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INEPIAHYH

To cvouatikd okAnpodepua (SSc) elvat g TOAVGLGTNHATIKY, AVTOAVOCT) AGOEVELX TTOV
XOAPAKTNPILETAL ATO KPOAYYELRKEG OAAOLWOELS, EVEPYOTIONON TOU QVOCOTIOMTIKOU
OUCTNHATOG KAl QUTONVOC(a KAl (vwoT TOU SEPULATOG KAl TWV ECWTEPIKWV opyavwy. Ta
TeEAsLTAlA XPOVIK, T TAPOUGIA QVTLTUPNVIKWV QVTICWUATWY TOU AVIXVEVOVTAL OEF
oLVVTPLITIKO T0000TO (90-95%) twv acBevwv pe SSc péow SLPOPWV EPYNOTNPLAKDV
HeBOSwWV elval Eva SLAYVWOTIKA OUAVTIKO XAPAKTNPLOTIKO TWV XVOGOAOYIKWOV AVWHUALWDV
Tov xapaktnpifouv to SSc. 'Exouv evtomiotel éwg kat 10 avTIMUpNVIKA GVTICWUATA TTOV
ouvSéovTal PE TO SSC HE EEXWPLOTA KAWIKA XAPAKTNPLOTIKA. (G €k TOUTOV, 1| Avixvevon
AVTIOWUATWYV €L81KOV TUTIOV EvaAL TIOAD GNULAVTIKT Yot TNV TTpO LAY IO VTG EPTTAOKN G TWV
opyavwv kal ™ BeAtiwon g TPOyvwong, TG mapakoAovdnong kat tng Bepamelag g
vOoov pakpoTmpdbeopa.

A£€EELG - KAEBLA: avTLTTUPNVIKG avTIOOUATA — TIPOYVWOT — GKANPOSEPUIR — CUGTNHATIKO
OKANPOSEpUA

ABSTRACT

Systemic sclerosis (SSc) is an autoimmune disease with symptoms such as fibrosis of the skin
and the internal organs, vasculopathy, and dysregulation of the immune system. In recent
years, the presence of antinuclear antibodies which are detected in up to 90-95% of patients
with SSc through various laboratory methods, is a diagnostically important feature of
immunological abnormalities in SSc. There are up to 10 antinuclear antibodies specific to SSc
and all of them are linked to distinct clinical features. Therefore, detecting a specific antibody
type is really important in predicting a possible organ involvement and improving prognosis,
monitoring and treatment of the disease.

Keywords: antinuclear antibodies —-prognosis - scleroderma - systemic sclerosis
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H mapovoca Simlwpatikny epyacia pe titAo «O poOAOG TWV AUTOAVTIOWUATWY OTO
OVOTNUATIKO okANPOSepua (SSc) — Nedtepeg €€eAiEelg KAl TIPOOTITIKEG» EKTIOVIONKE OTO
mAaiolo touv Metamtuylakov AmAwpatog Eiwdikevong ot Mopuakn kat E@appoopévn
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TNV AUEPLOTN CUUTIAPACTHOT Kol BoNOeld TG KATd TN SLAPKELX EKTTOVNONG TNG TTAPOVC NG
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KE®AAAIO 1

ZUUTITONATA, SLAYV®DOT) KAL TIPOYV®WGT] TOU OKANPOSEPUATOC

1.1. Eloaywy1)

H ocvompatikr okAnpuvon (e@e€ng SSc) elval Eva cUGTNUATIKO AUTOAVOGO VOO LK
IOV XOPAKTNPLIETAL ATIO LIKPOAYYELNKEG AAAOLWOELG KUL EVEPYOTIO(NGT) TOU AVOGOTIO TLKOU
ovoTNHATOG, (Vvwon (VTtepTapaywyn KOAAayOvou) Tou SEPUATOG KAl AAAWY ECWTEPLKWYV
0pYAVWYV, CUUTIEPIAAUBAVOLEVWY TOV YAOTPEVTEPLKOU CWANVA, TOU NTATOG, TNG KAPSLAG Kot
TwV TVELPOVWV. To SSc eival pla oTavia acBevela Pe SLa@OPETIKOVG pUOUOVGS ETIITTOAAGLOV
ava tov ko6opo [1, 2]. Ot yuvaikes avamapaywylkns nAkiag emmpealovtal GUXVOTEPA ATIO
auTn TV aobévela og oxéomn He Toug dvdpes (n avaAoyia sival 4:1), evw 11 vOo0oG§ ocuvBwg
epn@avidetat petagd Twv 20 kat 50 etwv [3]. Ta cupmTwpata Tov SSc pmopel va Sta@epouvv
a0 ATOHO 0€ ATOUO KAL Y& TO A0Y0 auTO 1) SLyvwor NG vooou umopel va elvat tSlaitepa
S0OoKOAN.

ZOUE®WVA LE TA TIPOCPATA EVPTUATA TNG TIAVEAANVLAG ETILONULOAOYLKIG £PEVVAS YLK
TIG PEVUATIKEG TTAONOELG TTOV TTpaypatomomBnke amo to EAAnviko 18pupa PevpatoAoyiag
0TO YEVIKO TANBUOUO TNG XWPAS UAG, T) CUXVOTNTA NG vOoov otnv EAAGSa avépxetal oto
0,2% Ttov ouVoAlkoU TANBUOUOV TwV evnAikwy [4]. ZuvoAlka vToAoyileTal OTL VTIAPYOLV
miepimov 1.500 aoBevelg oe 0AN TN Ywpa, evw TpootiBevtal mepimov 100 véol acBeveig pe
OUCTNUATIKO OKANpOSepua avd €tog, av kat ot oaplBpol autol upmopel va unv
QVTIKATOTTPI{OVV TNV TPAYHATIKOTNTA, Se80UEVOV OTL UTIAPXEL AdLEVKPIVIOTOG aplOpog
acBevwyv oToug omoiovg 1 Sldyvwor Sev €xel akOun YIvel, W8lwg oTa apyIKd oTadLa TG

ueChloile



To SSc mpokaiel cwUATIKA TPORANUATA, TTAPAUOPPWOT) KAl EVEEXOUEVWG HElWOT
Touv mpoodokipov {wne. H dekaetng emPBiwon éxel BeATiwdel amd Tig Sexaetieg Tov 1970
(54-60%) €wg ™ Sekaetia tov 1990 (66-78%) [5]. H BeAtiwon avtr) pdArov opeidetat otnv
ATIOTEAECUATIKOTEPT AVIXVELOT] TG VOGOU KL TNV KAAVTEPT AVTLUETWTILOT) CUYKEKPLUEVWV
opyavwv (Saitepa 1 emtuyng OBepameia ™G VEQPPIKNG Kpilong pe avaoToAeis a-MEA).1
[Tapayovteg kvévou yia auénuévn Bvnopdmta mepAapfAvouy CUYKEKPLUEVA UAETIKA
XOAPAKTNPLOTIKA (Yo TopASetypa, oL A@POaUEPIKAVOL TAPOVOLALOVV UEYXAVTEPES
TOAVOTNTEG EUPAVIONG TNG VOOOU), TNV MPOXwPNHEV NAKia katd ™ Sdyvwon, Tnv
TaAPOVC A SLAUECTG TIVEVUOVLIKIG VOGO 1) TIVEUIOVIKNG UTIEPTACTG KAL TNV TaxUTEPT £EEALEN

SLaopwv Seppatikwv voowv [4, 5].

1.2. Attieg

[Tapodo Tov €xouv YIvVEL ONUAVTIKA PHHATA WG TPOG TNV KATAVONOTN TNG
atrtomtaboyévelag tou SSc, oL UTOKE(peveG autieg kKal oL pnyaviopol Mg vOoov
(ovumephapBavouévng G €vaping G) TAPAUEVOUV QVETIHPK®SG Katavontég. Ot
mepBaAdovTiKol Tapdyovtes elval TOAVOV v EUTAEKOVTOL OE ATOUN [E YEVETIKN
Tpodiabeom, [6] eV OL ETLYEVETIKEG TPOTIOTIOMOELS UTIOPEL VA ATIOTEAEGOUV TO KAELSL Y
TNV KATAVON oM TNG OXEONG LETAED YEVETIKWV Kol TEPLBAAAOVTIKWV TAPAYOVTWV.

[MapdAANAq, N ayyelakn vOO0G TILOTEVETAL TTWG ATIOTEAEL EVAL KEVTPLKO YEYOVOG OTNV
maBoyéveon tou SSc. ‘Exet mapatmpnOel mwg 1 mpoodeuTiky] ayyelomabela podyeLl TV

TOTILKN VTToia Kat TNV (vwon. [Tap&AAnAa, ) evepyOTIOiN G TOU AVOGOTIOTIKOU GUCTILATOG

! MetatpenTikd £vIUO TG OYYELOTEVOLVNG.



elval ELOAVNG HECW TNG THPAYWYNG XAPAKTNPLOTIKWY AUTOAVTIOWUATWY, TO POAO TWV
omoiwv Ba cU{NTIOOVIE EKTEVECTEPA OE EMOUEVA KEPAAXLA, AAAA KAL TNG PAEYHLOVWOSEOUG
KUTTApPLKNG S11BNoNg Tov Tapatnpeltal oto SEPUA AOBEVOV PE TIPWIULX CUUTITWHATH TNG

vooou.

