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Auto@Aeypovwdn vooriparta

N.T. EYAITEAATOX MEPIAHWH

M. KONXTANTOMOYAOY Ta autopAeypovdn vooripyarta eival pia opdda YEVETIKWG
A. ANTAZH kaBopI{dpevwy dlatapaxwyv he Bacikd KAIVIKA XapakTnpIoTIKG
AO. KAPATIANNHZ Tov unotponiddovra NUPETO kal TNV NPOoBoAr Twv opoydvwy
I. BAIONOYAOX upévwv. Ta TeheuTaia xpévia pe Tic eEENEEIC 0To NediO TN POPITKAG

IATPIKNAG KAl TNG YEVETIKNAG £XEl AMOOCAPNVIOTE HEPOG TOU YEVETIKOU
UNOOTPWHATOG KAl TwV PETABOAIKWY 00wV kdnoiwv and autd
Ta vooriparta. O1 e€eAi&eic oTo nedio €peuvag Twv OlIATAPAXWY
auTwV iow¢ anoBouv wPEAPEG kal yia AAAEG, MO OUXVEG dIaTa-
PAXEG, O Onoieg €xouv fowg KoIvoug BioAoyikoUg pnxaviopous
ME Ta auToPAeypovWON voorpaTa, dnwg Ta auTodvooa. XKonog
TNG napoUoag avaokonnong eival va napouciaoctolv Baoikd
oToIXeld and Tn yeveTikA kal TNV Naoyévela Twv OlaTapaxwy
auTwv Kabwe kal kdnola and Ta vooripaTa Nou avAKOUV O€
auTAvV TNV KaTnyopia.

EAANVIkA PeupaTtoAoyia 2007, 18(2):130-137

“Opoi eupeTtnpiou: auto@Asyuovadn, yevetikr, nabBoyéveia, Oikoyevrig
Meooyeiakdg MupeTdg, un €idikr avooia.

EIZATQrH

O 6po¢ «auToPAeypovwdn vooriuata» XPNOIPOMOIETAl YIa
TNV NEPIYPAPN pIag dIakPITAG opuAdag YEVETIKWGS KaBoPI(OpEVWY
dlaTapaxwy, ol onoieg xapakTnpifovral ané unotponidlovra
€NeI0001a PAeYPOVIG XWPIG Opwg oToixela €kBeong oe auToAVTI-
yova. O1 diatapaxég ekdnAwvovTal ouxvd Pe NUPETO KaBwG Kal
PAeypovwON NPOOBOAR OUYKEKPIMEVWY 1I0TWV ONwGE Ol apBPWOEI,
TO O€pHQA, TO EvTEPO Kal of opOaiuoi. Evw, SpwG o1 KAIVIKEG k-
ONAWOEIG TV VOONUATWY AuTWV eival NAPOUOIEG PE EKONAWOEIG
A~ MaBohoyik Khivikd Naveniotnuiou voonudTwy autodvoong aitiohoyiag, o avTiBeon pe Ta TeAeuTtaia
Abnvav, [.N. ABnvdv «Aaikd» Ogv NapATNPEITal NAPAywyn auTOAVTIOWUATWY O€ AUENUEVOUG
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TiTAouc i avTiyovoedikd T AepgokiTrapa’. Ané Tnv
dMn, To NpéBepa «auTd» xpNoIPoNoIETal yia va
unodnAwoel Tnv anouoia e&wyevoug aimioloyiag
Twv dlatapaxwv. Mapdha autd ol npooBoAEg nu-
podoToUvTal KANOIEG POPEG and epediopaTa dnwg
n Ogppokpaocia, n puoikri doknon Kal To stress, Ta
onoia eunAékovral enfong oTnv aitiohoyia kAnolwv
aMEPYIKWV Kal aUTOGVOOWY voonudTwy. Evw Aol-
név Ta autoPAeypovwdn vooripata eival ondvia,
n kaTavonon TnG naboy€veldg Toug evOEXeTal va
PwTioel Baoikolc pnxaviopoug peooAdBnong Tng
(PAeypPOVAG KAl TNG PN €IDIKNAG avOoaiag, 01 0Mnoiol Pno-
pel va naiCouv péro otnv naboyéveia Nio cuxvwyv
6|0T0p0x(bv2. 2Koné¢ TNG NApoUoag avaokonnong
eival va napouoiaotolv Bacikd oToixeia and Tn
YEVETIKNA KaI TNV NABOYEVEIQ TwV IOTAPAXWY AUTWY
kaBw¢ kal kdnola and Ta vooruaTa Nou avriikouv
O€ QUTNV TNV KaTnyopia.

