral oe
OpIopEveEG 00EVEIG pE pappakeuTiki NNATITIOQq,
evw Ogv avixvevovtal noté otnv AH. H ouvdeon
TOU evepyoU PETABOAITN KANOIOU pappdKoU HE
10 KYTP450 2C9, T0 onoio otn ouvéxela yiveral
avTIYoVvIKOG OTOXOG, paiveral va eival 0 enikpa-
TEOTEPOG PNXAVIOPOG ENAYWYNAG TWV AVTI- LKI\/I
avriowpdTwv”

2 Avn—LKMs

Yrpépovral katd Twv UDP-yAukoupoviKwv Tpav-
opepaowy (oIkoyévela-1) kar avixveyovral pova

A. XOYNTA, A. EAEZOTAOY

TOouG 1 og ouvOUaAoud PE Ta OVTI—LKM oTto 5%
Twv aoBevwyv pe AH-2. Avti- LKI\/I EXOUV owxvsuea
Kal og aoBevei¢ pe xpovia nnmméo D*

4.8. Avriowuara ‘Evavri KutraponAdoparog Twv
Hnarokutrdpwv (Avri-LC1)

Ta autoavriowpata autd BeEdnke va avridpouv
ME MIa NPWTEIVN Twv KUTOOOAIWY Tou RNATOG (aVvTI-
LC)) kan avol opyavoeldikd, aMd oxi €10Ikd yia
™ vooo ?. Yuvundpxouv o€ NocooTé 30% e Ta
avTi-LKM kar oto 14% anotelolv Tn povadikn
évdelén autodvoong nnaTikig BAARNG.

4.9. Avriowpara ‘Evavri KukAikou KitpouAhivikou
Mennidiou (Avri-CCP)

Mpdopata, o€ TPEIG EPEUVNTIKEG EPYAOIEG,
EXouV NepIypagel OeTIKG avTioWPATa EvavTl TOU
KITPoUMIvIkoU nenTidiou (anti-CCP) og aoBeveic pe
AH-1 GVEEOanTu)q ouvlnap&nc h éxi e PA®",
O1 Fusconi kai ouv.*® avixveuoav OeTikd anti-CCP2
(dokipaoia deUtepnG yevidg, uPnArig euaiobnoiac)
010 9% evoG peydAou defypaTog acBeviyv pe AH-1,
aveédptnta and Tn cuvunapén i 6x1 PA og autouc.
QoT1600, apydTEPQ, N id1a EpeuvNTIKA OpGda uNd
Tov Vannini”', xpnoiponoibvrac eninpéofeta kai
ELISA pe pn-kiTpouMivonoinuévn apyivivn wg
avTiyévo, unooTnpi&e 0T Ta defypata Twv AH-1
aoBevwyv avTidpoulv oe uPnAS NocooTd (42-50%)
pe Ta anti-CCP2, aAAd pe Tpéno pn-eEapTwpeVo
and Tnv napoucia KITPoUAMIVNG (UN-KITPOUMIVIKOT
enitonor), og avtiBeon pe Ta defypata aoBevwyv
xwpig PA, aA\d pe dAa peupatikd vooripgata nou
ouykpiOnkav. Me Bdon autriv Tnv naparipnon,
ol ouyypageic unootnpidouv 6TI N avixveuon
anti-CCP oe aoBevei¢ pe AH-1 eivar peiwpévng
O1ayvwoTIKAG a&fag. AvtiOeta, o Montano-Loza,
Czaja kal ouv®’, UeAeTWVTAC TNV Napoucia anti-
CCP o€ oxéon pe KANIVIKEG KAl €pYAOTNPIAKEG
napapérpoug kal lotonaboloyikd eupripata
Blogiwv oe 179 aoBeveic pe AH-1, Bprikav oxe-
TIKG UPNAS NoocooTd opoBeTikdTNTAG (11%) KAl
OeTikA ouoxéTion pe NTwxn avrandékpion oTn
Oepaneia, pe TNV 1I0TOAOYIKN Napoucia kippwong,
Me auénpévn BvnToTNTa anNd NNATIKA avendpkela
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kal ge auénpévn ouxvotnta ouvdnapéng pe PA
o€ oxéon pe TouG anti-CCP apvnTikoUg aobevelc.
O Czaja unootnpicel 611 Ta anti-CCP pnopouv
va anoteA€oouv €vav opoAoyikd deikTn yia TNV
unapén nnaTikng ivwong ri enIBeTIKGTEPNG HOPPTG
NG véoou oTouc aoBeveic ue AH-17°.

Ta oupnepdopatd Tou oTnpiovral otny uno-
Beon o611 Ta anti-CCP endyovral giTe TONIKA OTO
rinap and Tnv KITpouAAIvonoinon TNG IVIKAG, Mou
napdyeral katd Tn xpdévia PAeypovwon IVWTIKA
dladikaoia Tng AH kai dieyeiper Ta CD4 Agpgo-
KUTTaPQ, €TE, EVOMAKTIKG, and TNV UNEPEKPPA-
on aMnAiwv Tou kolvou emTénou Kai JopIakn
Mignon nou odnyel oe napaywyrt noAanAwv
QUTOAVTIOWHATWY PE KATAPPAKTN AVOOIaKWY
avTIOpdoewy, OUVEKPPAON £EWNNATIKWY AUTO-
dvoowv voonudTwy kal eNOeTIKOTEPN NNATIKA
Kal ouoTNPATIKA vOoo.

4.10. Avricwpara ‘Evavri Kapdiohinivng (aCL)

Ta aCL aveupiokovtal ouxvotepa (39%) otnv
AH o€ oxéon pe dMa xpdvia nnaTikd voorpaTa.
H napouoia BeTikwv 1gG-aCL €xel ouoxeTIOTEl
ME Kippwon kal pAeypgovwdn evepydTNTa OTNV
AH ka1 dev unodnAwvel ouvunapén pe avtipw-
0@OAINIdIKG oUvOpopo, evw Ta IgM-aCL €xouv
npoTaBei wG opoloyikol dEIKTEG AuENPEVNG evep-
yoTNTAG 1 NPOXWPENUEVOU I0TOAOYIKOU OTadIOU
¢ véoou’*’*”.