1.3. Zvuntopata

To SSc elvat pia cVVOETN KAl ETEPOYEVIIG ACOEVELX KL WG EK TOUTOV OXETI(ETAL UE Eval
EVPY @Aaoua TOAVOV CUUTTWHATWVY (EK. 1). Ev®d 1o amAd okAnpddepua ava@Epetal o€
QTIOLLOVWEVT] TIAXUVOT TOU SEPUATOG, OTO SSC UTIAPYEL ETONG EUTTAOKT TWV ECWTEPLKWYV
0pYAVWYV, CUXVA TAPAAANAQ HE TNV TAPOUCIA XAPAKTNPLOTIKWV SSC-CUCYXETIOUEVWY
avtiowpdtwy. MapdAAnAa, to SSc mapovcidlel S0 VTIOKATNYOPIEG — TNV TEPLOPLOUEVT
okAnpodepuian ovvdpopo CREST (k. 2) kat  Siaxutn Sepuatikn okAnpodeppuia (ewk. 3).
To SSc pmopel emiong va ep@aviotel 6 cLUVSVAGUO 1) EMKAAVYT PE AAAEG AOOEVELEG TOV
oLVSETIKOV LoTOV (OTIWG Yl TTapddetypa 0 AVkog 1) 1 puooitida). H acBevela pmopel emiong
va ocupfel kat xwpig Tnv Tapovaoia (vwong Touv SEPUATOG HE LOVO CUUTITWUA TLG ETILTAOKEG

oT Opyava.

1.3.1. To @awvopevo Raynaud
To @awopevo Raynaud (ewk. 4) yapaktnpiletal amd pa mapodikn cUOTACT TWV
TOAD HKPWV APTNPLWV TWV AKPwV (SAKTLAX XeplwV, TToSLwy, potn, autid). H cuyvotnta

EULPAVIONG TOL uToAoyiletal oto 4% Tou MANBUCHOU Kal TPOCPAAEL TIEPLOCOTEPO TIG



yuvaikes. To @atwvopevo Raynaud Siaywpiletal o vooo Raynaud 6tav Sev cuoyetifetal pe
KAToLlo AAAN Ttabnomn kat o€ oUvSpopo Raynaud, To omoio ocuvdéetal e GAAeG TAONOELG.
Ixebov O6AoL (Mavw amd 95%) ot acbevelg pe SSc mapovolalouvv TO @ALVOUEVO
Raynaud, kat autd glval cuxva To TLo TPWLUO CUUTITWUA TNG VOoov. OL acBeveis ava@épouv
WO KAXOLKY  evaAAayn TPLQACIKNG QAAAYNG XPWHATOG OTH AKPA - OO AEUKO
(amoduyovwon) oe kvavo (KUAVWOT) Kol EVTEAEL 0€ KOKKIVO (QVTIOpAOTIKY vTEpaLuia).
EKTOG amo T dKpa, PTTOpEL va ePRTIAEKOVTOL KAl GAAQ TPLYOELSIKA SIKTLA OTIWG TNG PLVOG, TWV
XELWV Kol Twv auTwwv. Ta emelcodia touv @awvopévou Raynaud pmopel va cuvodevovtal
Ao ONUAVTIKO TIOVO Kal Suo@opia, e8IKG 0Tav amokadiotatal ) kukAo@opia. ‘Eva faciko
XOPOAKTNPLOTIKO EIVAL OTLTA EMELCOSLA AV TA (VL TTAPOSIKA KL LV O WG TTPOKAAOVVTAL ATIO

™V €kBeom oto KpLO 1) o€ akpaiovg PuyxoAoylkoUG TTHPAYOVTES TTLEOT|G.

1.3.2. Ayyswaki) v060G 6Ta AKpa

Yto SSc mapatnpovpe Eva pacpa ayyelakwyv adnoswv. Mo mapadetypa, ta €Akn ota
dkpa elvar ovvnBlopeva oe aoBevelg pe SSc kal ocuvodsvovtal ATO CNUAVTIKO TIOVO Kol
avatmnpla [7]. Twa v axkpiBela, mepimov ot plool aoBevels ava@Epouy EAKN 0TA AKPA KATA
TO TIPWTO OTASLO TNG VOGOV, T OTOlA EVEEXETAL VA TIPOKAAOVV EVTOVOUG TIOVOUS XWwPI§ TNV
KATAAANAN aywyn He Ep@aot oty @povtida Twv TAnywv. Ta éAkn elvat cuxvd poAvopeva,
amnd Staphylococcus aureus kal cuveTwg ot laTpol Ba TpEmeL va €xouvv  XaunAd ovdo yia
Bepameia pe avtiflotika [7]. TéAog, N kplown woyalpia Twv dKpwv amoTeAEl pla emelyovoa
LATPLKN KATAOTACT TIOU XPELACETAL GUEOT AVTIUETWTILON, KABWS UTOPEL VA TIPOYXWPNOEL

yp1yopa o€ un avaotpEPLun yayypava Le Tdavn antwAela Tov akpov [8].



1.3.3. AVATIVEVOTIKEG EMTTAOKEG

H {vwon tou mvedpova (Siapeon Tvevpovomadela) Kal 1 TIVEUHOVIKY] OPTNPLAKN
vnéptaon (MMAY) elvar mA€ov ot 800 kUpLeg attieg Bvnopdtag oto SSc. Q¢ kat to 80% Twv
acBevwv pe SSc pmopel va ep@avicouvv (vworn TOL TVELHOVA KAl QUTO €lval KALVIKA
ONUAVTIKO Yyl mepimov 10 1/3 twv acbevwv [9]. Amé v GAAn mAgvpaq, éva 10% Twv
acBevwv pe SSc umopel va avamtuget [TAY, [10] Tov w¢ EMUTAOKY TTAPOVGLALEL ONUAVTIKO
avtiktumo otV emiBiwon. H tpletig emPBiwon oe acBeveig pe [TAY pe SSc exel avapepbel dtL
etvat 56% o€ oVykplom pe 94% oe aoBeveis xwpig ITAY [11].

Ot acBeveig pe SSc vmoBaAlovTtal 6€ CUOTNUATIKY €E€Taon 1 ool TEPLAApPBavel
SOKIHOIEG TTVEVUOVIKI G AELTOVpYiag HE 1) Xwpis Stabwpakikd vtepnxoKaApSLOypa@Nua. T
po peAéTn amo ™ FaAAla, n emBiwon Ntav moAD vPMAOGTEPN 0€ EKEIVOUG TOVG aoBeVE(§ TTOV
OUUUETEXOV 0 éva CUOTNUATIKO TpOypappa aviyvevong IMAY oe olykplon peE TI§

ouvvn0lopéves TPakTikéS poutivag (oktaetng emifiwon 64% évavtt 17% avtiotoya) [12].

1.3.4. Kapdrayyelakég emMAOKEG

H mpwtapyikn eumAokn Tov kapdiakol cLUoTHUATOS (AyWYIHOTNTA, HuoKapSiTida
n/xatL epkapditida) avayvwplletal 6A0 Kal TEPIOCOTEPO OE TMEPLTTWOELS SSC KAl glval
ovxva vtokAwikn [13]. H xapdiakn epmAokn) pmopet va oupfel ota mAaiolx TG vooou SSc
N A0Yw AAAwV attiwv. TEAog, n ayyelomabela elvat AAAN L ETILTTAOKT IOV TTapATNPElTaL o€

aocBeveig pe SSc [14].



1.3.5. TaoTpevTEPIKECG EMTAOKES

H miewoyneia (Ewg xat 90%) twv aocbevwv gp@avifel CUUTTOHATOAOYLO
OXETLLONEVT e TNV TIPOGPOAT TNG YAOTPEVIEPLIKNG 080V AT TO OTOUN £WG TOV TIPWKTO. Ot
aoBevelg cuyVA epEAVIOVY YAOTPOOLOO@AYIKY TTOALVSPOUNOT), SLATAPAYES KV TIKOTNTOG
TOU 0LOO@PAYOV KL YAOTPOTIAPEDT]. TEAOG, 1) AYYELAKT EKTACIA TWV YAOTPLKWVY AVTPWYV, TIOU
OUXVA TAPOUOLALETAL PE EIKOVA ‘KAPTOL{loV OTO OTOHAXO’, €lval [l OMUAVTIKY Kol
SuVNTIKA Wown atia antwAglag aipatog [15].