KAINIKH TENETIKH TQN
AYTOOAETMONQAQN NOXHMATQN

O1 e€eNi&eI¢ oToV TOPEQ TNG YEVETIKAG AUTWY
Twv voonpdTtwy dev nepidapBdvouv pévo Tnv
avakdAuyn Twv unevBuvwy yovidiwyv alrd kal
Tn dleukpivion TNG ox€ong PETAEU Twv dIaPpOPwWV
METAAGEEWY KAl OUYKEKPIMEVWY KAIVIKWV €KON-
MNvoewv kabwg kal TI¢ aAMnAemdpdoeic T6oo o€
eninedo yovidiwv 600 kal o€ enfNedo NPWTEIVWY,
nou odnyouUv O& OUYKEKPIPMEVOUG PAIVOTUMNOUG
Kal O€ AUTEG TIG KAIVIKEG ekppdoelg. [01aiTepn O€
ava@opd xpridouv ol pehéteg nou die€dyovral yia
Tnv niBavrl oxéon kdnoiwv and Ta voonpata autd
pEe auénpévo KivOuvo apuloeidwong ONwe €xel
Pavel andé KANoIeC NPWTEC avapopEg . H yeveTikn
MEAETN aoBevwyv pe niBavd autoPAeypovwdeg
voonpa gival noAU onpavTikn 6xi hévo Adyw Twv
e&eNiEewv oTO OXeTIKO Nedio nou dleukoAUvouyv
TNV EPAPPOYN TWV OXETIKWYV EEETAOEWY, AMG Kal
eneidn eni Tou NaPOvToG dgv undpxouv a&iénioTol
Broxnpikof dgikTeq yia Ta vooripara autd. H épeuva
070 NedIO TNG HOPIAKAG IATPIKAG €XEI TPOXWPNOEI
TOO0 WOTE OCAPEPT VA EXOUV KATAYPAPE( OTIG OXE-
TIKEG TPANECEC YEVETIKWV OEOOUEVWY NEPICOOTEPEG
and 50 petaMdE&eig yia Tov olkoyevi PJeCOYEIOKS
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NUPETO, NEPIoOOTEPEG and 40 yia TO OXETICOPEVO
ME TOV UNOdOXED TOU NAPAYOVTA VEKPWONG TWV
Oykwv nepiodikd auvdpopo (TRAPS), nepioodTe-
pecanod 35 yia 1o oxeTI(OPEVO PE TNV Kpuonupivn
nepiodiké ouvopopo (CAPS) kal nepIoOOTEPES
and 30 yia 1o ouvdpopo unepékkpiong IgD pe
nepiodiké nupetd (HIDS)®. H ohoéva euputepn
XPAON TWV YEVETIKWY PEAETWV €XEI OAV AMOTEAE-
opa va Tiferal n didyvwon Twv ouvOPOPwY Mou
npokaiouv unotponiddovra neprodikd MUPETS OxXI
MOvo oe aobeveic eOvoTriTwy 6nou Nnapadooiakd
oupnepiAapBdvovrtal otn d1Iapopodidyvwon Kal
auTtd Ta ouvdpopa. ‘ETol n didyvwon Tou OIKo-
yevoug peooyelakoU nupetol dev neplopideral
nia oe aoBeveig nou katdyovral and Tn Aekdvn
TNG Meooyeiou evwd Kal TO OXETICOPEVO HE TOV
unodoxéa TOU NAPAYOVTa VEKPWONG TV OYKWV
nep1odikd ouvdpopo (TRAPS) kal To oUvdOpopo
unepékkpiong IgD pe nepiodiké nuperd (HIDS)
paiveral va éxouv eupUTepn KaTavoun and ot
apxikd nioteuéTav’”’.

Evdiagpegpov napouciddel To yeyovog OTi €xouv
avapepBel aoBevei pe peTaMaéelg oe nepioode-
A TOU eVOG and Ta yovidia Mou KwdIKOMolouv Tig
NPWTEIVEG MOU OUPMETEXOUV OTNV NABoyEvela Twv
auTOPAEYHOVWOWY VooNudTwY, PE anoTéAeopa
oUVOETOUG PaIVOTUNOUG KAl OIAPOPETIKA KAIVIKA
eikbéva kal avranékpion otn Bepanegia and Tig
kAaOIKEC NEPINTWOEIC™.

