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MEPINAHWH
To oOvdpopo Sjogren (SS) eival pia avtodvoon eEwKPIVOTIABEIQ, TIOL XaPAKTNPEICeTal ard Xpovia
QLOAEITOLPYIA KAl KATAOTPOPH TwV OIEAOYOVWY Kal OOKPUIKWY ad&VWY, UE AMOTEAECUA TNV
EKONAWON OLPTITWHATWY ENEOTNTAC ATd TOLC BAEVVOYOVOLC (EnpooTopia Kal ENpodBoAuia). >e
o0YKpPION e TO YeVIKO TTANBLoPO, ol acBeveic pe SS eudaviCovy onNUAVTIKA AvENuEVo Kivouvo
avamtuéne B-AepdoimeprnAaoTikod voonuatog (cuvnbwe B-Aéudwpa torov MALT), to oroio
adpopa 10 5-10% TEPITIOL TWV A0BEVWV KAl ATTOTEAE! CNUAVTIKA ALTia vVOonpOTNTAC KAl BvNTOTNTAG
Twv acBevwyv. Ta ewg Twpa dedopeva avadelkvbouy TNV TIBavr CLPBOAN WV, OYKOYEVETIKWY
SlEQYACIWY KAl TIAPAYOVTWY TOU AVOOOAOYIKOD CUCTHUATOC OTNV KAKONONn €E0Aayr KAWVWV
B-AepdokuTt@pwy. AMO AVOOOAOYIKNG TAEUPAC, N oLVEXNC OlEYEPON TwV AUTOOPACTIKWY
B-AepdoKLTTAPWY O0TA OPYAVA-CTOXOLG TOL SS Ba ProPOLOE VA EENYNOEL EV UEPEL TNV EKTPOTN
NG KAAONBOLE ALTOAVOONG ATIOKPIONG OE KAKONBN PETATPOTTH. 2ZKOTIOC TNG TIAPOVOAC PEAETNG
elval n diepebvnon TG BavAg cLPBOAAG YWWOTWY TIOALUOPPIOUWY KAl HETAAAEEWY OE yovidla
rou ennpealouvv TN peBLAIwoN, TNV eTudWPBwon Tou DNA Kal Tn YEVETKN oTaBepdTNTA, TNV
evepyoroinon Twv B-AepdokuTtdpwy, TNV eVEPYOTIOINCN TOL povoTraTiol Tou rapdyovta NFkB
TIOL TIPOAYEL TN GAEypoOvVWON avTidpaon Kal TNV auToavooia, KaBwe Kal TNV €kdppacn r pUn Tou
yovibiou LILRAS, cav emumiéov mapdyovTia KIvOOVOU TIOU EVEXETAI
otn oxet(ouevn pe 10 SS Aepdwpayeveon. Ol AVWTEPW YEVETIKES
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OewpPNTIKO LTIOCTPWHA