[MapaAAnAa, ot acBevelg evdéxeTal va avamtOEOVV UTOCLTIONO KAl QUTO GUXVA
opeldetal  0e TOAAOUG TAPAYOVTEG, OUUTEPAAUBAVOUEVIIG TNG  SEVTEPOYEVOUG
TPOLANUATIKNAG ANYMNG TPOoENG amd To oTOpA (T.X. AOYw TEPLOPLOUEVOU AVOLYUATOG TNG
OTOMATIKNG KOOTNTAS). Tar TpoBAN HATA KLV TIKOTNTAG TOV AETITOU KAL TOU TIX£0G EVTEPOU
umopel va odnynoovv oe Peudo-amdo@pain kKot va TpowbNoouvv TV avdamtuin ng
BakInplakng VTEPAVATITUENG TOV AETTOU evTEpov. TEA0G, oplopévol aobevels (Tavw amod
40%) umopel va ep@avicovv emmAokéG oto 0pBI, yeyovdg mou umopel va odnynoel oe

SuvnTikd cofapn akpdtela kompdvwyv [15].

1.3.6. Ne@pIKEG EMIMAOKEG

H veppun kpion eppavidetal oe 5% kat 10% acBevwv pe SSc kat tpv Alya xpovia
ATOTEAOVOE TNV KUpLa attia Bvnopotntag amd  vooo [16]. Ot acBeveig avtol cuvnBwg
eL@avitouv ofela LTEPTAOIKN Kplom HE XAPAKTNPLOTIKA ofelag ve@plkng PAAPNg,
VTIEPTAOLKNG ap@LBAnoTposldomadeiag, VIMANG Beppokpaciog, TVEVHOVIKOU OLSTUATOG Kal

eykeporomaBelag [16]. H éykaipn Siayvwon kot 1 évapin BepATEVTIKNG aywyng HE



AVAOTOAE(G UETATPETTIKOU ev{UUOV €lval {WTIKNG ONUACIAG YLK TN HEYLOTOTOMON TNG
TOavVOTNTAS KAANGS €ékBaong. H Bepamela vTTOKATAOTAONG TWV VEQPPWV aTaLTEITHL OXESOV
0€ 0A0UG TOUG A0OEVEIS PE VEQPLKEG ETILTAOKEG eEaLTLOG TOU SSc. AV KOL 1) VE@QPLKT] AVAKTNOM
EVOEXETAL VAL OAOKANPWOEl AKOUA KL APKETA XPOVLX LETA TNV EVAPET XS VEQPLKTG Kplong,

TePITOV oL plool acBevels ypelalovtal LETAROO)EVOT VEQPOU [16].

1.3.7. MUOOKEAETIKEG EMITIAOKEG

Aldyuta pUooKeAETIKA GAyT (Y. apBpadyieg) elvat ovxva oe aoBeveig pue SSc, oe
oLVSLAGOHO PE TNV EKTETAUEVT (vwoT ToV SEPUATOS Kal TNV Suokapia Twv apBpwoewv.
Y16 auTég TIg ouvONKeG, SuvaTAL VX AVATITUXBO UV CNLAVTIKEG CUCTIAOELS TWV AKPWYV, ELSIKA
oe aocBevelg pe mpwiun Sidxvon TG vooovu. Oplopévol acBevelg evdéxetal emiong va
en@avioovv @Aeypovwdn apbpitida  (mapodpola pe TN pevpatosldn apbpitida) kot

uvooitida.

1.3.8.WuyoAoyikn Tuvoonpotnta

To SSc elvat pa acBévela Tov PTopel va ETLPEPEL LEYAAT] KOTIWGT), TOCO CWHATIKY
600 Kat YuyoAoywkn. I'ia autd to Adyo, 1 katabAwm Sev elval acuviBilotn o acBeveis pe
SSc xat elvat TOAV®WG TOAVTIHPAYOVTIKY WG TTPOG TNV TPOEAEVON TNG, APOV TEPAAPPAVEL
KOl CUUTITOUATA OTIWG 0 XPOVIOG TTOVOG KAl 1) SUCAPECTKEL TOV AoBEVT] YL TNV EIKOVA TIOU
TIAPOVCLACEL TO CWUA TOV. LE [ CUCTNUATIK] QVAOKOTN o1, 1 oTola eplapfave dvo

UEAETEG IOV XproLpoToimoay 1 Sokipacia KatabAwmg Beck, o emMOAAOHOG TWV KAVIKA



OTNUAVTIK®V KATAOALITITIKWV CUUTITWUATWY 0€ aoBeveis pe SSc kupawvotav petadv 51% kot
65% [17]. HMoapdAAnAa, n (Slx peAETn KATAANYEL TwG oL acbevelg pmopel emiong va
avamTtuEouv oefovaAlk] SuoAeltovpyla kal ouvxvd Tapovolalovv LVYMAG emimedo
SVOAPECKELAG WG TIPOG TNV ELKOVA TIOU £X0VV YlX TO CWHX TOUG, ESIKA 60OV a@OpPA Ta

SteoTaApeva apo@opa ayyeia [17].

1.4. Aldyvwon

H €ykaipn aviyvevon tov SSc apéxel Ty evkatpla emITUX0US Slaxelplong TG vooou
TPV amo TN Snuovpyia povipwyv BAaBwv kot ™ dnulovpyia (vwong n omola pmopel va
08NYNOEL € TOAVOPYAVIKT] AVETIAPKELX. ATIO TA CUUTITOHUATA TTOU 1)1 AVAPEPALLE, TO TILO
ouvvnBiopevo etvat to @awvopevo Raynaud. To @awvopevo Raynaud cupfaivel yia Sta@opoug
Adyoug og mepimov 3-5% Ttovu yevikoy TANOLOUOV KAl avamTUooETAL GLVNOWG O ATOopX
wkpns NAkiag (20 wg 30 eTwv) o€ avtiBeon pe to ovvépopo Raynaud mov eival amoéppola
Tov SSc. Metd TV ep@dvion Tov ocuvdpopov Raynaud oe aobeveig pe SSc, oL acBeveic pmopel
VO TTOPAUEIVOUV AOUUTTWHATIKOL Yyl XPOVIX 1) UTOPEL Vo avamTuEouy ypnyopa GAAX
TPOWPA CUUTTWUATA TNG VOOOU OTWG KOTIWOT, ATWAELX BAPOVS, LWUOOKEAETIKO TOVO,
YQAOTPEVTEPLKT TTOALVSPOUNON, OIS OTA AKPA 1] TIPOQAVT] TTAYXVVOT) TOV SEPUATOG.

H mdyvuvon tov S€puatog elvat To O TPOPAVEG KAVIKO VPN TTOVU 08N YEL 0TV
Stayvwon SSc, aAAd T ETMUEPOUG KALVIKA XU PAKTNPLOTIKA Kal 0 BaBpog TG EUTAOKNG TOU
0épuatog otnv acBévela TOKIAAEL onpavtikd peTtagyd Twv acBevwv. To 1980, pa
TIOAUKEVTPIKY HEAETN KaBOploe ™ Sldyvworn okAnpodepuiag pe Baom €va onuavtiko

KPLTIPLO TNG TIAXUVONG TOV SEPLATOG OTA ONUELN KOVTA OTIG HETAKAPTILKEG KAL (POAAXYYLIKES



apBpwaoelgn e Baon wg §Vo amd CUVOALKA TPLla OTIOLXSTTIOTE SEVTEPEVOVTA KPLTHPLA. AUTA
NTav KUPIwG 0L OVAEG OTH AKPA KAL 1) lvwoT o€ akTvoypagia Owpakog [19]. Tapadooiakd,
WG SLAYVWOTIKO KPLTIPLO XPTCLLOTIOLELTAL KL 1] TIPOVG LA TOUAGYLOTOV TPLWV ATIO T TIEVTE
XOPAKTNPLOTIKA yvwplopata tou ouvdpopov CREST (aoBéotwom, @awvopevo Raynaud,
oloo@aykn dvokivnola, okANpPoSakTuAla, TNAAYYElEKTATIESG). e KAOE TEPITTWON KL UE
Baomn ta veotepa dedouéva, aUTA TA KPLTHPLA ATIOTUYXAVOUV VA EVTOTIIOOUV aoOEVEIS e
TPpWLUN €Eapon ™G VOoOov, ESIKA aoBeVE(S e TTEpLOpLOPEVA EVPTILATH 0TO SEppa 1) aoBevelg
XwPIG Sepuatikeg emimAoKeG. AvtiBeta, vTTooTNPIleTal OTL ATOUA PE CUPEG PALVOUEVO
Raynaud, Tumikég TpLY0elSIkéG HETAPBOAES TV AYYElWV KL TTAPOVGIA ELSIKDV AVTIOWUATWY
Tou SSc €xouv oAU VYMAN TBavoTnTa (80%) avamtuéng SSc [20].