Mapd Opwg TIG e&eNiéelg oTO Nedio TNG YeveTI-
KNG TwV ouvOpPOPwWY KAnpovouikoU nepiodikou
nupeToU NoANG epwTApATA PEvouv avandvrnTa.
"Evag peydhog apiBuéc acbevwyv nou nAnpoulv Ta
KAIVIKG KPITAPIO TwV dIATApaXwWV auTwy OgV na-
pouacidlouv kdnola and TIG YVWOTEG HETAAAEEIG.
And Tnv AAN pepid To B€pa TnG O1EICdUTIKOTNTAG
TWV OXETIKWV PETAAMAEEWY unodeikviel he Tn og1pd
TOU OTI N OTPOPN TNG €PEUVAG OTO ENIMEDO TWV
NPWTEIVWV fowg NpdoPepe NOAAG 0T katavénon
TWY AUTOPAEYHOVWOWY voonudTwy .

MAOOTENEIA TON AYTO®PAETMONQAQN
NOXHMATQN

TNV opdda TwY aUTOPAEYHOVWOWY VOONUATWY
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nepleAnPONoav apxikd Ta cUVOPOPA KANPOovouI-
koU neplodikou nupetou (Hereditary Periodic Fever
syndromes-HPF) 6nwc o Oikoyeviig¢ Meooyelakdg
Mupetds (FMF), To oxeTI(OEVO e TOV UNOOOXEQ
TOU NAapdyovTa VEKPWONG TwV OYKwV NEPIOOIKO
ouvdpopo (TRAPS), To 0UvOPOPO UNEPEKKPIONG
IgD pe nep1odikd nuperd (HIDS) kai Ta oxeTio-
Meva pe Tnv kpuonupivn nepiodikd ouvopoua
(CAPS)'". TTadiakd OpwG 0 6PO¢ dlEUPUVONKE
yla va cupnepiAdfBel kal vooripgaTa, Ta onoia
eiTe dev epavidouv olkoyevh katavopn, énwg
0 NePIOBIKOG NUPETOG e aPOwdn oTopaTimodq,
papuyyimda kar adevimida (PFAPA), eiTe dev €xouv
TOV NUPETO oav NPoeEdpxov oUPNTWHA ONwe N
véooc AdapavTiddn-Behget'’. H anocagrivion
TNG HOPIAKAG BAONG Twy ouvVOPOPWY KANpovo-
MIkoU nepiodikoU NUPEeToU eixe oav anoTéAeopa
va €pBouv oTnv empAveIa OOPIKEG OPOIOTNTEG
n/kar aAMnAemodpdoeig o eninedo yovidiwy pe-
Ta&U auTWV Kal AAAWV YEVETIKWY VOOWV, ONwG TO
oUvdpopo Blau kai To ouvdpopo PAPA (donnTn
nuoyoévog apOpiTida, yaypaivwdeg NUOdEPHA Kal
akun), 0edopéva nou odriynoayv ToUG EPEUVNTES
va unoBgoouv OTI Kal AQUTA TA VOOHPATA pnopouv
va evtaxfouv oTnv kaTnyopia Twv auToPpAeypo-
vwdwv voonudtwv' .

Mpokeipévou va egnynOel n anouoia autoavT-
OWMATWY A avTIYOVOEIDIKWY T AeppokuTTdpwy, TO
EPELVNTIKO EVOIAPEPOV OTPAPNKE OE EVOEXOEVN
anoppuBuion Tou CUOTAPATOG TNG PN EIOIKNAG
PUOIKNG avooiag wg mbavou kolvou napovo-
MaoTA auTwWV Twv dlatapaxwy. To odoTnua TNG
MN e101KNG avooiag, o€ avTiBeon pe Tnv enikTnTn,
anavtd Taxéwg otn Aofpwén Kupiwg péow Twyv
OUOETEPOPIAWY KAl TWV JOVOKUTTAPWY KAl XWPIG
™ peooAdBnon AeppokuTtdpwy N napaywyn
avTIOWHETWY .