To oluvdpopo Sjogren (SS) eival pia autoavoon eEw-
KplvomdBela, TIOU XapakTnpiletar amod xpoévia Ou-
OAEITOLPYIAO KAl KATACTPO®N TwV OlEAOYOVWY  Kal
SakpLIkWwY adévwy, Pe armoTeAeopa TNV ekSAAWON oL-
UTTTWHATWY ENPOTNTAS arod Toug BAevvoyovouc (Enpo-
otopia kal EnpodBaipia). Eivar apketa cuxvr mabnon,
dedopgvou oTL dlaylyvwoketal oo 0,5-1% Tou yevikoD
TTANBuopoL. To voonua MPOCRAAEL KUPIWG yuvaikeg
(9:1) otnVv T€TAPTN N OTNV TIEPTTTN SekaeTia TNG CwNG
Touc. AloKpiveTal og MPWTOTIABES, 6Tav eudaviCeTal
poévo Tou, f deuteporabeg, dTav eudavileTal o cuv-
duacpd pe GAa autodvooda vooruata. To SS aro-
TEAEl OLOTNPATIKO ALTOAVOCO VOoNUA, SedopEvou OTL
ot1o 30% mepinmou Twv acBevv TO voonua eudavilel
YEVIKELPEVN TIPOCPROAN LE KAIVIKEC ekONAWOEIC ard
TOANAMAA Opyava (eEWAdEVIKEC EKONAWOCELG), OTIWG
apbpitida, etavbnuata, ¢awvépevo Raynaud, mepl-
dePIK veupomdBeld kal omelpauatovedpitda. e
olyKpIoN PE TO YEVIKO TIANBUOUO, ol acBeveic ye SS
epdaviCouy onuavTika avénueEVo Kivouvo avarTuéng
B-AeudolmepmAaoTikoD vooHuaTtog (cuvnBwe B-A&p-
dwpa Turov MALT), To omoio adopa 1o 5-10% mepi-
TIOL TWV ACOEVWV KAl ATIOTEAEL CNUAVTIKY AiTia voon-
POTNTAG Kal BvnNTOTNTAC Twv acBevwy. MNpoyvwoTIKol
SelkTeC LPNAOL KIVOUVOL €EENIENC TOL VOOHUATOG OE
AepdIkr veomhaoia, eival n apoucia xpoéviac SIoYKw-
oNG Twv aleAoyovwy adévwy, ayyelTidikwy eEavonud-
Twy, onepapatovedpimidag, mMePIPEPIKNC VELPOTIA-
Belag, YelwpEVa OPOAOYIKA ETIIMESA CUUMANPWUATOG
(C4) ka1 n mapoucia kpuoodaipvaiag.!

Ta éwc Twpa &edopéva avadelkvoouy Tnv Tubavn
CUMBOAR WV, OYKOYEVETIKWY OlEQYACIWV KAl TIAPAYO-
VTWV TOU QVOOOAOYIKOU CUCTAPATOC OTNV Kakontn
eEalhayr KAWvVwWV B-Aepdokuttdpwy.?2 Méxpl onuepa,
woTdo0, dev LMAPXOLV ETIAPKN 6edopEva yia TN OL-
OXETION PETAED (KAC POALVONG Kal Aepdwpayeveong
oe aoBeveic pe SS. Ooov adpopd TOUG OYKOYEVETIKOUG
UNXAVIOPOUG, HETAANAEEIC TOU OYKOKATACTAATIKOU YO-
vibiou p53 Kal N petatorion t(14;18) €xouv avixveu-
Bel oe BloYieg ailehoyodvou adéva acbevwy pe SS mou
averttuéav Aépdpwpa.® H teAeutaia dpaivetar va odnyet
oe LrepeKPpaon tou Bel-2, evdg avTi-anonTtwTikoy
yovibiou Tou Tpodyel Tnv erBiwon Twy B-AepdokuT-
Tapwv.*

A6 avoCOAOYIKAG TIAELPAC, N CLVEXNG SIEYEPTN TWV
AUTOSPACTIKWY B-AeudoKUTTAPWY OTA OPYAVA-OTO-
XOUC TOU SS Ba prnopouoe va eENyNCEL eV PEPEL TNV
EKTPOTT TNC KOAOABOULC AUTOAVOONC ATOKPIONG OE
Kakonon petartporn. [llpdodpata Sedopeva Exouv
avadeifel Tov KEVIPIKO POAO TNC EveEPYOTIOINCONG TNG
vTEPdEPOVNG KAl TOU TIAPAYOVTA EVEQYOTIOINONG TWV
B-Aeudokuttapwy (B-cell activating factor [BAFF]) otnv
nmaboyéveon Tou cLvdPOPOoL.>S Auvtnuéva emineda
e vtepdepdvng TUTOL | €xouv CLUOXETIOOE!, PETAEL