5. IZTOAOTIKH EIKONA

H 1oTtoloyikn eikbéva oto BronTikd UAIKO Tou
rinatog dev eival €101Kd NaBoyVWHOVIKA, WOTE va
O¢oel Tn d1dyvwon TNGAH, aAd epdoov TibeTar n
KAIVIKA undvola Kal avixvelovTal auToavTIoWa-
Ta oTov 0PO Twv acBevily, oupBdMel onpavTikd
otnv enifeBaiwon TnG. XapakTnpioTikA eival n
napouoia nepinuAaiag i NepIdIAPEAYHATIKAG
J1aBPWTIKAG VEKPWONG PE AEPPOKUTTAPIKA KAl
nAaocpaTtokutTapiki dIMOnon nou pnopei va
ouvundpxel pe nuAalo-nuAaia i nuAaio-eAePikn
vekpwTIKA yepUpwon. Mnopel, eniong, va na-
patnpnBei kar eikéva AoBIakng NNaTiTidag oTny
AH, kupiw¢ dpwG OTIG UNOTPONEG TNG véoou™.
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loToAOYIKNA EIKOVA PE TO NAPANAVW XAPAKTNPI-
OTIKG, aMdA pe ouvinapén hoipwéng and Tov 16
™G nnaTimdag C i ye napoucia oTedTwWONG OU-
vNyopEel NEPIOOOTEPO UNEP I0yEVOUG NNATITIOAG.
H xprion avoooioToxnpelag Kal JOVOKAWVIKWY
avTiowddTwy auédvel Tnv guaicOnaoia kar Tnv
€101KOTNTA TNG 10TONAB0AOYIKAG HEAETNG TOU
nnatog kal Bon0d neploodTePO TN didyvwon.

6. AIATNOXH

H d1dyvwon tng AH Baocidetal oe ouykekpl-
MEVEG KAIVIKEG KOl EPYAOTNPIAKEG NAPAPETPOUG
nou BeonioTnkav w¢ kPITNPIA Ta§vOPINoONG TNG
véoou 10 1993, and tn Aiebvri Opdda MeAétng
Tn¢ Autodvoonc HnaTtimidag kal gival ol €€A¢
(nivakac 3)°"°%

1. Napouoia autoavriowpdtwy (oxnpa 1)

2. To 0nAu ¢puULo

3. Mapouocia unepyappacpaipivaiyias (no-
AUKAWVIKAC)

4. ’Ynapén yeveTikwv OeIkTwY (aTOPIKS 1 OI-
KOYyevelako 10TopIkd dAwv auTodvoowy vo-
onpdtwy, napoucia alMnAiwv HLA-B8DR3 1
HLA-DR4 oTtov acBevn)

5. Anouaia dgIKTWV 10yevoU¢ NNATITIOAC

6. Auénon Twv Tpavoapivaowy (TipéEg 100-
1.000 IU/L) nou unepTtepei TNG avgnong Twv
XOAOOTATIKWY eVQUHWY, eV 0 00BaPEG NePI-
nTwoelc auénon TG xoAepuBpivng (3-10 mg/dl)
Kupiwg Tou duecou TUnou

7. AveUupeon naboloyikig I0TOAOYIKNAG EIkOVAG
otn Bloyia nnartog

8. Avtanokpion oTnv avooOKATAOTAATIKNA
Bepaneia.

Me Bdon auTég TIGC NAPAPETPOUG dNPIoUP-
ynlnke 1o Aibvéc ZUotnua Babponoinong yia
™ Aidyvwon Tng Autodvoong Hnatimdag, nou
anoteAel dlayvwaoTikG aAyopiOuo yia Tn BERain
(definite AH) n Tnv miBavn (probable AH) dnap-
&n Tn¢ véoou . Yippwva pe To oUoTnua, To
apOunTikd dBpoiopa nou npokunTel and Tn
BaOpoAdynon Twv NOPAPETPWY NOU UNAPXOUV
oTov aoBevi kabopidetal kal n OepaneuTikn
QVTIMETWMION TOU.



A. XOYNTA, A. EAEZOTAOY

MINAKAZX 3. AIEONEZ XLYZTHMA BAOMOIOIHZHX lA TH AIATNQXZH THXZ AH

NMAPAMETPOX BAOMOL NMAPAMETPOX BAOMOL
®iho lohoyikoi AgikTeg
Muvaika +2 IgM antiHAV(+), HbsAg(+),IgM antiHbc(+) -3
Avdpag 0 antiHCV(+) pe ELISA,RIA -2
Hnatiki Bioxnpeia HCV-RNA(+) pe PCR 3
MnAiko avénong Tpavoapivaowy Evepydg Aoipwén and CMV, HSV, EBV -3
ALP/ALT =23 -2 Apvntikd yia CMV, HSV, EBV +3
ALP/ALT <3 +2
Ipaipiveg (y n IgG) Feverikoi Mapdyovreg
Y OQaIpIVEG >2x +3 AMa auTtodvooa vooripata otov acBevii
avénon Quo. TIHWV i o€ Tou BaBpoul ouyyevn +1
Y oQaIpiveg <2x 0 HLA-B8DR3 1 HALA-DR4 +1
avénon Quo. TIHWV
AuToavTicwpara Avranékpion oTnv avoookaTaoTaATIkiA Bepangia
ANA, ASMA, +3 MAnpng avrandkpion +2
avrti-LKM > 1:80
ANA, ASMA, +2 Mepikn avranékpion 0
avTl-LKM = 1:80
ANA, ASMA, +1 Emdeivwon n Mn Avrandkpion 0
avTl-LKM =1:40
ANA, ASMA, 0 Ynotponn PeTd Tn diakonn +3
avri-LKM <1:40
AMA > 1:40 -2
AMA < 1:40 0
‘AMa AutoavTiowpara ‘AMo1 MpodiaBeoikoi Napdyovreg
AvTI-SLA, avt-ASGP-R,  +2 loTopikd Anyng nnato&ikol papudkou +1
avTl-LSP, avTi-LC1

Xprion aAkodAng (d" <359, Q<259) +2
lotohoyiki Eikéva ‘"Hnatog
Xpovia evepyos nnaTimida
pe dlaBpwTikn vékpwaon, hofiakn diMbnon kal yepuponold vékpwon +3
AlaBpwTikr vékpwon yévo +2
InpavTikd nAaopatokuTTapikn dirbnon +1
Kokkiwpara, napouaoia Fe-Cu -3
BAGBeg xoAnpdpwyv -1

EPMHNEIA TOY XYXTHMATOXZ BAOMOIOIHIHE
Mpo O¢pansiag Merd Ogpansiag
BéBain AH > 15 BéBain AH >17
MOavr AH 10 -15 MOavi AH12 - 17

7. OEPANEIA

H véooc opeileTal o€ dilaTapaxn TNG avooop-
pUBuIoNG ka1 o€ duoAeroupyia Twy T kaTaoTaA-
TIKWV AEPPOKUTTAPWY Kal, y1a To Adyo auTd, oTn