O1 dl0Tapaxég Tou ouoTAPATOG TNG PN €101-
KAG avooiag nou gpaiveral va eunAékovral otnv
naboyEveia Twv auToPAEYHOVWOWY VOONPATWY
nepIAapBdvouv pun QuoIoAOYIKEG anavTAoEel
o€ oxeTI(Opeva pe naboyova poplakd npdTuna
(PAMPs), oudetepo@iAia oTO aiya kalr oToug
npoofePAnuévouc 10ToUg Kal anoppuUduion Twv
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AYTOOAETMONOAH NOXHMATA

PAEYHOVWOWY KUTTAPOKIVWY N TWV UNOOOXEWV
ToUC'®. AVaAUTIKGTEPA, N PN PUOIOAOYIKA and-
vInon o€ oxeTi(Opeva pe naboydva popiakd
nNPOTUNA PAIVETAl VA €XEl OAV ANOTEAECHA TNV
evepyonoinon Toll-like unodoxéwv kal nhouoiwy
oe Aeukivn NACHT npwreivwv (NACHT-Leukine
Rich-NLR), 6nw¢ n kpuonupivn karn NOD2. ‘Ocov
apopd ota oudeTEPOPIAG N epnAokn TOuG oTNV
naboyévela Twv voonpudTwy auTwy UnodnAWVETal
and Tnv avelpeon Toug oe auénpéva NnooooTd
T600 0TO afa 600 Kal OTOUG I0TOUG TwV aoHevv
ME unoTponidlovra enelicddia nupeToU KaTd TN
OIGPKEIO TWV KPIOEWVY KAl N €MOTPOPN TOUG O€
(PUOIOAOYIKOUG apIOPOUG HETAEU TWV UNOTPOMWV.
MNa napddeiypa, oe ao0eveiG Pe OXeTICOPEVO PE
TNV kpuonupivn nepiodiké ouvopopo (CAPS), Ta
oudeTEPOPIAG au&dvovTal OTo NEPIPEPIKS aija
METG and €kBeon og KPUO KAl ENAVEPXOVTAI O€ (PU-
olohoyikd enfneda PeTd and NapgéAeuon PEPIKWV
wpwv'”. OI PAEYHOVWHSEIC KUTTAPOKIVEC Nailouy
enfong onpavtikd poAo og AuTEG TIG VOOOUG.
YToIXElO and TIG PEXPI TWPA PEAETEG avadEIKVU-
ouv auénpuéva enineda vrepAeukivng (IL)-1p oe
ao0eveic pe Oikoyevi Meooyeiakd Mupetd (FMF)
N PE TO OXeTICOPEVO HE TNV KpuOonuPIivN NEPIODIKO
ouvdpopo (CAPS), pdMov péow enidpaong Twy
METAAAQYHEVWY HOPPWY TWV MPWTEIVWY, Nupivn
Kal kpuonupivn avrioToixa, otn pUOpIon TNG Ka-
ondong-1, n onofa epnAékeral otn pUBUIoN Twv
eninédwv Tng iviepAeukivng (1L)-18"". H nupivn
KaI N Kpuonupivn paiveral va OUPJETEXOUV ENIONG
ka1 oTn PUOPIoN TNG ANONTWONG, PIAG AKOUa OIadI-
Kaoiag nou givar oNPAvTIKA yia TN GAEypovh, eV
o€ kKatdAMnAa kutTapikd nepiBdAovra pnopouv
€lTe va evepyonolInoouy &iTe va kataoTeiAouv Tov
NF-kB, o onofog oupperéxer otny évapén kai tnv
KATaoTOAN TNG pAeypovwdouG dladikaoiag, gpal-
vopeva, Ta onofa de diapgecohaBouvrar and Tig
HETAMAYPEVEC HOPPEC TWV MPWTEVGDV auTiv*?.
2e ao0evei¢ e TO OXeTICOPEVO e TOV UNOOOXEA
TOU NAPAYoVTa VEKPWONG TWV OYKWV MEPIOOIKO
ouvopopo (TRAPS) €xel aveupebel augnpévng
évraong i dIdpkelag ofpa pEow Tou peTaAhay-
MEVOU UNOOOXEQ TOU NAPAYOVTA VEKPWONG TWV
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OYKWYV, yeyovog nou unodeikvUel TN CUPPETOXN
QUTWYV TWV QAEYPHOVWOWY KUTTAPOKIVWV OTNV
NaBoyévela auTwV Twv SIAaTAPAxXOV’.