Ta véa kprmpra ta&vopnong ACR/EULAR yux to SSc 6 fonbnocouvv onpavtikd mpog
au T ™V katevBuvon. Katd autd tov TpoTo, £VAG LaTpOg TTIOU EPXETAL AVTILETWTIOG PE EvaV
aocBev pe @awvopevo Raynaud (l81kd av TTpOKELTAL YIX NAKIWUEVO GTOWO), Ba TIPETEL Vo
Bewpnoel To SSc WG aLTia, va KAVEL LA TIPOCEKTIKT AVACKOTINGOT) TWV KALVIKWY EVPNUATWY
KOL VO TIPOYXWPNOEL OE PLA TIPOCEKTIKN €6€Taom 1 oTola B cupmephapfdvel v egetaon
TWV TPYOoEWWV ayyelwv o€ peyébuvon kabwg kat efetaon ylx mbavy avevpeon
TNAAYYELEKTACLWOV. INUAVTIKEG BewpolVTal KAl Ol SEPUATIKEG HETAPOAEG KAl TIPETEL VA
eAéyyovtal ouyva. Tédlog kal pe Baon ta vedtepa Sedopeva, (00U ONUAVTIKOG E(VAL KL O
POAOG TWV AUTOAVTIOWHATWY 0TN Sldyvwon Kot TV Tpdyvwon Tou SSc 0Ttwg B Sovpe
AVOAVTIKA KL 0TA EMOUEVA KEPAAaLA. L€ KABe TtepimTwon, N Eykalprn aviyvevon tng vooou

odnyel o€ TEPALTEPW SLEPEVVNOT TWV AUTLWV KL KaBopilel T BepamevTiKny aywyn).
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1.5. KAwvik6¢ @avotumog

Me 1o mépag TG SLdyvwong Tov SSc oo ToV LATPO, 0 GUYKEKPLUEVOG (PALVOTUTIOC 1)
VTOTUTIOG TNG acBevelag Ba TPEMEL VA OPLOTEL LE TIPOCEKTIKI] KAWVIKY €EETAOT KAl ME
KATAAANAeG  epyaotnplakés efetdoelg. KabBe KAwikOG vUTOTUTOG €xel povadikda
XOPAKTNPLOTIKA KAl SLOPOPETIKOVG TIAPAYOVTEG KIVOUVOU avVAAOYA UE TIG ETLTTAOKEG TIOU
umopel va mpo&evioel ota Opyava. To 1988, piax S1ebvig opada euUTEPOYVWUOVWV
tadlvounoe toug aoBevelg pe SSc oe dV0 opddeg e fdon TNV EKTAOT TNG CKANPUVOTG TOV
SEPUATOG KATA TN QUOLIKY (AVTIKELLEVLIKT)) EEETAOT): ATIO T i TTAEVPA, TO TIEPLOPLOUEVO SSC
TPOGRAAAEL Ta Avw GKpA, TOUG Bpayloves, Ta TOSLA, KAl TO TIPOCWTIO, EVW OO TNV GAAN
TAELPA To SLaxuto SSc mpoofdAdel 6An v €ktaon tou dépuatog [21]. Tig teAevtaleg
OeKaETIEG SLAPOPOL HEAETNTEG €XOUV SLATUTIWOEL TIS SLXPWVIEG TOUG WG AUTH TNV
Katnyoplomoinon Kabwg atocfavovtal 0Tl pia o €EESIKEVIEVT] KALVIKI KAl 0POAOYLKN)
TaELVOUN O UTTOPEL VX TIPOCPEPEL ONUAVTIKEG KATEVOLVTIPLEG YPAUUES Yia TN BepaTela Kal
TOUG TIPOYVWOTIKOUG TAPAYOVTES €K@PPACNG NG vooov. [Na mapadetypa, To ovvdpopo
CREST, ta oupmtopata Tov omoilov elSape 6TV TPOTNYOUUEVT) UTIOEVOTNTA, EUTILTITEL GTOV
TapPadooLakd VTTOTUTIO TOV TtEPLOPLopEVOL SSc. [TapatavTta, Ta ototxelo VTTOSEKVVOLY OTLT)
emBilwon eival kaAdTtepn oe aobevels pe to ovvdpouo CREST oe oxéon pe pa evdiaueon
opdda acBevwv OV TMACYOULV ATO TEPLOPLOUEVO SSc pe UETAPBOAEG TOU SEPUATOG TTOV
emektelvovtal otoug mNxels [22]. MMapaAAnAa, n evdidpeon autny opdda €xel KaAVTEPQA
KAWVIKA XAPAKTNPLOTIKA 0 GVUYKPLOT) LE EKELVEG TTOL TAPOVOLALOVV SLAXLTN SEPUATIKT) VOCO
[23]. [Tap6Ao o Ta SEPUATIKA CUUTITW AT ELVAL TO KUPLO KALVIKO XX PAKTNPLOTIKO TOV SSc

€€l00U ONUAVTIKA ElvaL KOL TO CUUTITWUATH OTA OPYAVA-GTOXOUGS TIOU 1181) AVAPEPULLE.
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Q¢ €k TOUTOU, OL TEPLOGOTEPOL HEAETNTEG XPTNOLUOTIOLOVV HEV TNV TAPASOCLHK
TaELVOUNOT) OTI ETMIOTNUOVIKEG SMUOCLEVOELS TOUG, QAAG OE TPAKTIKO Kol KaBnuepwvo
emimedo Slayelplong xpnowomoloy €va cUCTNUA TOU ELOAOYEL TNV KATAOTAON TOU
SEPULATOG, TNV KATAOTAOT TNG ACOEVELAG KAL TA KUPLAPYXA EPYACTPLAKA XAPAKTNPLOTIKA.
Eivat a§loonpeiwto 6TL 0Ty Tapatnpeltatl ypnyopos pubudg ckANpuvens Tou SEPUATOG Kat
EKTETAUEVEG AAAAYEG TNG SEPUATIKNG OTOLRASAG, VTIAPYXEL AUENUEVOS KiVEUVOG TTLo coBapwv
TAONOEWYV TWV E0WTEPIKWY OPYAVWV KAl XEPOTEPNG OULVOALKNG TPOyvwons [24].
TUUTEPACUATIKA, 0 LaTPOG Ba TipemeL va kKaBoploel TTPOoEKTIKA OXL HOVO To SEPUATIKA

OUUTITOWUATH OAAQ KL TO pUOUO LE TOV 0TIO(0 GUVTEAOVVTAL OL SEPUATIKEG AAAAYEG.

1.6. OpifovTag To KAWVIKO 0TAS10 TG ac0£vELag

H BloAoyia tou SSc elvat oOvOeTn Kal SUVAULKY) UE XOPAKTNPLOTIKA (PAEYUOVTG,
AUTOAVOGC LG, TPAVUATIONOV TOV LoToV Kal (vwong. H mapadooiakr) Tpomomompuévn KApoko
BabupoAoyiag Séppatog Rodnan mapeyel TANPO@OPLES YL TNV EKTAOT KAL TN GOBAPOTNTA TNG
acBévelag, aAAG ev LETPA TNV TTOLOTNTA 1] TN SPACTNPLOTNTA TNG SladIKaciag aAAAy1§ TOV
8éppatog. I'a autod to Adyo, eivat onuavtikn 1 afloAdoynon tov Bloroykol otadiov g
vooou Kal 0 Slaxwplopds oe Sa@opa otada (yia mapadelypa, amd amld SEPUATIKN
SpaotnploTTa WG coBapég 1 un avaotpePiues BAGBES).

L TOV UTIOTUTIO TWV KoBEVWV PE SLAYVTN SEPUATIKT VOGO VTIAPYEL LLX (PUOLKT TtopEia
HeTABOAWV TOU SEPUATOG OV PETAKLVEITAL ATl pia ofela PAEypovwoT @AoT O pa pn
@EAEYHOVWOOT VW TIKN @aon. Kat otig 800 @aceilg n embepuida €xeL oL V@Y KATA TV

eCETAON, CAAAQ 1) LEN KAL 1) TTOLOTNTA TOU SEPUATOG SLAPEPEL 0 KABE PAoM. ZTNV evepyod
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@ao, o acBevic Tapovolalel SLaxuTn Suo@opia KoL KVNOUO GTOUG LAAAKOUG LOTOUG, VWD
To Séppua ep@aviletal epLOMUATWSES e oldnua xwpIS Opws otiypata. Katda t Stdpkela g
evepyoUGS (PAOMG, Ol EUTIAEKOUEVEG TIEPLOXES EUPAVIIOUV ATIWAELX TPLYWV KAl VTTOSOPLOV
AlTtoug, LETAPBOAEG TNG XPWOTIKNG TOU SEPUATOG XAAL KoL WIKPEG KNALISEG o€ TEPLOXES pe
Tpavpa. IMapaAAnia, n Pabutepn (vwon pmopel va odnynoet oe TP TWV TEVOVTIWV
TPOKOAWVTAG SuoKapu i Kot TTEPLOPLOUEVO EVPOG KivnonG. ZTNV TAELOVOTNTA TWV AcBeVOV
He TTpwLun Stayvn SepUATIK VOO0, TO SEPUA CLUVEXILEL VAL ETIISELVWVETAL KAL 0TI CUVEXELX
peoa o€ eva Staotnpa amod 12 wg 18 pnves apyllel va LoAaK®VEL TTAAL, a@VOVTAG THOW TOV
UTIOAELUUATIKEG UT] (PUOLOAOYIKA XPWHATIOUEVES IVWTIKEG 1] ATPOPLKES TIEPLOYEC.