AANWV, PE TNV TIAPOLCIA CUYKEKPIUEVWY TIOAUHIOPdI-
OPWV/PETANGEEWY TIOU eTINPEACOLY TN OPACTIKOTNTA
¢ e€wvoukiedong Three Prime Repair Exonuclease
1 (TREX1) ce autodvooa voonuata, 6Twe ToV cLUOTN-
HOTIKO €pLBNUATWON AUKO, TO XEWETAWON AUKO Kal
T0 obvdpopo Aicardi-Goutieres.”® H pewpévn dpdon
NG e€wvoukiedong TREXT euBuveTal TOCO yia TN Pel-
WPEvVn KABapon evboyeVWY VOUKAEIKWY OEEwV, 0oN-
YWVTAC OE CLOCWPEEUON YEVETIKOD LAIKOU, Kal Kat’
ETIEKTACN O€ YEVEON QUTOAVOOWV ATTOKPIoEWY, OO0
kal oe dlatapaxec emodvpbwone Tou DNA, ol omnoi-
€C¢ duvnTIKA EUTTAEKOVTAL OTNV QVATTTLEN KaKoNBoug
€€aN\ayNC oTa MACIOIA TWV AUTOAVOCWY VOCHUATWV.
Ao TNV AAAN pepld, o BAFF - o ormoiog emdyetal amnod
v wtepdepodvn tumou | - diadpapatifel KEVTPIKO
PONO OTNV TTABOYEVECH TWV AUTOAVOCWY VOOHUATWY,
OLUTTEPIAAUPBAVOLEVWY TOU CULCTNUATIKOU €PUBNUA-
TWwdOoLG AUKOU Kal Tou SS, pubuiCovtac Tnv emPBiwon
Kal opodotaon Twv B-Aepdokuttdpwy.t H avénué-
vn ékdppaon Touv BAFF oe autodvooa voorjuata eixe
TIPONYOUHEVWG CUOXETICOEL e TNV TIapoucia edIkwyY
TIOAUUOPPICUWY OTOV UTIOKIVA T Tou yovidiou, ' v
oe TPOodATEC PEAETEC TNC opddag pag,'?® T1ooo ot
oAvpopdIouol Twy yovidiou Tou BAFF padi pe toug
QrmAOTOTIOUC TOLG OO0 Kal N PETANAEN His159Tyr Tou
BAFF-R umodoxea cuoxeTiobnkav pe TNV avamntuén
AEUPWHPATOC PEOW TNG EVEPYOTIOINONC TOU EVAANAQ-
KTIkoU povoriatiot Tou NFkB,™ povornatiod «kAeldi»
oTnV avanTuén KakonBelag kal AepdolTePTIAAOTIKAG
vooou. Eival evolapepov 0TI HETAANAEEIC KAl TIOALUOP-
dlopol AVOOTAATIKWY POopiwv TNG evepyortoinong Tng
NFkB o0boU, 6rwe n emaydpevn and Tov mapdyovta
VEKQWONG Twv Oykwv Tpwtelvn 3 (Tumor necrosis
factor, alpha-induced protein 3 [TNFAIP3]) €xouv cu-
OXeTIOBEl pe TNV avarTtuén TO6CO AUTOAVOCWY VOON-
HATWY 600 Kal SS oxeTICOUEVNC AEPUPOUTIEPTIAACTIKAG
vooou. 418