Oepaneia Tng AH xopnyouUvtal KOPTIKOOTEPOEI-
dr pe i xwplic ouyxopriynon alaBeionpivnc™.
ZuvioTdTal, ouyxpovwe, CwaTIkA doknon Kal
xopriynon acPeoTtiou kai Birapivng D yia ano-
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av&non Tpavoapivaocwyv (Tipég > 100 1U/L)

+

onpavtikol Baduol noAukAwvikn unepyappaceaipivaipia (kupiwg IgG)

+
ANA
apvatikd AH-1, AH-2, nnarimda C,
* | nnatimda C cuvinap&n pe AH
€\eyxog yia avti-LKM1, avri- OseTIKG
LC1, avmi-SLA, avTi-LP, p-ANCA T6Mog T
| ; AH-2, AH-3 avocopBopiopol
l
| I [ '
OTIKTOG

OMOIOYEVAG (AenTé¢ 1h adP6E)

avr- NEPIPEPIKGG
NUPNVIOKIKOG

I—I

OTIKTOG
J pn e181k6¢

avTi-
KEVTPOHEPIOIAKEG

| |

ACA €101k6¢G yia XEA

AMA

AH-1, jA)‘\H'Z ouvinapén pe AH?
Kai oha nnatikA npooBoAn AH-1, nnatimda C,
Ta autodvooa YEA ? 15 C . AH
voorpara nnaTimda C ocuvdnapén pe

AH-1 ooBapdtepng kAivikrii¢ BapudTnTag
AMa autodvooa vooripaTa

Xxrpa 1. AAyépiBuog dispedvnong autoavriowudTwy otnv AH.

Puyn TNG ooTeoneviag Nou NPokKaAoUv Ta KOp-
TIKOOTEPOEION.

Ta KOPTIKOOTEPOEION, PE TNV AVTIPAEYHOVWON
kal avoookataoTaATikr dpdon Toug ota BondnTikd
T-AeppokUTTapa nou dinBouv To NNAp, PEILVOUV
TNV NAPAYWYA TwV aUTOAVTICWHAETWY, EVM N
alaBeionpivn peiwvel Tov apiBud dpa kai tn dpd-
oN TWV KUTTEPWV-QUOIKOY poviddwy (NK)*. H
NapPoUCia auToavTIowudTWY OTa NNATOKUTTaPA
e€aptd Tn BAanTik dpdon TwV KUTTAPOTOEIKWY
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T-Aeppokuttapwy kal Twv NK, n onoia kai ne-
plopiCeTal pe Tn Bepaneia. H povoBepaneia pe
KOPTIKOOTEPOEION NPOTIPATAI O€ NAIdIC, AeUKONE-
VIKOUG 000€eVE(G, €yKUEG yUVaIKEG KAl o€ a00eVEIG
pe veonAaoieq. AvrevdeikvuTtal og aoBeveiq pe
ooTenevia, diaBnTikoug, naxdoapkoug i unep-
TaoikoUq. O ouvOUAONOG KOPTIKOOTEPOEIOWY HE
alaBgionpivn xopnyeital og d1afnTIKOUG AobeveI(,
00TeONEVIKOUG, UNEPTAOIKOUG KAl MAXUOAPKOUG,
EVW avTeVOEIKVUTAI O€ £YKUEC YUVAIKEG, Asukone-
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MINAKAZX 4. OEPANEYTIKA ZXHMATA ZTHN AH

EBAOMAAA LYNAYAIMENH OEPAMEIA MONOOEPATMEIA
Mpedvifohévn + AlaBeionpivn MpedvifoAévn

n 30mg/24h 50mg/24h 60mg/24h

2n 20mg/24h 50mg/24h 40mg/24h

3n 15mg/24h 50mg/24h 30mg/24h

4n 15mg/24h 50mg/24h 30mg/24h

5n €wg diakonn Bepaneiag 10mg/24h 50mg/24h 20mg/24h

VIKOUG a00eveic kal oe aoBevei¢ pue veonhaoie.

H Bepaneia otnv AH (nivakag 4) pnopef va
givai:

A. Aywyni dia Biou, apou n AH cuvribwg uno-
Tponiddel pe Tn dlakonn Tng Bepaneiag.

B. Aywyn pe 0d60eI¢ epddou apxIikd Kal oTn
OUVEéXela pe 0d6oNn ouvtipnong, yia 28 Pnveg
TouhdxioTov. Epboov o acBeving napapéver kAI-
VIKd, Broxnuikd kar 10ToAoyikd BeATIwpEVOG vi-
veTal npoondOeia dlakoni¢ TNG aywyng oToug
36 privec.

. AiaAeinouoca aywyn pe petafoAn tng do-
ooloyiag Twv papudkwy Kal TG OIGPKEIAG TNG
Oepaneiag avdhoya pe Tnv kKAIVIKA kal Broxnpikn
€lkéva Tou aoBevouc.

‘Evdeign Bepaneiag €xouv o1 aobeveic nou nAn-
pouv Ta kpImpia TnG AH kar epgavi¢ouy Ta na-
PaKATW:

7.1. AnéAutn ‘Evdeién Ospansiag

1. AUénon Tng AST > 10nAdoIa TNG PUCIOAOYIKAG
TIUAG A avénon TNG AST > 5nAdo1a TNG PUOIOAOYIKAG
TIMAG KAl al&non Twv y-opalpivwy > 2nAdoia Tng
AVWTEPNG PUOIOAOYIKAG TIUAG.

2. Teuponoldg vékpwon 1 evoorofiakn vékpwon
w¢ 1otonaboAoyikd ebpnua otn Bioyia ANaTog.

3. ’Evrova ocupntwuara.

7.2. Xxerikri “‘Evoeién Oepaneiag

1. Abénon Tng AST > 10nAdoIa TNG PUCIOAOYIKAG
TG A avénon TNG AST > 5nAdo1a TNG PUOIOAOYIKNG
TIMAG KAl aUgnon Twv y-opalpivwy > 2nAdoia Tng
AVWTEPNG PUOIOAOYIKAG TIUAG.