[MapaAAnAa, katd T SLAPKELX TNG EVEPYOUS SEPUATIKNG PAOTG VTIAPYEL AVENUEVOG
KIVOUVOG EUPAVIONG ETTTAOKWY OTA E0WTEPIKA Opyava. AUTO VTTOSNAWVEL OTL 1) EVEPYOS
OUCTNHATIKN AoBEVELA KAL O TPAVHATIOUOG 0PYAVWV UTIOPEL HEV VA E(VAL ACUUTITWUATIKOL
KAWIKA, aAAG BloAoyiKd o€ eEEALEN KATA TO TPWLLO 0TASL0. e SLAYLTO SSC, OL EMITMAOKES TWV
0PYAVWYV EVTOTI{OVTUL EVTOG TWV TIPOTWV TPLOV ETWV ELPAVLOTG TNG vOoov [25].

Elvat ca@ég 0Tl umapxouvv TOAAEG eEXTOUIKEVUEVES EEALPETELG KL SLLPOPOTIOCELG
amd acBev) o acBevn), wWGTAGO 1 CNUAVTIKOTEPT apx1 Slaxelplong Tov TTPOKVTTEL Elval OTL
Ol ETMUMAOKEG OTH Opyova gp@avifovtal amd vwpils Kol 1 €ykalpn aviyvevon Ttwv
TPOPANUATWY TIPOCEEPEL TNV evkalplia va amoevxBel plax dvocdapeotn €EEAEN kal va
elaylotomomBel n  PAAPn. AAAWOTE, N QAVOCOKATACTOAN 1 1 QVILPAEYHOVWENG
EAPUAKEVTIKN TapEpfaon elvat Atlydtepo amoTeAeoUATIKT, OTAV 1| acBévelx petakivnBOel
oTNV WWTIKN @aon. [apopoiwg, N amotuxic avacTpo@nG 1 TpoTomoinong Tov SSc umopel
va €nynbel amdé v Eewn mpwwng mapépfaocnsg 1N v EAAewpn Sabéoipwv

ATOTEAECUATIKWOV QAVTLI-lVOTIKOV Tapayovtwyv. H xpnon poévo avocokaTaoToAnG o€
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TEPIMTTWOELS TIOU £XOUV TIPOXWPNOEL GE TPOXWPNUEVY] LWVWTIKY @G0T Elval YEVIKA
amoyontevtiky. Emiong, Sev eival oxkomipo va BepamevBel avevepyn aocbévela TeAkol
otadiov 1 TTPONYUEVN (VWO HE LOXYUPOUG AVOCOKATAOTAATIKOVG Ttapdyovtes. EvtouTolg, 1
UTIOOTNPLKTIKN @povTida (OTIwG 0 €Agyxog TOu TOVOU KAl 1 @uolkoBepamela) kat m
QVTLUETWTILON TwV TPOPANUATWY ot €fldelkeVUEVA Opyava PBEATIWOVEL KATA TOAV TnV

ToLOTNTA (W1 TWV ACOEVWV OTA LETAYEVESTEPA OTASLA TNG VOGOU.

1.7.Mlpdyvwon

H Bvnowwomrta e€akorovbdel va eivat Slaitepa vmAr oto SSc kat o€ peydio Babuod
efaptatal amd Tov TUTO TNG AoHEVELAG. XTO TTEPLOPLOUEVO SSC, I KATAGTAOT) €VOG aeoBeVOUG
umopet va elvat otabepn yia xpovia. Xto Stdxuto SSc, amd tmv dAAn mAgvpd, 1 acBévela
umopel va odnynoet ypnyopa oe Bavato, v Sev avtipeT®wmotel dueca. H mvevpovikn
UTEPTAOT) UTOPEL VA ATIOTEAEGEL OUAVTLIKN aLTiot OVNOLUOTNTAG 0€ auTOVG Toug acBeveis. H
emBlwon Tov TMEPIMAEKETAL ATIO TNV TIVEUUOVIKY] UTIEPTAOT TIAPAUEVEL PTWYN] TAPA TIG
StaBéoeg emAoyég Bepameiag. MapdAAnAa, n TIVEVHOVIKI) UTIEPTAOT] TEKUNPLWOVETAL GTO
25% Twv NAKIWHEVWY acBevwv, aAAA LOVo 0To 12% TwV VEATEPWY GE JLA LEYAAT] LEAETT
IOV TOVLOE TI§ SLAPOPEG TNV TIPWLUN EVAVTL KABLOTEPUEVTG CUOTUATIKNG OKAT)PUVOTG.
TeAog, To kKamviopa €xel Bpebel OTL HELWVEL TN CUVOALKT ETRIwOoT. X€ Hlot TIOAUKEVTPLKT)
UEAETN, TPOYVWOTIKA YAPAKTINPLOTIKA OTwG mNAkia peyaAdtepng twv 60 eTtwv oty
Stayvwon, Stayvto SSc, ve@pkn) kpion, ep@avion SVoTvolag o€ amdoTACT) 6 AETTWV UE TA
TOSLA, TIVEVHOVIKT XWPNTIKOTNTA HikpdTepn amd 70%, pelwpéVn SLEYLOT TWV TTVELHOVWV

Yl povogeidlo Tou avBpaKa, TTVEVLUOVIKT VTIEPTAOT], TNAAYYELEKTAO(ES, BaABiISikr aobévela,
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avopla kot avEnpéva emtimeda C-avtidpwoa TpwTeivng oe emimeda peyaAvtepa amd 8mg /

L ouv8£bnkayv pe xaunAotepa TOoooTd EMPIWoNG.
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KE®AAAIO 2

AVTOQVTIOWUATA TIOV OYXETI{OVTAL ME TO GKANPOSEpPQ

2.1. Eloaywyn

ESw kat ToAAEG Sekaetieg, Sta@opol epevvnTEG X0V avayvwplioel 6TL To SSc eivat
LI EEALPETIKA ETEPOYEVIG ACHEVELA WG TIPOG TNV KALVIKI] T1G TAPOVC IO, TNV EUTAOKT] TOU
OUCTNHATOG 0OPYAVWYV TIOU APOPQ, TO (PUCLKO LOTOPLKO TNG KL TNV TTpdyvwon. H onuavtikn
pueAétn touv 1988 mou nNén avaépape [21], Oxt pOvo TEPLEYpAYPE TA KUPLOTEPQ
XOPAKTNPLOTIKA TwV V0 €l8wv SSc, aAAd TapdAAnAa avéSele TN OUGYKETLON TOU
AVTLOWUATOG TNG avTi-tomoloopepdons [ opov (Scl-70) pe to SidyuTto SSc kal T cLoxXETION
TWV AVTIKEVTPOUEPLSLAKDV AVTICWHATWVY IE TO TIEPLOPLOUEVO SSC.

‘Extote, €xouvv vTdpéel mpocOeteg BeATiwoelg. 'OTwg 1O TAPATNPOAUE, EXOLVV
mpotabel akpEotepol oplopol yiax To StdyuTo kal meploplopevo SSc. AcBeveis pe Siaxuto
SSc mapovolalovv TIAYLVOTN TOU SEPUATOG KOVTA OTOUG AYKWVEG Kal Ta yovata (To
OUYKEKPLUEVA O0TOVS avw Bpaxioveg, Toug unpovs, To TPdcblo Bwpakikd Tolywpa kat TV
KOWLOKY] XWpa) o€ SLAPOPES PATELS TNG VOOOU, EVW Ol aoBevels pe meploplopévo SSc,
TAPOVGLATOVV TIEPLOPLOUEVT] TIAYVVOT) TOU SEPUATOG OE TIEPLOXEG LUKPLA ATIO TOUG AYKWVES
Kal Ta yovata (ouvibwg ota dvw Kat KAtw akpa). Asvtepov, €xel SlamoTwhel Twg ot
aoBeveic pe SSc xwpig mayvvon tov dépuatog (SSc sine scleroderma 1y ssSSc) aviikouv 6To
EACUA TOV TIEPLOPLOUEVOL SSC KL AVTITIPOoWTEVOLY TiEPL TO 4% TOU GUVOALKOU TTANOLO OV
SSc [26]. TéAog, T600 TO S1AVTO GO0 KL TO TIEPLOPLOUEVO SSC EVEEXETAL VA CUVUTIAPYOUV UE

o GAAn acBévela tov ocuvdetikol otov (CTD) wg ovvdpopo aAAnAemikdAvymg - Lo
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OUYKEKPLUEVA, UE PAEYUOVWOELG HUOTIADELEG, AAAQ KAl LE CUCTNUATIKO EPpUONUATWEN AVKO
(SLE) 1} @Aeypovwdn apbpitida.