®aiveral, hoindév, 611 n opdda Twv auToPAeypo-
vwOWV voonpudtwy napouoiddel DIaTAPAXEG TNG
PUOIKNAG avooiag, evw and Tnv dAN dev undpxouv
OTOIXEIG MOU va unodeikvUouv NPoooAn kal TNG
eniktntng. ‘Etor napdAo nou Ta voorpata autd
efval ondvia, n peAétn TOoU¢ Kal N dlaod@non
TG naBoguololoyiag Tous iowg eival xpAoipn
yla TNV katavonon TN naboyEveiag Mo ouxvwy
OIaTAPAXWV.

KAINIKA ZYNAPOMA

Yno Tov 6po kAnpovouikd cUvOpopa nePIodl-
KoU nupeToy, Ta onoia ouvioTouv To JeyaAUTEPO
MEPOG TWV AUTOPAEYHOVWOWY VOONPdTwY, NEPI-
AapBdvovrar diatapaxég nou xapakrnpidovral and
avegrynTa eneiodd1a NUPETOU KAl EVTOMIOUEVNG
PpAeypovng. Or apBpikoi UPEVEG Kal O 0POYOVOI
anotelolv ouvriBelg oTOXoUG e anoTéAeopa
apOpalyieg kal kolhiakd dAyn. EninpooB£Twg, ol
ao0evei¢ autol napouoiddouv eviote OePUATIKA
e€avOripaTa kal ouppeToXn and To VeUPIko oU-
oTnpa. Napakdtw 0a napatebolv adpd oToixela
Y10 KANoIeG and TIG OVTOTNTEG NOU Ta§IvopouvTal
oTnv eupUTEPN KATNYOPIO TWV KANPOVOUIKWY
ouvOPOUWY NMEPIOdIKOU MUPETOU.

1. OIKOYEVAG HECOYEIOKOG NUPETOG

O olkoyeviG HECOYEIOKOG NUPETOG ANOTEAEN lOWG
TO NPEATUNO AUTWY TWV dIATAPAXWY, NIBavda Adyw
TNG OUXVOTEPNG €NMTWONG TOU KAl TNG APKETA
EKTETAPEVNG HENETNG TOU O€ YeVETIKO eNinedo. To
oUVvOpPOHO xapakTnpidetal and unotponiddovra
eneloddIa NUPETOU Kal TOMIKA PAEYHOVWON NPo-
oBoAn Twv 0pPOYOVWY UPEVWY, TWY apOPWoEwY
Kal TOu OEPUATOG Kal €xouv BeonioTel KpITpIa
(Tel-Hashomer criteria) yia Tnv kAvikr Tou d1d-
yvwon. Ta eneioddia nupetoU givar duvaTov va
&exivave ndn and tn Bpe@ikn nAikia, evw To 90%
Twv aoBevv €xel NPooBANBel TouAdxioTov pia
Popd pExp! TNV NAIkia Twv 20 eTwv. H ouxvotnTta
TWV Kplogwv Kupaiveral and pia kA0e Aiyeg npEPES
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MEXPI peydAa dlaoTripaTta, €we Kal €Tn eAeUOe-
pa unotponwv. Or kpiogic dilapkoUv ocuvriBwg
ANyoTEPO and 72 wpeG, av Kal N npooBoAn Twv
apOpwotewv Teivel va diapkel evioTe NepIooOTEPO,
Kar anodpdpouy autépata’ n unokAivikn, Spwg,
PAeypovwdng dladikaocia Pnopef va eppével npo-
d1a0€TovTag kdnoloug aoBeveic (kupiwg Avopeg
ME BeTIKO KANPOVOWIKS 10TOPIKG Kal OPOLUYOUG
yla 70 M694V) otnv avdnTtugn AA apulogidwong.
O1 kpioeig eival ouvrnBwe anpdPBAenTeg, kanolol
OpwWG a00eVEIG TIC OUVOEOUV PE NAPAYOVTEG ONWG
n Guoikn doknon, To stress kal N €uunvog puon.
O nupetdq (péxpr ooPapn unepnupegia kal nu-
pETIKOf onaopoi ota Bpépn) eival To npoeEdpxov
Kal evioTe TO povadikd oUPNTWHA TNG VOOooU.
Kolhiakd dAyog pe pikpn noodtnTa e§10pwuaTIKOU
uypou oTnv nepITovaikn KOINGTNTA KAl onavidTe-
Pa aokitng kal o&U nAeupITikd dAyog pe ouvodo
nAeupITikA ouMoyn efval Ta anoteAéopara Tng
NPooPoAn¢G Twv opoydvwy. ApBpiTida, ocuvribwg
povoapOpimda Twv peydAwv apbpwoewy, Xwpig
Opw¢ epubpdTnTa N avénon Tng Beppokpaoiag
kal pe donnto, NnAoucio og noAupopponupnva
apBpikd uypod kar epuoineAaToeldNG NPOoBoAn
Tou O€pHaToG oUVOETOUV TNV KAIVIKA €IkOva Tou
ouvdpduou. Oepaneia ekhoyrig Bewpeital n KoA-
xikivn o€ d6on 1-3mg npepnoiwg, Oepaneia nou
anoTPEnel TNV egpavion Twy Kploewv aAAd kal
HEIWVEI TOV KivOUVO avanTuéng apulogidwonc .
To yovidio nou gaiveral 611 oxeTiCeTal pe TN vOOO
ovopdoTtnke MEFV kar Tautonoimfnke 1o 1997.
Kwoikonolel pia npwteivn 781 apivoééwy, Tnv
nupivn, n onoia ekppAdeTal Kupiwg oTa NOAUPOP-
ponupnva Kal o€ evepyonoinuéva and KUTTapo-
KIVEC ovOKUTTapa™*®. And PEAETEC éxel pavel 6T
n nupivn éxel niBava évav avtipieypovwdn poAo,
0 onoiog Ogv eniTeAeiTal and TIG YeETAMAYPEVEG
TNG HOPPEG, ONwG cupPaiver oTnv NePNTwon Tou