2. Mepinuhaia nnaTimda we 1otonaboloyikd
edpnua otn Bioyia inarog.
3. ZupnTtwpata fmag i géong fapurntac.

7.3. Xwpic ‘Evdeién Ocepanciag

1. EAGxi0TEC BIOXNMIKEG OIOTAPAXE.

2. Avevepydc kippwon we lotonaboAoyikd ebpnpa
oTn Bioyia nnatog.

3. AvevepyOG pun avTipponoUphevn NMNATIKA OVe-
NAPKEIa.

4. ENGdxiota i kavéva oUpntwua.

5. Mn avoxnii oTa KopTIKOeIdA 1 Tnv alabeio-
npivn.

216x0¢ TNG Ogpaneiag eival n Ugpeon TG vooou.
O p€oog 6pog Tou xpOvou NoU analITeTal yia tnv
eniTeuén Ugpeong eivar nepinou 6 €wg 36 Privec.
Q¢ nAnpng Upeon opicetar n katdotaon katd TNV
onoia o aoBevii¢ analMdooeTal and Ta CUPNTW-
paTa, n nnatikn Broxnueia kabiotartal puoloAoyikn
kal n iotonafoAoyikn eikdva Tou ANATOG ePPaVICEl
Bertiwon. Q¢ pepikn Upeon opideTar n katdoTaon
Onou ekTOG and TN PeATiwon Twv CUPNTWHATWY,
naparnpeital kar BeAtiwon Tng NNaTikrig Bioxnpeiag
katé 50% kal 01 apIVOTPAVOPEPAOEG DEV €XOUV
enaverbel ota puolohoyikd enineda kATd TOV NPWTO
xpovo Tng Oepaneiag. Kapia avranokpion o€ onpel-
wverar 6tav n nnatikn Bloxnpeia dgev Napouciddel
onpavrikn BeAtiwon. Anotuxia otn Bgpaneia napa-
TnpeiTal og enideivwon Tou aoBevouc. Q¢ unoTponn
NG véoou opideTar n katdoTaon énou, PJeTd and
nAripn avranokpion kar dlakonn Tng Bepaneiag,
napaTtnpeital véa alénon Twv apIvoTpavopePAcwV.
Ynotponn napatnpeital oto 50% Twv aobevwy katd
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TO NPWTO £€AUNVO PETE TN diakonn TG Bepaneiag,
anoTeAvTag onpavtikd kAiviké npéBAnua. Xroug
KIpPWTIKOUG aoBeveic unoTponn napaTnpeital
0€ NooooTé peyaAuTepo Tou 85% kar o1 aobeveic
auTol avTiyeTwniCovTal KAAUTEPA PE PIKPEG DOOEIG
KOPTIKOEIOWV. [poTeiveTal n xopriynon KUKAOOTO-
pivnc A”, Tarcolimus™, puko@aivoAdTne popeTiA’™
KaOWG Kal KOPTIKOEIDWY OeUTEPNG YeVIAG ONwE N
Boudeoovidn™”® oe aoBeveic Gnou Sev enimuyxdveral
Makpoxpovia Ugeon TnG vooou.

8. LYZXETIZH THX AYTOANOXHX
HMNATITIAAX ME TA PEYMATIKA NOXHMATA

H AH ep@aviCel koivii yeveTikri npodidbeon,
KAIVIKEG EkONAWOEIG, 0poAoyIkoUG delkTeg, Bepa-
NEUTIKA QVTIMETWNION KAl MOAavov kal KOIvoug
nadoyeveTikoUg pnxaviopgoug JE Ta PEUPATIKA
auTodvoOod VOONATA, OTOIXEIO MOU OUXVA OUOKO-
Aedouv TO O10XWPIOPO TWV VOOOAOYIKWY OVTOTA-
Twv oTnv KAIVIKA Npdé&n kal e§nyouv Tn xprion oTo
napeABOV Tou 6pou «AUKOEIdAG NNATITIOO».

O1 e&wnnarikég ekdnAwoelg (apBpimda, eEdvOn-
Ma, NAeupiTIda) Nou NaPATNPOUVTAl OE NOCOOTO
peyaAdtepo and 1o 30% Twv aobevwyv pe AH-
1 xar n avixveuon OeTikv ANA pnopei ouxvd
va ouykaAUdouv pia unokeipevn npwronadn
autodvoon nnatikn véoo kal va odnynoouv
oTn d1dyvwon Tou XEA 1 Tn¢ PA w¢ Baoiknig vo-
oou unaiTiac yia Ty NpooBoin Tou Anatoc’ .
HAikiwpévor aoBeveic (> 60 eTwv) pe AH epga-
vidouv uPnAdTEPN ouxvéTNTa ouVUNAPENG pPeu-
MOTIKWV ekdNAwoewv 1 kal voonudtwy (PA, SjS,
2EA, noManAr povoveupiTida, nepikapditida) oe
OX€0N PE TOUG VEAPOUG eVAAIKEG Kal TO eUpnpa
auTto, oUppwva e Tov Czaja, enionpaiver Tnv
avdykn dlepedivnong TNG NNATIKAG OUOAEITOUP-
yiag kal népa and 1o NPioPa Tou UNEPKEIPJEVOU
peupaTikol voonpaTog npog TNy katelbuvon
¢ AH*”. Tuxvd, woTéoo, cupBaivel kal To
avtioTpoPo, kabwg 25-29% Twv aobevwy pe
autodvooa PeUMATIKG voornpaTa eugpavi¢ouv
ouvodd NNATIKA VOoO Kal pnopei va Tagivopnbouv
KAIVIKG w¢ ndoxovTes and npwronadn AHP7074,
H avixveuon Twv anti-CCP oe aoBeveiq pe AH kai
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noAuapOpalyia n noAuapOpimida pnopel eite va
BonBrioel, oUpewva pe Tov Czaja, otTn d1apopodI-
dyvwon Twv ekONAWOEWY AUTWY WG EEWNNATIKEG
™M¢ AH 1 w¢ npwipeg ouvundpxouoag PA, efte
va unodei&el Toug aoBeveic mou eival eNPPENEI¢
yla Tnv avdntuén gAeypovwdoug apBpimidac i
PA oTa nAafola Tou autoavooou nepiBdAlovTog
TN AH®7°.

And Tnv avaokénnon Tne d1ebvouc BiAioypadpi-
ag, ol NEPICOBTEPEG AVAPOPEG yIa T ouvUinapén
auTodvoong NNATITIOAG KAl PEUPATIKOU VOOTIOTOG
a@opoulv otn PA* "7V ka1 o1o npwTonaféc
ouvdpopo Sjogren (SjS)"***°*’°. YnohoyiCetal
OT1 T0 4% Twv aoBevwv pe AH-1 ndoxel kar and
PA®*® evi) To N0000TS AUTS audvel oTo 7,8%
yia Ta dropa 60 eTv”. O1 AH-1 aoBeveic pe
OeTikd anti-CCP gppavidouv auénpévn ouxvo-
™NTa ouvunapéng pe PA kar Bapdrtepn nnaTikn
V600 o€ oxéon e Toug anti-CCP apvnTikouc™ .
Evoiagpépov napouoidlouv TPEIG NEPIYPAPES
nepiNTwoewv ouvopdpou Felty (PA, onAnvope-
yaAia, oudeteponevia) pe nnaTiki nPpooBoAn
oupBaTth 1oTohoyikd pe AH® . YnevBupiletar 6T
n mo ouxvil nnatikn BAABN nou napatnpeital
0TOUG a00EVE(G pe ouvopopo Felty eivar n odwdng
avayevvntikn unepniaoia.