Ténog, n mpwrteivn LILRAS (Leucocyte immunoglobulin-
like receptor superfamily A, member 3) | Sl0POPETI-
kA ILT6 (immunoglobulin-like transcript 6) amoteAel
evav SlahuTtd vrtodoxea Tou MHC taéewce |, o omoiog
EUMAEKETAL OTN PLBUICN TNG AVOCOAOYIKAG ATTAvVTN-
ong, exovtac SIEYEQTIKA N KAl AVACTOATIKI SpacTtn-
plotNTa. MNpdodatec peAETEC KATESEIEQV TIWG N Ye-
VETIK daypadr) tou yovidiou LILRA3 oxetiCetal pe
EKONAWON OKANPLVONC KATA TMAGKAG KABWC Kal CLV-
6popou Sjdégren. Eruméov, e MANBLoG opoluywTwy
W¢ TIPOC TNV YeveTkn diaypadn Tou yovidiou LILRAS,
SlaTIOTWONKE ONUAVTIKA Auénuevn ocuxvoTNTA EKON-
Awong non-Hodgkin Aepdwpatog. Erumiéov, davn-
KE TIWG N AEITOLPYIKN €kPpaon Tou yovidiou LILRAS,
TIPOOIOBETEL OE CUYKEKPIPEVEC PAIVOTUTIKEG EKONAW-
O€IC TOU CLOTNHATIKOV £pLBNUATWOOUC AUKOUL - Bpou-
Borevia/AeukoTievia kal avénuévn evepyotTnTa TOUL
VOONUaToG. AvTioTolxa, otV TIEPIMTWOoN TOL TIPWTO-
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naBo0g cuvdPOLOL Sjdgren, OXeTIOTNKE PE EKONAWON
AELKOTIEVIOC KAl BETIKWY AUTOAVTICWHATWY RO(SSA)/
La(SSB), eviw o€ TTANBUCOPO ACBEVWY UE PEULPATOELION
apBpitida pavnke va avEavel Tov Kivouvo ekdnAwong
TOL VOONUATOG, €IBIKA OTO AVOPIKO GUAO pe BETIKO
TITAO QVTICWPATWY KATA KITPOUAVIWUEVWY TIETTTION-
UJV_17-21

Tehog, 6edopevou OTL SlIAaTapaxec YeBLAIWONC Exouv
eUMAOKel oTnv TaBoyéveld, TOCO AUTOAVOoWY OCO
KAl AEUPOUTIEQTIAACTIKWY VOONUATWY,???* 10 €v(UUOo
avaywydon Tou PeEBUAEVO-TETPALOPOPULANKOD OEEOC
(MTHFR) T0 omoio diadpapaTtifel onuavtikd POAO OTO
HETARBOAKO HOVOTIATLE TOL GUAAIKOD OEEOC Kat TN O1adI-
kaoia TG pebuiiwonc Tou DNA, daiveTal va eivarl eva
KEVTPIKO POPIO OTO OTAUPOOPOUL HETAED AuTOAVOCIag
kal AepdolmeprAaciac.???® Z0udwva pe pdodaTed
HEAETEG, yvwoTol ToAupopdlopol Tou yovidiou Tou
MTHFR - mou ennpedlouv onuavtika TNV evepyotn-
TA TOU - CUVAVTWVTAl CLXVA O aocBeveic pe artuma
VEVPOAOYIKA XOPAKTNPIOTIKA KAl AUTOAVOOEC €KON-
Awoelg,? oe aoBeveic pe peupatoeldr) apdpitida® kat
v avartuén non-Hodgkin Aepdwpatog.??28

ZKOTOG

To olvopopo Sjogren (SS) eivar pla xpdvia autoavoon
dlaTapayr mou XapakTnpiCetal and TNV PEYOADTEEPN
mOavOTNTA ETUMAOKNC ATtd AeudolTEPTIAACTIKO VOON-
ua, oe oxeon pe OAa Ta autodvooa vooruata. H ma-
Boyevean Tou AepPWPATOC eV Exel TIANPWCS OIEVKPL-
VIOTE], QV KAl XPWPOOWWIKOL KAl YEVETIKO! TTAPAYOVTEG
EX0LV EVOXOTTIOINBEL. ZKOTIOC TNG TaPOUOAC PEAETNG
elval n dlepevivnon TNG TIBAVAC CUPBOAAC YVWOTWV
TIOALPOPDIOPWY KAl PETAANNGEEWY O yovidla TIoU
ennpealouv TN peBuAiwon (Methylenetetrahydrofolate
reductase [MTHFR]), tnv emodidopbwon Tou DNA
Kal TN yeveTkn otabepotnta (Three Prime Repair
EXonuclease 1 [TREX1]), tnv evepyoroinon Twv
B-Aepdokuttapwy (B-cell activating factor [BAFF]),tnv
gvepyortoinon Tou povortaTiol Tou riapayovia NFKB,
TIOL TIPOAYEL TN GAEYUOVWON avTidpaon Kal TNV AuTo-
avoaoia (Tumor necrosis factor, alpha-induced protein 3
[TNFAIP3]), kaBwg kat TNV €kppacn 1 pun Tou yovidiou
LILRA3, cav emumAéov mapdyovTa KivoUvou TIoU eve-
XETAL 0TN OXeTICOPEVN e TO SS Aeudpwpayevean.