p g 227
olkoyevoU¢ JeooyelakoU nupeTou””.

2. IXeTI{OPEVO ME TOV UNOOOXEA TOU
napdyovra VEKPwonG Twv OyKwv NePIOdIKS
ouvdpopo (TRAPS)

To ouvdopopo TRAPS eival auto@Aeypovw-
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ong¢ dlaTapaxn YeVETIKAG aiTiohoyiag. H véoog
opeileTal og petdAhagn Tou yovidiou TNFRSFTA
ME anoTéheopa dlaTapaxn Tou eEwKUTTAPIOU
TMApaTog Tou TUNou 1 unodoxéa Tou TNF kal
KANPOVOUEITAl KATA TO AUTOOWMIKO EMIKPATEG
npétuno. Mapdéro nou apxikd n voooq eixe ne-
pIyPaQel o€ pia peydAn olkoyévela IpAavOIKAG
KATAYWYNG, PETAYEVEOTEPEG PEAETEG €DeI&aV OTI
éxel NOAU eupUTepn katavour®. O1 KPIoEIC apxi-
Couv ouxvd and Tnv naidikn NAIKia kar d1apkoUv
anod Aiyec npépeg €wg eOOPAdeC. MupeTdC Kal
npoofoAn Twv opoydvwy pe avdloyn oupntw-
paToAoyia anoTeAoly, Gnwe kal oTny NepinTwon
TOU OIKOYEVOUG HECOYEIOKOU MUPETOU, TIG KUPIEG
ekdNAWoeIg TNG vooou. H apBpimda eival pn oi-
aBpwTikn, acUppeTpn, jovoapBpiTida ocuvribwg
TWV peydAwv apbpwoewyv. Tnv kKAiviki gikéva
oupnAnpwvouv N NPoooAn Twv oPpOBaApwY pe
ENIMEPUKITIOO N/kal NePIOPOaApIKS ofdnpa kal
N XAPAKTNPIOTIKA (PUYOKEVTPOG YETAVAOTEUTIKNA
MUaAyia pe ouvodd enwduvo epuBnua mbavd
AOYyw avAnTUENG JOVOKUTTAPIKAG NEPITOVITIOAG.
O kivduvoc avdantuéng apulogidwong avépxeTal
o1o 15% mBavd Aoyw peTaldEewv ToU yovi-
Ofou TNC KUOTEIVNC AV KAl €voxonolouvTal Kal
METOANGEEIG o dMa yovidia. O avTaywvIoTAG
Tou TNF etavepoéntn (etanercept) fowg €xel
AMNOTEAEOPATIKOTEPO KAl AOPAAEOTEPO MPOPIA
and Ta PN oTeEPOEIdN avTIPAeypovwoOn pAappaKka
Kal Ta YAUKOKOPTIKOEION Kal €xel pavel OTI PEIw-
VEI TOV KIVOUVO TwV UNoTponwy Kal [owg Kal TN
apuloeidwonc #*4?7.