Avagopikd peTo SjS, undpxouv noAanAég ava-
POPEC NEPINTWOEWY ouvinapéng Tou pe AH, otn
Siedvn BiAoypagia“****”°. Qotéo0, onuavTiki
gfvar n peAétn and Toug Matsumoto kai ouv.'” 17
aoBevwv pe npwTtonabég SjS nou napouciaocav
nnatikh duoxépela kal unoBAnBnkav oe Broyieg
enikoupikoU olehoydvou adéva kal NNaTog Kal
ekteTapévn iotonadoloyikn peAérn. O1 ouyypa-
peic avapeEpouv OTI To 47% Twv aoBevwv nou
peAéTnoav eixe AH, diayvwopévn pe To oUoTnpa
Babuonoinong kar emPBeBaiwpévn pe Brogia rina-
TOG, eVW 101QITEPA eVOIAPEPOVTA NTAV TA KOIVA
loTonaBoloyikd eupripata oTi¢ Broyieg adéva
kar inatog (AepponAacpatokutrapikr dimdnon
pe unepoxn CD3(+) T-kutTdpwv), OToIXEIO Mou
nBavév unodeikviel kKoIvoUs naboyeveTikoug
UNXavIopoUC oTa dUo vooripata .

‘Onwc avagepetal otn BiBAioypagia, To 10%



TwV aoBevwv pe AH nAnpouyv Ta kpithpia Tagvo-
pMnongTou Apepikavikod KoAeyiou Peupatoloyiag
yia 10 XEA, evw napdMnAa nnatiki npooBoAn
oe aoBeveic pe LEA pnopel va napatnpnOei, av
kal ondvia, €Te NPWTOyevVWS and Tn vooo, &iTe
and NNAToTo&IKOTNTA TG XOPNYOUHEVNG PAP-
MOKeUTIKAG aywyng. H aAAnAokdAuyn peta&u
AH ka1 ZEA-nnaTimdag anoteAel onpavTikd KAI-
VIKO npéPAnpa kabwg otn deUtepn nepinTwon
anaiteital nepioodTepo eniOeTIk BepaneuTikn
avTigeT@nion®’®, AMEeC avapepOpEeVEC nepi-
ATWOEIC oUVUNApPENG PEUPATIKOU VOOTIHATOG KAl
AH agpopouv 010 avTIpwoPoAInIdikd oUvOPONO
(ADY) o€ TPEIG NEPINTWOEIC, N pia og acevni e
A®Y kai SjS’°, oTn pIKTA V660 TOU GUVOETIKOU
10100 ***”*® 5e Té00EPIC NEPINTWOEIC, GTO NEPI-
0pIoPEVO oUOTNPATIKG okAnpédeppa’® kal oTo
oUvOpopo enikdAUPNG okANPodEPUATOG-NOAU-
puoofT|60q77. Téhog, 101aiTeEPNG KAIVIKIG onpaoiag
gival n ouoxérion Tng AH TUNou 2 pe Tn veavikn

1510na0n apBpimda ota naldid™?’.

9. LYMNEPAZMATA

H autodvoon nnatimda (AH) epgavidetar og
YEVETIKA NPodIaTeDEINEVA GTOPA, WG TO ANOTEAEOA
MIOG auTodvoong andvrnong éVavTl NMATOKUTTApI-
KWV QUTOAVTIYOVWY NOU 0ONYEl 0€ AEPPOKUTTAPIKNA
KaI TAQopaTOKUTTAPIKA OINBNON Kal NPOOOEUTIKNA
d1afBpwTiki vékpwon Tou Nnatog. H xpdvia autn
PAeypovwONG dladikaoia eniTeAeiTal péow auToa-
VTIOWHATWY, OPYavOEIDIKWY 1 YN, NOU OTPEPOVTAI
€VaVTI KUTTAPIKWY OTOIXEWV, ONWG EVavTl TWV
Aelwv UKWV IVWV A, €101KETEPA, évavTl DIaAUTWV
NNATIKWY avTIiyOovwy i évavTi PJIKPOOWMHIOKWY
avTiyévwy Tou ANaTog N Twv Veppwy. H napouacia
TWV QUTOAVTICWHATWY OTOV 0P0 TwV aoBevwv OI-
akpivel Tnv AH og TpEIC UNOTUNOUG, MOU O€ KAMOIO
Babpd opioBeTouv kal TNV KAIvikA ekdriAwon Tng
voéoou. H didyvwon tng AH oTtnpideTar oto ouv-
OUAOHO KAIVIKWYV, BIOXNPIKWY, AVOOOAOYIKWY Kal
IoTONAB0AOYIKWY EUPNUATWY Kal, TAUTOXPOVA, O
NPOCEKTIKO ANOKAEIONS, HEOA and dIaYVWOTIKEG
e€eTdoelg, KANOIWY NNATIKWY VOONPATWY AAANG
aimioAoyiag pe napdpola kAvikn eikéva. E&airiag

A. XOYNTA, A. EAEZOTAOY

TNG £VTOVNG NOIKIAOPOPPIAG MOU NAPATNPE(TAl OTIG
KAIVIKEG HOPPEG TNG VOOoOU, 0T BapudTnTa aAAd Kal
oTnV avranoékpion otn BePaneuTIKA aywyn, €xel
ul00eTNOel oTNV KAIVIKN NPA&N, KaTtd Tnv TeAeuTaia
dekagTia, To Aiebveg ZUoTtnpa BabBuonoinongyia
d1dyvwon Tng Autodvoong HnaTimdag nou Bonbd
otnv Ta§véunon Twv aoBevwy, oxnPaTonolel Tnv
KAIVIKA TOuG Olgpedvnon kal Tn BEpaneUTIKA OTPa-
TNyIKA nou Ba akoAouBnBel kar exTIud, ev PEPE,
TNV npéyvwon Toug. H AH eugavicer koivr yeverikn
npodidOeon, KAIVIKEG EKONAWOEIG, 0pOAOYIKOUG
OelkTEG, OEPANEUTIKA QVTIPETWNION KAl MOAvEV Kal
KOIVOUG NABOYEVETIKOUG HNXAVIOPOUG JE TA PEU-
MOTIKA auTOdvVOOa VOORATA, EVW OUXVE PNOPE(
KQI VO OUVUNAPXEl JE AUTd, ONWEG OUXVOTEPA PETN
PA, 10 SjS kai To ZEA. O KAIVIKOG D1oXwPIoPOS TwY
Napandvw VOOOAOYIKWY OVTOTHTWY &ival OUOKOAOG
KQI anaiTel yvwon Twv JNXavVIoPWwY nou JIENouV
TOOO TO OPYAVOEIDIKG QUTOGVOOX VOONATA, SNWG
n AH, 600 kal Ta cuoTNUATIKG.