EmumAgoy, Ta teAsutala xpovia €Xouv TEPLYPAPEL VEQ QUTONVTICWHUATA 0POV TOU
oxetifovtal pe To SSc, KabBwg Kol 0L KAWVIKEG CUCYETIOELG TOVG. ZNUEPQ, TTAvw oo TO 95%
TwV aoBevwV e SSC UTTOKELWVTAL € TEOT BETIKOU QVTLTUPTVIKOU avTiowpatos (ANA) kat
Tavw amo to 85% £xouv €va 1) TEPLOGATEPA AVTOAVTIOWUATA TIOV €lTe TtepLopilovTal LOVO
oto SSc N oxetifovtal (aAA& OxL amokAeloTikd) pe to SSc. ‘OAa qUTE TA AVTIICWHATO
KaTeLBVUVOVTAL EVAVTIOV TWV TUPNVIKOV AVTLYOVWV KoL €(VOL GUVETIMOG OVTLTTUPNVIKA
avtiowpata (ANA), evw 1 aviyvevot) TOUG VIoXVELTOCO TN SLAyVwaoT 660 KaL TNV TPOYvVwon
[27, 28]. H onupacia Twv CLUOXETIOUEVWY UE TO SSC AUTOAVTICWHATWY EXEL TPOCPATA
AVAYVWPLOTEL KAl OTA VEOTEPA KALWVIKA KpLTipla Tagvounong ywa to SSc [29] ta omola
EVOWHATOVOLV TNV TIAPOVCLA TPLWV AUTOAVTIOWHATWYV (avtt-Scl-70, avti-RNA moAvpepdon
Il koL avTi-kevTpopepLSiaka).

0 ouvvdvaopog NG KAWVIKNG TAELVOUNOTG WG TPOG TNV EKTAOT TNG TAYUVOTG TOU
S€pUATOG PE TNV 0pOoAOYIKN Katdtaén pe PAom TOV TUTO TOU QUTOAVTIOWUATOC, E€XEL
odnynoetL oe akplBEaTEPN KALVIKOOPOAOYLIKT Tagvounon tov SSc, 1) ool amodelyOnke ToAY
xprowm vy ™ Swaxeiplton g aobévelag o€ 6Aa ta oTAdla. e autd TO Ke@dAalo, Ba
XPNOLUOTIO|OOVIE AUTO TO GUVSVAGUEVO KALVIKO-0POAOYLKO cUOTNHA TAELVOUNONG YlX VX
EMKEVTPWOOUVE 0TO POAO TWV AVAYVWPLOUEV®V AUTOAVTICWHATWY 0POV TIOV OXETI(OVTAL
ue to SSc. MapdAAnAa, Ta tedevtala xpovia, Exel peAetnOel kat pla dAAn katnyopia avto-
QVTIOWUATWY IOV AVTLIOPOUV HE AELTOVPYLIKEG TIPWTEIVEG Kol evtomilovtal o€ aoBevelg Le
SSc, 0TIWG 0L VTTOSOYXEIS KUTTAPLKIG ETMLPAVELAG KAL OL TIPWTEIVES TOU EEWKVTTAPLOV XWPOL

(extracellular matrix). AuTd TO QUTONVTICWUATA, EVOEXETAL VA OUVELCPEPOUV OTNV
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TaB0oY£EVEST TNG VOOOU EVEPYOTIOLWVTAS 080UG TIOU EUTAEKOVTAL OTNV KATACTPOPT TWV

AYYELAK®V EVO0ONALAK®V KUTTAPWYV 1} TNV TTpowOnomn ¢ tvwong.

2.2. MTvpnvika avtoavtiocwpata (ANAs) tov oxetifovtal pe to SSc

MéxpL kat onuepa, €xouv ava@epBel kol YOpPaKINPLOTEL TOVAAXLOTOV SEka
auToavTtliowpata Tov oxetilovtatr pe to SSc. O apyikés péBodol aviyvevong twv
aVTIOWUATWY TEPAQpUavav tov gupeco avooo@Bopiopd (IIF), tn SumAn avocodidyvon
(DID) kot Tnv avocokabi{non (IP). Enjuepa, xpnowomoloVvtal katd Bdaom ot Sokipég ELISA
Kol o@alpLdiwv, aAAd £xouv €181koVGS Kl OTUAVTIKOUS TIEPLOPLOUOVG 6TOVG acBeveis pe SSC
OTWG Ot SOUE AVOAVTIKOTEPA TIAPAKATW.

Ta avtiocwpata mov oxetifovtal pe To SSc omavia Bplokovtal oe aoBevelg pe dAreg
aoB£€veleg oLVSETIKOU LOTOU KAL £TOL Elval oNavTIKOL StayvwoTikol deiktes. Ta avtiocwpato
elval oxedOV TAVTA TAPOVTA OTOV APYLKO EAEYXO KAl EXEL ATOSELTEL OTL 1) TTAPOVGIA TOUG
TPONYELTAL TWV KAWVIK®V EVPNHATOV KATA UVEG 1 akopa kKot xpovia [30]. Ta avticwpata
IOV GUVSEOVTAL HE TO SSC TUTIKA TTAPAPEVOUV AVIXVEVCLIUA O€ OAN TN SLAPKELX TNG VOO OU,
aveEdpnta amd T Bepameia mov mpotelveTal. Ot aobevelg pe SSc omavia Tapovolalouvv
TEPLOCOTEPA ATO éva amld auTA Ta SSc-oxet{Opeva avtiocwpata (oe mocootod 2-3%),
VTIOSNAWVOVTAG KATA QUTO TOV TPOTIO OTL MPOKUTITOUV HE £vav apolBala ATTOKAELOTIKO
tpoTo. [lapatalta, N mapandvw Stamictwon dev a@opd ta avtiowpata SSA 1 Ro, ta omola
Umopel v EL@avioTolv o€ oplopévous aocbeveig pe SSc kat amodukvelovv ™ duvatoTnTa

OUVUTIAPXOVTOG GUVEPOUOVL Sjogren.
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Ta avticwpata g tomoicopepaong I (ATA) ovopdotnkay apxika avti-Scl-70 emewdn
avtidpovoav pe pla mpwteivy 70kDa pe ™ péBodo TG avocoamoTUTWOoNG. AvakaAv@Onke
apyotepa Ot To Scl-70 Ntav pa eo@aipévn ovopaoia, S10TL TPOCOETEG HeEAETEG €6y
EVTEAEL OTLN TV €va TTPoidv Stdomaong pag 100 kDa mpwTteivng. Q¢ ko onjuepa, ATA €xouv
avapepBel og 15 wg 42% twv aoBevwv pe SSc [28]. Ta ATA cuvdéovtal pe Stayuto SSc kat
Svopevn mpoyvwon. [Mapoda avtd, ATA €xovv ava@epbel kal oe aoOevels e TTEPLOPLOUEVO
SSc kL ovvdpopo o&elag avamvevotikng dvoxépelag (ARD). Ot aoBeveig pe SSc pe ATA €xouv
HEYAAUTEPO KIVELVO VA TIAPOUGLAGOUV 00BapT) TTVEVUOVLKY] (vwoT Kol KapSLlakn TpoooAn.
Ta ATA €xouv €TONG GUCXETIOTEL [LE AAYOG OTIS ApBPWOELS, TPLREG OTOUG TEVOVTESG KL TNV
mapovoia eAkwv [28]. [TapdAAnAa, £xel ava@epOEel KoL GLOXETION LE VEQPLKT KpioT, av Kal
dev elval éva oupmTwpa Tov gxel Bpebel pe cuvemela o OAeG TG opddeg SSc. EmumAgoy, 1
mapovoia tTwv ATA oe aoBevelg pe @awvopevo Raynaud eival mpoyvwoTtikn - dnAadn
oxetiletal pe vPMAG kivéuvo ep@aviong SSc [31].