Mé£Bodot

ALIOTTIOIWVTAG TO NON ATIOBNKELUEVO YEVETIKO LAIKO
oto Epyaotmpio ®uaoioroyiag (DNA mpoepxouevo and
nepbepkd aipa 270 acBevwy pe olvEpopo Sjdgren,
150 acBevwy pe peupatoetdr) apbpitida kat 180 vywv
HaPTUPWY TIPOEPXOUEVWY aTTd: A) TO EEWTEPIKO PEL-
paToAoyIKO laTpeio TNG Maboioyikrg Pucioroyiag: B)
TO levikd Noookopeio ABNVWV: y) TO PEULATOAOYIKO
TuAua Mevikob Noookopeiov BouAag- kal 6) To pevpa-
TOAOYIKO TuNa 2iopavoyAeiov Noookopeiou), o cuv-

OLACUO PE TNV TIEQAITEPW CULAAOYN SEIYUATWY KATA
™ SIPKEIQ TNC UEAETNC PaC, Ba TTPocdloploBel o eTtl-
TTOAQOUOC TwV TIOALHOPGICUWY Twy yovidiwv MTHFR,
TREX1, TNFAIP3 kat LILRAS pe tnv texviky TAQMAN
SNP Real-Time PCR genotyping assay. ©a cuykpiBei o
ETUMOAACUOC TWV TIOALHUOPPICHWY AUTWY, PETAED TwV
aoBevwy pe SS, Twv acBevwy pe peupatoeldn apbpl-
TI6A KAl TWV LYWV JaPTUPWY, KOBWGS Kal JETAED Twv
UTTOOPAdWY TwV acBevwyv pe SS pe Baon Tn dldyvwaon
AepdWPATOG, OAAA KAl TOV IOTOAOYIKO Tou TOTO. ETti-
ong, 6a MPAyYUATOTIOCOUUE AEITOLPYIKA TIEAPATA
yla TN onuacia Twv TIoALPOPPIoUWY Kal Ba eAeyEoupe
TIC TIBAVEC CUOXETIOEIC TOUG PE KAIVIKOEQYAOTNPIAKA
XAPOKTNPIOTIKA TWV ACOEVWV.

Avapevopeva anoteAéopata

20pdwva Pe TNV €PELVNTIKY LTTOBECN, AVAPEVOLPE Ol-
apoporoincn ToL EMMOAACHOD TWV TIOAUVHOPPICUWY
Twv yovidiwv MTHFR, TREX1, TNFAIP3 kat LILRAS3, oe
ETTMeS0 YOVOTOTIOL 1 AAANAIOL, PETAED TwV ACBEVWV
pe TO SS kal Twv PapTLPWY A/Kal PETAED Twv aobe-
VWV PE TO OOVOPOUO ETIMAEYUEVWY PE AEUPWLIAL.