ABSTRACT
Autoimmune Hepatitis: Clinical
characteristics, diagnostic criteria and
treatment.
A. Chounta, A. Elezoglou
4" Dept of Internal Medicine, University of Athens,
ATTIKON University Hospital

Autoimmune hepatitis (AH) is a chronic inflam-
matory liver disease caused by an autoimmune
response directed against self-antigens of the
hepatocytes, in genetically predisposed individu-
als. Diagnosis of AH requires the presence of a
combination of suggestive clinical, biochemical,
immunologic and histological features together
with a careful exclusion of liver diseases of other
aetiologies. A considerable variety on clinical
presentation, disease severity and response to
therapy do exist among the patients of AH. In
order to guide laboratory investigation, to plan
therapeutic strategies and to define prognosis in
those patients, a diagnostic scoring system has
been developed to classify patients according to
various clinical and laboratory parameters. In the
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present review, pathogenesis and clinical mani-
festations, as well as the diagnostic criteria and
the serological subtypes of AH are discussed.

Hellenic Rheumatology 2006;17(4):298-315

Key words: autoimmune liver diseases, autoimmune
hepatitis, classification, scoring system, antinuclear
antibodies, against smooth muscles autoantibodies
(ASMA), autoantibodies against soluble-liver antigen
(anti-SLA), liver kidney microsomal autoantibodies
(anti-LKM), autoantibodies against cyclic citrulline
peptide (anti-CCP).

BIBAIOTPA®IA

1. MouTtoénoulog X.M. Autodvooa peupaTikd
voonpara. 21o: X.M. MoutoénouAog. Autoavooia
- Autodvooa Peupatikd NooripaTta. latpikég
Exddoeig Aftoac, ABriva 1990; o. 11-7.

2. Obermayer-Straub P, Stassburg CP, Manns MP.
Autoimmune hepatitis. ] Hepatology 2000;
32(Suppl 1):181-97.

3. Mackay IR, Gershwin ME. The nature of autoimmune
disease. Semin Liver Dis 1997; 17(1):3-11.

4. Gzaja AJ. Autoimmune hepatitis. In: Fedman
M, Scharschmudt BF, Sleisenger MH
(eds) Gastrointestinal and liver Desease.
Pathophysciology Diagnosis / Management.
6" ed. WB Sauders CO. Philadelphia, USA, 1998;
1265-74.

5. Dalekos Gn, Zachou K, Makri E et al. Autoimmune
hepatitis type 1 (AH-1) in Greece: Clinical,
laboratory and demographic character-
istics, Hepatogastroenterology 2001; 48
(Suppl1):25.

6. Krawitt EL. Autoimmune hepatitis. N Engl | Med
1996; 334(14):897-903.

7.van der Berc. Autoimmune hepatitis: Pathogenesis,
diagnosis and treatment. Scand | Gastroenterology
1998; 225(Suppl):66-69.

8. Plotz PH. Asyptomatic chronic active hepatitis.
Gastroenterology 1975; 68:1.629-30.

9. Manns MP, Strassburg CP. Autoimmune hepatitis:
Clinical challenges. Gastroenterology 2001;
120:1.502-17.

10. Krawitt El. Can you recognize autoimmune
hepatitis? Post-grad Med 1998; 104:15-45,
149-152.

312

AYTOANOZH HMATITIAA: KAINIKH EIKONA, AIATNOZTIKA KPITHPIA KAI BEPATEIA

11. Kookivag 1. KAivikd kar epyaoTnpiakd xapaktnpioTikd
Autodvoong Hnatimdag kai MpwTonaboug Xohikrig
Kippwong. X10: A. ToavroUAag. Autodvooa
vooripata ‘Hnato¢-XoAngoépwv. MpakTikd 7°
MeTeknaideuTikoU Lepivapiou HnaTtoloyiag,
ABriva 1999; o. 28-42.

12. Ahonem P, Myllrneimi S, Sipil | et al. Clinical
variation of autoimmune polyendocrinopathy
- candidiasis - ectodermal dystrophy (APECED)
in a series of 68 patients. N Engl ] Med 1990;
322:1829-36.

13. Matsumoto T, Morizane T, Aoki Y et al. Autoimmune
hepatitis in Sjogren’s syndrome: pathological
study of the livers and labial salivary glands in
17 patients with primary Sjoégren’s syndrome.
Pathol Int 2005; 55(2):70-6.

14. Kmieciak Le Corguille M, Rocher P et al. Autoimmune
hepatitis, acute pancreatitis, mixed connective
tissue disease and Sjogren’s syndrome. A case
report. Gastroenterol Clin Biol 2003; 27 (8-
9):840-1.

15. Csepreri A, Szodoray P, Zeher M. Do autoantibodies
predict autoimmune liver disease in primary
Sjogren’s syndrome? Data of 180 patients upon
a 5 year follow-up. Scand | Immunol 2002; 56
(6):623-9.

16. Yamaike N, Saigo K, Imoto S et al. Autoimmune
hepatitis accompanied by idiopathic thrombo-
cytopenic purpura and Sjogren’s syndrome.
Intern Med 2002; 41 (1):72.

17. Wada M, Kamimoto H, Park SY, Shintani S, Nakasho
K. Autoimmune hepatitis concomitant with
hypergammaglobulinemic purpura, immune
thrombocytopenia and Sjogren’s syndrome.
Intern Med 2001; 40 (4):269-70.

18. Katayama Y, Kohriyama K, Kirizuka K, Nishizaki H,
Fujii H, Tanji Y. Sjogren’s syndrome complicated
with autoimmune hepatitis and antiphospholipid
antibody syndrome. Intern Med 2000; 39 (1):73-
6.

19. Hoshino S, Yoshizawa T, Hayashi A, Ohkoshi
N, Tamaoka A, Shoji S. A combination of
autoimmune hepatitis, sensory-dominant
peripheral neuropathy and primary Sjogren’s
syndrome in the same patient: a rare association.
] Med 1999; 30 (1-2):83-92.

20. Wanchu A, Bambery P, Sud A, Chawla Y, Vaiphei K,
Deodhar SD. Autoimmune hepatitis in a patient
with primary Sjogren’s syndrome and selective
IgA deficiency. Trop Gasrtoenterol 1998; 19



(2):62-3.