Ta avtikevtpopepiSiaka avtoavticwpata (CENP) meptypdenkav yia mpwtn @opa
T0 1980, 6TV KUTTAPA LOTIKNG KAAALEPYELAG, OTwG Ta kuTTapa HEp-2, avtikaBiotovoav ta
TUNUATA OTWV HE KPUOOUVTHPNON WG TO UTOOTPWHA €MAOYNG Yl TN oKl TOu
avoocoo@alplopov (IFF). MéxpL onjuepa, Exouv meptypagel apketeg mpwteiveg CENP (CENP-
A, CENP-B, CENP-C petadd aAAwv), aidda Bewpeltat 0tt to CENP-B eival o mpwtapyikog
0T0)0G NG amokplong avti-CENP twv kuttapwv B o aoBeveig pe SSc [28]. Ektog amd v
aviyvevon pe avocoo@aipiopd (IFF) oe kuttapa HEp-2, €gouv vioBetnBel kat dAAeg
SLAYVWOTIKEG  TAATPOPUES omwg mn  ELISA «kat SlxyvwoTikés TMAATEOPLES
avoooTipocsdloplopol o@alptdiwv Aéwlep (ALBIA) yia TV avixveuon Twv auTOAVTICWUATWY

avtl-CENP [28]. ITapdAAnAa, otn BLBALoypa@ia UTTAPXEL LK YEVIKT] CUVAIVEDT] OTL TO QVTL-
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CENP elvat to mo ouvnBiopévo autoavtiowpa TOU avixveveTal o€ acBeveis SSc pe
ouxvOTNTEG TOV Kupaivovtal amd 20 éwg 38% katd péoo 6po (BAéme kot mivakag 1
mapakdtw) [28, 31]. Av xat ta avti-CENP avtiocwpata mapovoialovial oxedov Kata
ATIOKAELOTIKOTNTA 0TOVUG aoBevelg pe SSc, €xouv emiong ava@epBel Kal o€ MEPIMTWOELS
OLOTNUHATIKOV gpuBnuatwdoug Avkov (SLE), mpwtomabdols xoAkns kippwong, cuvSpouov
Sjogren kat @atvouévov Raynaud (av kat omaviotepa). Omwe kat pe ta ATA, ta avti-CENP
elvat aitepa SNAwTikd touv SSc oe aoBevel pe @awodpevo Raynaud [28]. Ilwo
ovykekppuéva, to avtl-CENP cuvéeetal kAaowkd pe to Teploplopévo SSc pe KaAuTtepn
TPOYVWON € CUYKPLON PE GAAX avTiIowpata Tov oxetifovtal pe to SSc. [Tapoia auta, o€
QUTO TO CUYKEKPLUEVO KALVIKO UTTOGUVOAO ACOEVWV LE TA TIAPATIAVGW CUUTITOUATA, TO OV TL-
CENP emiong cvoyetifetat pe vPmAdTEPO KIVOSUVO TVEVHOVIKIG P TNPLAKNG UTIEPTAONG KL
vymAdtepo kivéuvo Bvnowpdrag [31].

Ta avticwpata avti-RNA moAvpepaong I, I ko 1T (avti-RNA) meprypdepnkav ya
TPWTT POoPA oTLS apxES TG dekaetiag Tov 1990. Ta avti-RNAP I kat [T avticwpata oxedov
TAVTH CLVUTIAPYXOLV Kal Bewpovvtal egetdikevpuéva tov SSc [28]. Avticwpata avti-RNA
moAvpepaong Il Bplokovtal kat 6To cUVSPOLO CUOTNUATIKOV pLBNUATWSE0VG AVKOL Kal Sev
a@opovV amokAeloTIKA To SSc. H ouxvotnta Twv avti-RNAP I kupaivetal kata péco 6po
amo 5% éwg 20% otoug acBeveig pe SSc. Ta avto-avtiowpata RNAP cuvdéovtal pe to
Staxuto SSc kat oxeTifovtal Pe HEYOAVTEPO KIVEUVO EU@AVIONG VEQPPLKNG KplonG. AcBeveig
IOV TIPOVCLAJOVY AUTA TA QUTOAVTIOWHATO £XOUV KAl aUENUEVO Kivouvo eu@dviong
TP WV 0TOVG TEVOVTEG, apBpitidag, puooitidag, Kal CUUTTWHATWY KakonBelwag. Mapd Ta
VEQPLKA TTPOBAUATA IOV TIPOKAAEL, TO TT0G00TO eMIPBiwong o€ acBeveis pe avti-RNAP eivat

aoOnTd kaAvTEPO o€ oxéon pe Toug aoBeveis e ATA M avti-USRNP [31].

20



Ta avtioowpata katd G @umpriapivng (M avti-USRNP) avayvwpilouv pa
eCalpeTika Statnpnuévn Baoikn TpwTeivn Twv 34 kDa Twv HoKPOUOPLAK®Y CUUTIAEY LATWY
UKPTG TIUKVOTNTHG TUPNVNOKIK®WV plovovkAsompwteivwv U3 (U3SRNP) mou ovopdletat
@UTPAAapLVT. ApXIK& cuoYETIoTNKAV UE Eva LOoTIBO TTLPNVIKNG Xxpwong o€ kKuTTapa HEp-2
otov avocoo@alplopd (IIF), aAA& n mapovoia toug pmopel va emiBeBaiwbel povo pe
XPNON CUUTANPWUATIK®OV SOKIHACLOV OTWS 1) AVOCOKATUKPTUVION PASLOCT|UACUEVWV
mpwtelvwy, pe Western Blot 1} pe ) péodo ™ avocoanotimwong (LIA) [28]. Avti-U3RNP
avtiowpata aviyvevovtal oto 4% £wg kot 10% twv acBevwv pe SSc kat Bewpovvtat
OXETIKA e€ldekevpéva ylia to SSc, evw aAAnioamokAeiovtal amd ta CENP, ATA kot avti-
RNAP [28]. Zuxvd, auTd T avTIOWUATA ATAVTIOVTAL 0€ acBevels amd TV A@PLKT Kal Ty
Apepikn aAAd kot v Aola oe oUykplom pe GAAES Yewypa@ikeg meplox€s. Ta avti-U3RNP
oxetilovtal pe to SLayLTO SSC, KAl TA CUUTITWHATA TOU ETMEKTEVOVTAL OE OTAAYVIKESG
ETTTAOKEG LOLAITEPA 0T VEQPA KoL oTNV Kapdid. MeAéteg €xouv Seilel, OTL o€ aobevel§ amod
™MV A@PKN KAl TNV APEPLKT], TA AVTIOWUATH KATA TNG @UTPAAapPIVG cuvdéovtal HE
oofBap1) TVEVHOVIKI) VOGO, TIVEVHOVLKI] UTIEPTACT)], COBAPEG EMITTAOKEG OTO AETITO £VTEPO KAL
eV YEveL kakn Tpoyvwon [31].

Ta avtioopata avti-Th tumkd mapdyouvv éva MPOTUTIO XPWONSG OUOLOYEVOUG
mupnvikov IIF oe vmootpwpata HEp-2. Ta avtioopata autd emkoAAwvtal oe 600
TpwTElveg TNG emegepyaciag pitoxovoplakov RNA (MRP) kat ta cUpmAoka pLovoukAeaong
P. Mapovowdlovtat oto 1% €éwg 13% Ttwv acBevwv pe SSc, Bewpolvtal OYETIKA
e€ldeikevpéva v SSc, ouvvdéovtal Kuplwg pe to Teploplopevo SSc, kat €xouv LYPMAN
OUXVOTNTA TIVEVUOVIKNG (VWOoNG KL VEQPPIKNG Kplong okAnpodepuiag kKal, wg €K TOUTOU,

KaKNG Tpoyvwong [31].
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Ta avtiocwpata avti-U11/U12 RNP eivat oxetika omavia Kabws ag@opovv 1o 1% £wg
3% Twv acbevwyv pe SSc (Téoo oto Slayuto 600 Kot oTo TEpLoplopévo SSc). Eva Eexwplotod
KAWVIKO XOPAKTNPLOTIKO QUTWV TWV AVTICWHATWY gival pia oAUy vymAn cuyvotnta ILD
(80%) n omota elvar ovyxva cofapt kat TaxEwg egeAlooopevn. [lapdAinia, avtd ta auto-
avtioopata o aobeveig pe SSc yapaxkmmpilovtat amdé To @oawvouevo Touv Raynaud,
YOOTPEVTEPIKEG  EMITMAOKEG, oofapr) TVEVHOVIKY (vwon kot vymAotepo kivduvo
Bvnowotntag [32].