3. ZUvdpopo unepékkpiong IgD pe neP1odiké
nuperé (HIDS)

To ouvdpopo HIDS kAnpovopeitar katd Tov
QUTOOWMIKG UNOAEINOUEVO TPOMO KAl EXEl aUENE-
vn eninTwon og nAnBuopolc Bopelogupwnaiknig
kataywyne. H véoog opeiletar og petdMaén Tou
yovidiou (MVK) nou kwdikonolel To év{upo pefa-
Aovikn kivdon. To év{uuo kataAUel Tn petatponn
Tou pePalovikou o&€og oe S5-pwopopeBaloviko
o&U kal euNAEeTal oTn 0UVOEON TNGXOANOTEPOANG,
™G Brrapivng D, Twv XoAIKWY 0&€wv kal Twy oTe-
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POEIDIKWY OPHOVWY. YIAPXOUV I0XUPEG eVOEIEEIG
0TI TO OUVOPOO dEV OPEINETAI OE UNEPEKKPION
IgD kaBwg undpxouv apketoi aoBeveic pe TNV
KAIVIKA €1KOva Tou ouvOpOpou kal peTdAaén
Tou yovidiou (MVK), o onofor 6pw¢ dev napou-
o1dlouv auénpéva enineda IgD***. O1 Baocikég
evaMakTikéG unoBgoelg eivar 0TI To oUVOPOUO
opeileTal €iTe o€ oucowpeuon PeBarovikoU 0&Eog
€iTe o€ EMeIPn 100MPeVOEIdWY, TO ONOia OUVTI-
Oevral puololoyikd péow TG 1d1aG PeTaBOAIKNAG
00006°*”". An6 HeNETEC O KAMIEPYEIEC KUTTAPWY,
Nnou NePIEXaV ETE TN PUOIOAOYIKA ETE TN PETAA-
Aaypévn poperi Tou ev{Upou, €xel pavel 6Tl To
peTaAAaypévo éviupo xdvel e TNV dvodo TNG
Oeppokpaociag peydho HEPOG TNG OPAOTIKOTNTAG
Tou, eUpnpa nou pnopei va egnyel TNV nupodod-
TNON Tou ouVOPOUOU PETd and epBoliacud n
Aofuwén®’. O1 kploeic apxiCouv ouvhABwe and Tn
Bpepikn nAikia kal dilapkouv and 3 NPEPEG €wG 1
gBOopAda. H kAvikn eikéva xapaktnpietar and
enwouvn TpaxnAikn Aepgpadevonddeia, apOwdn
€Akn kar d1dxuTo kNAIdoBAaTIOWdEC e€AVONa, TO
onoio pnopei va npooBdAel néAuaTa Kal NAAAPEG.
Znaviwg avantyooetal NAeUpITIKA oUAMoyN evw
dev UNAPXOUV avapopPEC yia avanTuén apuAoEi-
dwonc™. H péxpl Thpa BepansuTikr Npooéyyion
TOU ouvdpbPOoU NepIopICOTaY OoTh xopriynon
AVTIMUPETIKWY KAl OTN CUPNTWHPATIKA aywyn.
MpoopaTe JEAETEG, MOU ApopoUv OTN XopPrynon
olpBaocTativng, eTavepoénTng i anakinra, éxouv
O&l TO pWG TNG ONPOOCIOTNTAG XWPIG OPWE aKOPa
oapn anotehéopara’®***,