21.Yoshiura K, Sawake M, Esaki Y et al. Extreme right
lobar atrophy of the liver: a rare complication
of autoimmune hepatitis. ] Clin Gastroenterol
1998; 26 (4):334-6.

22. Biasi D, Caramasch P, Carletto A et al. Sjogren’s
syndrome associated with autoimmune hepatitis.
A case report. Clin Rheumatol 1997; 16 (4):409-
12.

23. Masaki N, Hayashi S. Autoimmune liver disease
complicating Sjégren’s syndrome. Nippon Rissho
1995; 53 (10):2.530-5.

24. WadaT, Motoo Y, Ohmizo R, Terada T, Nakanuma
Y. Association of mixed connective tissue disease,
Sjogren’s syndrome and autoimmune hepatitis:
report of a case. Jpn ] Med 1991; 30 (3):278-
80.

25. Dalekos GN, Zachou K, Liaskos C, Gatselis N.
Autoantibodies and defined target autoantigens
in autoimmune hepatitis, an overview. Eur |
Intern Med 2002; 13:293-303.

26. Strassburg CP, Manns MP. Antinuclear antibody
(ANA) patterns in hepatic and extrahepatic
autoimmune disease. | Hepatol 1999; 31:751.

27.Czaja AJ, Cassani F, Cataleta M, Valentini P, Bianchi
FB. Antinuclear antibodies and patterns of nuclear
immunofluorescence in type 1 autoimmune
hepatitis. Dig Dis Sci 1977; 42:1.688-96.

28. Czaja AJ. Behavior and significance of autoantibodies
in type 1 autoimmune hepatitis. ] Hepatology
1999; 30:394-401.

29. Zauli O, Ghetti S, Grassi A et al. Anti-neutrophil
cytoplasmic antibodies in type 1 and 2
autoimmune hepatitis. Hepatology 1997;
25:1.105-7.

30. Nobili V, Devito R, Comparcola D et al. Juvenile
idiopathic arthritis associated with autoimmune
hepatitis type 2. Ann Rheum Dis 2005; 64 (1):
157-8.

31. Rau R. Liver pathology in juvenile chronic
polyarthritis. Schweiz Med Wochenschr 1977,
107 (3):1.235-7.

32. Czaja AJ, Homburger HA. Autoantibodies in liver
disease. Gastroenterology 2001; 120:239-49.

33. Z€pBa A. Avixveuon avTINUPENVIKWY avTIOWHATWY
ME TN PEBOBO TOu Epecou avocopBopiopod. ZTo:
X.M. Moutodénouloc. Autoavoaia-Autodvooa
Peupatikd Nooripara. latpikég Ekddoeig Aitoag,
ABriva 1990; o. 225-31.

34. Strassburg C, Alex B, Zindy F et al. Identification

A. XOYNTA, A. EAEZOTAOY

of cyclin A as a molecular target of antinuclear
antibodies (ANA) in hepatic and non-hepatic
diseases. | Hepatol 1996; 25:859-66.

35. Lenzi M, Manotti P, Muratorr L et al. Liver cytosolic
1 antigen-antiobody system in type 2 autoim-
mune hepatitis and hepatitis C virus infection.
Gut 1995; 36:749-54.

36. NToupdkng 2. A§loAdynon epyaoTnpiakwy
efetdoewyv otnv nnatoloyia. MpakTtikd 17
MaveAAnviou Xuvedpiou FaoTpevrepoloyiag
1997; 0. 1-26.

37. Roozendaal C, Kallenberg CGM. Antineutrophil-
cytoplasm autoantibodies (ANCA) in autoimmune
liver diseases. Hepatogastrenterology 1999;
46:3034-40.

38. Lindgren S, Nilsson S, Nassberger L, Verbaan H,
Wieslander |. Anti-neutrophil cytoplasmic anti-
bodies in patients with chronic liver diseases;
prevalence, antigen specificity and predictive
value for diagnosis of autoimmune liver dis-
ease. Swedish Internal Medicine Liver Cluch. |
Gastroenterology Hepatol 2000; 15:437-42.

39. Czaja A, Pfeifer KD, Decker RH, Vallari AS. Frequency
and significance of antibodies to asialoglycopro-
tein receptor in type 1 autoimmune hepatitis.
Dig Dis Sci 1996; 41:1733-40.

40. Treichcl U, Mcfarlane BM, Seki T et al. Demografics
of anti-asialoglycoprotein receptor autoantibodies
in autoimmune hepatitis. Gastroenterology 1994;
107:799-804.

41. Treichcl U, Gerken G, Rossol S, Rotthauwe HW,
Buschcnfelde KH, Poralla AS. Autoantibodies
against the human asialoglycoprotein recep-
tor: Effects of therapy in autoimmune and virus
induced chronic active hepatitis: ] Hepatol 1993;
19:55-63.

42. Wies |, Bruner S, Henninger | et al. Identification
of target antigen for SLA/ LP autoantibodies in
autoimmune hepatitis Lancet 2000; 355:1510-
15.

43. Volkmann M, Martin L, Baeurlf A et al. Soluble-
liver antigen: Isolation of a 35 KOrecombinant
protein (SLA-P35) specifically recognizing sera
from patients with autoimmune hepatitis type
3. Hepatology 2001; 33:591-6.

44. Baeres M, Herkel |, Craja AJ et al. Establishment
of standardized SLA/LP immunoassays specificity
for autoimmune hepatitis, worldwide occur-
rence and clinical characteristics. Gut 2002;
51:259-64.

313



45

46

47

48

49

5

o

5

—_

52.

53

54

55

56

57

.Manns M, Zanger U, Gerken G et al. Patients with
type Il autoimmune hepatitis express functionally
intact cytochrome P450dbl that is inhibited by
LKM1 autoantibodies in vitro but not in vivo.
Hepatology 1999; 12:127-31.

. Manns MP, Guffin KY, Sullivan KF, Johnson EF.
LKM-1 autoantibodies recognize a short linear
sequence in P45011D6, a cytochrome P450 mon-
oxygenase. ] Clin Invest 1991; 88:1370-8.

. Kerkar N, Choudhuri K, May M et al. Cytochrome
P450ZD6 (193-212): A new immunodominant
epitope and target of virus/self cross-reactiv-
ity in liver kidney microsomal autoantibody
type 1-positive liver disease. | Immunol 2003;
170:1481-9.

. Loepez ], Descatoine V, Maurice M. Cytochrome
P450 in human hepatocyte plasma mem-
brane recognition by several autoantibodies.
Gastroenterology 1993; 104:203-16.

. Vergani D. LKM antibody: getting in some target
practice. Cut 2000; 46:449-50.

. Philipp T, Durazzo M, Trautwein C et al. LKM-3
autoantibodies on chronic hepatitis D. Recognize
the UDP-glucaronosyl-transpfarase. Lancet 1994;
344:578-81.