Znuaocia tTng HEAETNG

H petartwon tTg autodvoong arnodkplong o€ PoVo-
KAWVIKA SlaTapaxr amoTeAel €PELVNTIKA KAl KAWVIK
TPOKANoN. Adyw TNC avénuevne mbavotnTac ava-
mTuéng AepdwpaTog, To clVEPOUO Sjdgren aroTeAET
EVa 10AVIKO POVTEAO PEAETNC TWV UNXAVICHWY Aeudw-
payéveong ota MAQiola TNG CLCTNUATIKAG AUTOAVOO-
ac.  KAwvikoepyaoTnplakoi mapdyovteg Kivolvou yla
avanTuén Aepdpwparog, ol oroiol divouv Tn duvaTdTN-
Ta Slaxwplopol Twy acBevwy oe LPNAOL Kal XapnAol
KivdUvou, elval n mapoucia PnAadntic TopPLPAG,
emipovng SIOYKWOoNG Twv ClEAOYOVWY adévwy, TIEQPL-
dEPIKNC veupoTaBelag, oTTANvoueyaAiag, Aepdadevo-
nabeag, XapunAwy eTimedwy Tou cuumAnpwpatoc C4,
Kpuoodapvaiog, Aepdomneviag kal oLSETEPOTIEVIAG.
Qot600, N Taboyeveaor| Tou dev ExEl TTANPWCS SIELKPIL-
vioTel.

21NV Mapoloa PEAETN, OTOXOC pag eival n dlepelvn-
on TNG OLPPBOAAG YVWOTWVY TIOAVHOPPICUWY KAl pE-
TOAMAEEWV TIOU EPTAEKOVTAL OE UTIOKEUEVOLC TIAB0-
YEVETIKOUC pnNXaviopoug, TOo0 TNG auToavooiag 6oo
Kal TNC Aepdwpayeveons. MNoALPOPPIOUOL KAl HETAA-
AaEelc Twv yovidiwv tou TNFAIP3 emnpedlouv otnv
evepyortoinon Tne 06oL Tou NFKB 1ou éxel onuavTikd
POAO OTNV AVATTTUEN AeUPOUTIEPTIAACTIKWY OlOTAPA-
Xwv. Emiong, moAuvpopdiopoi Tou yovidiov TREX1 mou
oxeTiCovTal pe eAaTTWPATIK KABapon (rmou odnyei
0€ EVEPYOTIOINON TOU POVOTIATION TNG VTEPHEPDOVNC)
kat emudlopbwon tou DNA, KaBwe kat Tou yovidiou
MTHFR pe onuavtikd pOAO OTNV ETIYEVETIKY pLOUION
(ueBLAIWON) Twv Yovidlwv Pepovtal va dladpapaTi-
Couv oNUAVTIKO POAO OTNV TTIABOYEVESN AUTOAVOCWY
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VOONUATWY Kal Aeppwpatoc. H Aeroupylkr avaiuon
AUTWVY TWV YEVETIKWY dlatapaxwy Ba pac Bonbnroel
Va eVIOXVUOOULPE TA ATIOTEAECHATA POC Kal va euPa-
Blvoupe oTnNV KaTavonon Tou POAOL TOUG OTNV TTIAB0o-
yéveon tou SS. Ol avwTEPW YEVETIKEC SIATApaxeC 6a
uropoloav adevoc va cuuBAalouy oTnv KATAVONoN
NG AIMOTIABOYEVEIQG TOOO TOU SS, 600 KAl TNG OXETI-
Copevne e To SS Aepdwpayeveons, apetepou e va
QAIOTEAEOOLV YEVETIKOUC O€IKTES, TIOL 0E CLUVOLACHO
UE TA KAlVOEPYQOTNPIAKA dedopéva, va dlaxwpicouy
TOuG aoBeveic o opadeg LPNACD Kal XAPNACLD KIvVOU-
VOU Yla TNV avarTtuén Aepdwpatog.

ZYFKPOYZH ZYMO®EPONTQN
O1 ouyypageic dev avapepouv cLYKPOLON CLUBEPO-
VTWV YO TN CUYKEKPIWEVN dnuoacieuon.
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