4. Ixeni{6peva Pe TNV Kpuonupivn nepiodikd
oUvdpopa-(CAPS)

AuTrii N opdoa dIATAPAXWY, YVWOTEG WG KPUO-
nupivondoeieg, anoteAoUvral and TO OIKOYEVE,
AUTOPAEYHOVWOEG 0UdPOHO ek Yuxoug (FCAS),
TO oUvdpopo Muckle-Wells (MWS) kar Tnv nio
oofapn veoyvikh MOAUCUOTNHATIKA PAEYHOVW-
on véoo (NOMID). Ta TeAeutaia xpdvia éxouv
avixveuOel neploodTepes and 20 peTardéeig
Tou yovidiou CIAST, To onofo kwdikonolei TNV
kpuonupivn, peTaAAd&elg o1 onoieg euBuvovral
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Y10 QUTEG TIG TPEIG OIAKPITEG KAIVIKEG OVTOTNTEG,
ol onofe¢ KAnpovopouvTal KATd TO AUTOOWMIKS
enikpatéc npéTuno®”’. O NEPIOGATEPOI AGOEVEIC
edpavidouv oupnTwparta non and tn PPe@ikn
nAikia, ekT6¢ and kdnoloug aoBeveic e Muckle-
Wells, o1 onoiol napapévouv acupnwpaTikol Héxpl
TNV epnPeia. Or aoOeveiC e TO OIKOYEVEG QUTO-
PAeypOVWOEG OUDPONO K PUXOUG NAPOUCIALOUY
¢pikia, nupetd, kepahalyia, apBpalyieg kar un
KvNOopwoeg e€dvOnpa napopolo e oupTikdpia
METd and €k0eon og kpUO. TN NePiNTwoN Tou
ouvopopou Muckle-Wells o1 aobeveic napouoi-
dCouv napopolo e&dvOnua, To onoio dpwe dev
OXETICETAI E TO KPUO, KABWGE Kal NUPETO, KOINIAKG
dAyn, apBpiTida, névous ota dkpa, ENINEPUKITION
kal apyoTepa veupoaioOnTipia Bapnkoia. XTnv
NEPIMTWON TNG VEOYVIKAG NOAUGUOTNHATIKAG PAEY-
MovWwdoUG vOooU €XOUNE enfong npooBoAn Tou
KEVTPIKOU VEUPIKOU OUOTAPATOC PE VEUPOAIoON-
TApIa Bapnkoia kal xpovia donnTn punviyyimida.
Tnv KAIVIKA €ik6va TNG dIATAPAXAG CUMNANPWVOUV
T0 €€dvONnpa kal n xapakTnpioTiki apBponddeia
(npwiun ooTeonoinon TNG eniyovaTioag kar Twv
ENIPUOEWY TWV PAKPWY 00TWV Pe enakdioudn
ooTIKA unepTpopia). Ta apxikd anoTeAéopaTta
TnG Ogpansiag Twy cuvOPOPWY auTWV Paiveral
va eival evBappuvTikd pe Tn xopriynon anakinra
og aoBeveic pe oUvdpopo Muckle-Wells™*',

EMIAOIOx

Ta nepioodtepa and Ta VOOrPATA NOU OU-
YKPOTOUV TNV Opdda TWV AUTOPAEYHOVWOWY
VOONUATWY NAapeuevay ev noAoic adidyvwora
AOyw TNG onaviéTNTAg TOUg, TNG NEPIMAOKNG KAI-
VIKAG TOUG EIKOVAG KAl KUPIWG Adyw TG EANeIPng
a§iéniotwy Broxnpikwy OeIkTWV. Me TIG e&eAiEelg
Nou onpEeIwvovTal kKA0e pépa oTo Nedio TG PoPI-
aknig 1aTPIKAG éxel eNITeuxBel onpavTikn NPoodog,
TO0O OTNV ANooa@Pnvion TNG YEVETIKNG Bdong
TWV dIATAPAXWY auTWY, 600 Kal oTnV avddel-
&n mBavwyv KoIvwv BIoAOYIKWY PNXAVIOUWY HE
dA\a nio ouxvd vooripata. H katavénon Twv
UNoKelMeEVWY NAaBOPUGCIOAOYIKWY dIATAPAXWY
Kal n npooOrikn oTn d1ayVWOoTIKA PpaPETPA €yKU-
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pwv peBBdWY yeveTikoU eAéyxou Ba au&noel TG
nIBavoTNTEG £yKAIPNG KAl OWOTAG OEPANEUTIKAG
napéuPaong yia Toug aoBeveic nou ndoxouv
and TéTola ondvia, PEXPI Twpa adidyvwoTa Kal
eviote oofapd ouvdpopa.

ABSTRACT

Autoinflammatory disorders

N.G. Evangelatos, P. Konstantopoulou,

L. Pantazi, Ath. Karagiannis, G. Vaiopoulos

1st Dept of Internal Medicine, University of Athens,
Laikon Gen. Hospital, Athens, Greece

The term autoinflammatory is used to describe a
distinct group of disorders with recurrent episodes
of fever and serosal and synovial affliction. In the
recent years research in the field of genetics has
lightened the genetic substrate and the metabolic
pathways of these disorders. Elucidating the
pathophysiology of these disorders may help us
understand possible common mechanisms of
disease with other more common immunologic
disorders. The purpose of this review is to present
elements of the genetics, the pathogenesis and
the clinical features of some of these disorders.

Hellenic Rheumatology 2007; 18(2):130-137

Key words: autoinflammatory, genetics, pathogenesis,
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