. Muratori L, Cataleta M, Muratori P et al. Detection

of anti liver cytosol antibody type 1 (auti-LC-1)

by immunodiffusion, counterimmunoelectro-
phoresis and immunoblotting: comparison of
three different techniques. ] Immunol Methods

1995; 187:259-64.

Dienes HP, Popper H, Manns M et al.

Histologic features in autoimmune hepatitis 2.

Gastroenterology 1989; 27:325-30.

. Johnson PJ, McFarlane 1G. Meeting Report:
International Autoimmune Hepatitis Group.
Hepatology 1993; 18:998-1005.

. Craja AJ, Carpenter HA. Validation of scoring sys-
tem for the diagnosis of autoimmune hepatitis.
Dig Dis Sci 1996; 41:305-14.

. Newton JL, Burt AD, Park |B et al. Is the new
International diagnostic scoring system for au-
toimmune hepatitis too rigid? Hepatology 1996;
24:235A.

. Craja AJ. Diagnosis, prognosis and treatment of
classical autoimmune chronic active hepatitis.
In: Krawitt El, Wiesner RH (eds) Autoimmune
Liver Disease. Raven Press, New York, 1991;
143-165.

. Craja A, Wang KK, Shiels MT et al. Oral pulse

314

AYTOANOZH HMATITIAA: KAINIKH EIKONA, AIATNOZTIKA KPITHPIA KAI BEPATEIA

prednisone therapy after relapse of severe au-
toimmune chronic active hepatitis: a prospective
randomized treatment trial evaluating clinical,
biochemical and lymphocyte subset response.
] Hepatol 1993; 17:180-6.

58. Johnson P}, McFarlane IG, Williams R. Azathioprine

59.

60.

61.

62.

63.

64.

65.

66.

67.

68.

for long term maintenance of remission autoim-
mune hepatitis. N Engl ] Med 1995; 333:958-
63.

Sherman KE, Narkemer M, Pinto PC. Cyclosporine
in the management of corticosteroid resistant
type | autoimmune chronic active hepatitis. |
Hepatol 1994; 21:1040-7.

Van Thiel DH, Wright H, Carroll P. Tacrolimus:
a potential new treatment for autoimmune
chronic active hepatitis: results of an-open-la-
bel preliminary trial. Ann J. Gastroenterol 1995;
90:771-6.

Danielson A, Prntz H. Oral budesonide for treat-
ment of autoimmune chronic active hepatitis.
Aliment Pharmacol Ther 1994; 8:585-90.

Fonseca JE, Reis P, Saraiva F et al. A complex
case of hepatitis in a patient with systemic lu-
pus erythematosus. Clin Rheumatol 1999; 18
(5):414-6.

Kojima H, Uemura M, Sakurai S et al. Clinical fea-
tures of liver disturbance in rheumatic diseases:
clinicopathological study with special reference
to the cause of liver disturbance. | Gastroenterol
2002; 37 (8):617-25.

Balakrishman C, Mangat G, Kalke S et al. The
spectrum of chronic autoimmune hepatitis. |
Assoc Physicians India 1998; 46 95):431-5.

Sema K, Takei M, Uenogawa K et al. Felty’s syn-
drome with chronic hepatitis and compatible
autoimmune hepatitis: a case presentation. Intern
Med 2005; 44 (4):335-41.

Inaba H, Komatsu T, Shimizu K et al. A case report
of autoimmune hepatitis with Felty’s syndrome.
Nippon Shokakibyo Gakkai Zasshi 1995; 92
(11):1876-81.

Kaise M, Hashimoto K, Tamura H et al. A case of
autoimmune hepatitis developing simultane-
ously with exacerbation of Felty’s syndrome.
Nippon Shokakibyo Gakkai Zasshi 1990; 87
(9):1893-6.

Fusconi M, Vannini A, Dall’Aglio AC et al. Anti-
cyclic citrullinated peptide antibodies in type 1
autoimmune hepatitis. Aliment Pharmacol Ther
2005; 22:951-5.



69. Montano-Loza A, Czaja AJ, Carpenter HA et al.
Frequency and significance of antibodies to cy-
clic citrullinated peptide in type 1 autoimmune
hepatitis. Autoimmunity 2006; 39(4):341-8.

70. Czaja AJ. Autoimmune liver disease and rheumatic
manifestations. Curr Opin Rheumatol 2007;
19(1):74-80.

71.Vannini A, Cheung K, Fusconi M et al. Anti-CCP
positivity in non-RA disease samples: citrulline-
dependent or not? Ann Rheum Dis 2006; Sep
19 [ Epub ahead of print].

72. Liaskos C, Rigopoulou E, Zachou K et al. Prevalence
and clinical significance of anticardiolipin an-
tibodies in patients with type 1 autoimmune
hepatitis. ] Autoimmun 2005; 24:251-60.

73. Craja A], Carpenter HA. Distinctive clinical phe-
notype and treatment outcome of type 1 au-
toimmune hepatitis in the elderly. Hepatology
2006; 43:532-8.

74. Abraham S, Begum S, Isenberg D. Hepatic mani-
festations of autoimmune rheumatic diseases.
Ann Rheum Dis 2004; 63:123-9.

75. Al-Chalabi T, Boccato S, Portman BC, McFarland
IG, Heneghan. Autoimmune hepatitis (AIH) in

A. XOYNTA, A. EAEZOTAOY

the elderly: A systematic retrospective analysis
of a large group of consecutive patients with
definite AIH followed at a tertiary referral centre.
] Hepatol 2006; 45:575-83.

76. Tsutsumi A, Koike T. Hepatic manifestations of
the antiphospholipid syndrome. Intern Med
2000; 39(1):6-7.

77. Lis-Swiety A, Brzezinska-Weislo L, Pierzchala E,
Weislo-Dziadecka D. Systemic sclerosis-poly-
myositis overlap syndrome accompanied by
autoimmune hepatitis and sarcoidosis of me-
diastinal lymph nodes. ] Eur Acad Dermatol
Venerol 2006; 20:107-8.

78. Ishikawa M, Okada |, Shibuya A, Kondo H. CRST
syndrome associated with autoimmune hepatitis.
Intern Med 1995; 34:6.

79. Maeda M, Kanayama M, Hasumura Y et al. Case
of mixed connective tissue disease associated
with autoimmune hepatitis. Dig Dis Sci 1988;
33:1487.

80. Tomsic M, Ferlan-Marolt V, Kveder T et al. Mixed
connective tissue disease associated with auto-
immune hepatitis and thyroiditis. Ann Rheum
Dis 1992; 51:554.

315