Ta avticopata PM/Scl otoxevouv 1o cupmleypa avBpwmivov efwowpatog. Ot
kUplol otoXol B-kuTTApwWV TwV auto-avTiowpatwv PM/Scl éyouv tavtomombel wg
avtiyova PM100 (1 PM1-aA@a) kot PM75. OtacBeveis pe SSc umopovv va £Xouv avTIomUaTa
0TO éva 1] Kat 6Ta §U0 AUTA AVTLYOVA. ZTATIOTIKAE, TO 2% £wg 4% Twv acBevwv pe SSC €xel
avti-PM /Scl [33]. Emiong ouxvd mapouotdlouv XapaKTnpLoTIKA TEPLOPLOUEVOL SSC KoL
moAvpvooitidas. H pvooitida eivat ocuvBwg M KAl  oVTATOKPIVETAL oTA
KOPTIKOOTEPOELSN. [TapdTL LVTIAPYXEL OXETIKA VYNAO TTOGOOTO ACOEVWV |IE ETTAOKEG GTOVG
mvevpoveg (40-50%), n coBapn EUTAOKT) TWV EOCWTEPIKWV OPYAVWYV €(vVaL OTIAVIX KL OL
aoBeveig Exouv e€alpetikn mpoyvwon [33]. ‘Eva mpoc@ato apBpo mov cuvdudlel Setypata
kat edopéva amo tov Kavadda, tnv Avotpodia kat ™ Bopeia Auepikn mouv e€etalet Tig
KAWVIKEG OUOXETIOELG HE AVTIOWUATA 0TO KaBéva 1 kal ota dUo cvumAgypata PM/Scl,
KaTESEEE WG 1 TAPOVCIA AUTOAVTICWHUATWY KAl 0TA SV0 CUUTAEYHATA OYETI(ETAL LE
avEnuévo puBpo PAeypovwdovus puooitidag [34].

To avtiydvo Ku eivat éva etepodipepeg mov amoteAsital amd 70 kDa (p70) ko 80 kDa
(p80) vopovades. Ztnv ovoia, To Ku eivat pia ToAVAELITOUPYIKN TIPWTEVT IOV EUTAEKETAL

otnVv emokeun touv DNA, otov avacuvduaopd touv yovidiov g avoooo@aipivig Kat 0T
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puBuon ¢ Swdikaciag ™¢ petaypaeng [35]. Ot acbevelig pe avtiyova avti-Ku
AVTLTTPOCWTEVOUV ALYOTEPO aTO 2% TwV acBevwv e SSc kat To avti-Ku €xel aviyvevbel o
OUXVA 0 KOBEVEIG LE TTEPLOPLOUEVO SSC KL 0TA EMKAAVTITOUEVA CUVEpOpa (TL.Y. LLOC(TISA
1 A0k0G) [36]. H (St peA€Tn OUVEEEL UTA TA AVTOAVTICWHUATA HE EVA OXETIKA LYMAOTEPO
T0000TO Siapeong mvevpovorndbelag (ILD) kot apBpitidag [36]. [TapdAo mov vmapyovv
APKETEG TIEPLTITWOELS AoOEVWV PE SSC OV TAPOVGLAJOVV TO GUYKEKPIUEVO AVTLYOVO, OL
ouVoAwkol aplBpol mov avagepovtat otnv BiAloypagioc wg Kol CNHEPA TAPAUEVOUV
TIEPLOPLOUEVOL KL, CUVETIWG, §EV UTTOPEL VX YIVEL EKTIUNOT) OXETIKA E TNV TPOYVWOT).

AvuTo To avtiocwpa avayvwpiotnke apyika amd Toug Sharp et al ot Sekaetia Tov '70
WG OXETIJOUEVO HE TA XAPAKTINPLOTIKA TWV SSC KAl TOU CUOTNUATIKOU €pUONUAT®EOUG
AVKOU Kol £Tol BewpnONKe OTL TEPLYPAPEL TNV «UIKTN acBévela cuVEeTIKOV LoTOU» 1] TNV
MCTD [37]. Napatadta, onjuepa 6Tav cuvavtoLpe BetikoVs oe avtiyova UTRNP aoBeveig
LE XUPAKTNPLOTIKA OKAT)pLUVOTG, T Yapaktnpilovue wg SSc kat oxL pe tov 6po MCTD. H
Evapén G vOoou EVTOTI(ETAL OE OXETIKA VEAPT NAKIX KAl TAPOVOLALEL CUUTITWUATO
TIEPLOPLOUEVOL SScC 0TIG TIEPLooATEPES TIEPITTWOELS. H Tapovaoia apbpitidag kat puooitidag
mepapfBavetal oe 0Aa ta mpotewvopeva kpttnpla ywe to MCTD. To 5% cwg 10% twv
acBevwyv pe SSC €xel avti-UIRNP, kat Ta avTtioopata autd elvat laitepa ocuxva o€
aoBeveic amo v Appikn kat tnv Acia [38].

TéAlog, to mpoéoata Tavtomoumpévo avtiowpa avti-RuvBL1/2 katevBlvetal
evavtiov gvog SimAol €apepovs OV TEPLEXEL TI TPWTEIVEG TOVTIVY] KAl PETTIVY, TTOV
Bplokovtal oto voukAeomAaopa. H aviyvevon tou ylvetal pE AVOCOKATAKPNUVLIOT), EVW
Atyotepo amd 1o 1% twv acbevwv pe SSc €xouv autd TO AVTIOWUA, TO OTOLO Elval TLO

ouVNOLoUEVO OTOUG AVEPEG HE SLAXUTN KEPATWON KAl CLVUTIApXOUoH Huooitida. Ot
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TIANPO@POPIES YLA TOUG KIVEUVOUG TIOU EYKUHOVEL YL TA ECWTEPLKA OPYAVA KAL 1) TIPOYVWOT)
elval TepLOpLoPEVES auTh TN otiyun [39].

ZUVOAIKQ, TO TTOGOOTO TWV ACOEVWV PE TEKUNPLWIEVO SSC YwP(G TNV TTapovsia auTo-
AVTIOWUATWY glval Atydtepo amo to 5%. TEAog, evla@Epov TapouoLdfouy oL YEWYPAPIKES
SLaPOPOTIOMOELS TWV AUTOAVTICWHATWY TOV OYXETI(OVTAL PE TO SSC OTWG TPOKVTITEL ATLO
tov ivaka 1. Ot Sta@opég autég evdexouévws kKaBopilouy TIC PAVOTUTIKES SLapopés Kal
TOUG  QVOPEPOUEVOUG TPOYVWOTIKOUG Oelkteg Tpdyvwong kKot BOvnootntag Tov

TIPOKUTITOUV ATIO SLAPOPEG LEAETEG:

EYPQITH BOPEIA AXIA AYXTPAAIA
AMEPIKH
AvTi-ToTIoicopepacn 37 % 18 % 10 % 18 %
EUSTAR (*)  Ilitopmovpyk MaAaioia
)

24 % BéAylo
16 % Kavaddag
30 %
l'eppavia 28 % Megwko

20 %
Hvwpévo
BaoiAelo

Avti-RNA 2 % EUSTAR 22 % 6-10 % 13-15%
ToAvpepdaon III [Titopumovpyk lamwvia

6-9 %

TaAAia 14 % Kavadag

6 % BéAylo 1 % Me€ko

4-7 %
I'eppavia
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17 %
Hvwpévo
BaoiAslo

Avti-U3RNP 3 % Hvwpévo
BaoiAelo

AvTtikevTpopepdaka 32%
EUSTAR

41 % BéAyio

36 %
l'eppavia

32%

Hvwpévo
BaoiAelo

Avti-Th/To

Avti-U1RNP 5%
T'eppavia

5 % BéAylo
Avti-PM/Scl 5%
T'eppavia
5 % Hvwpévo

BaoiAslo

Avti-Ku 1%
T'eppavia

3%
[Tlitopmovpyk

1 % Kavaddag
19 %
[litopumovpyk
30 % Me&ko

39 % Kavadag

8 %
[litopumovpyk

5%
[Tlitopmovpyk

4%
[litopumovpyk

3 % Kavaddag
9 % Me&ko

1%
[Tlitopmovpyk

1 % Kavadag
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MoaAaioio

10 %
MaAaloio

41%



10 % Me€iko

Avti-U11/U12 RNP 2% 2 % lanwvia
-- [Titopumovpyk --
Avti-RuvBL1/2 -- 1% 2 % lanwvia -
[Titopumovpyk

Mivakag 1 - Maykoopuia 6uxvoOTHTA TWV QUTO-AVTICWUAT®WY IOV oYeTI{oVTaL HE TO SSC

(*) EUSTAR = The European Scleroderma Trials and Research group (Evpwmaikn opdSa Sokipmv kat épeuvag
yla To okAnpodeppa)

(**) OLouxvotnteg Tou Ilitopmoupyk eival adnpooicvta Sedopéva amod pia cLVEXLLOEVT] HEAETN TTAVW O0TO SSC
amd to maveniotiuo tov Iitopmoupyk (ta dedopéva Tov Tapamavew Tivaka agopoly ws kat To 2014). Ot
Kavadikég ouxvotnTeg elval un dnpootevpeva dedopéva mov mapéyxovtal amd tnv Canadian Scleroderma
Research Group ota mAaiola ™G LEAETNG TIOU EXEL GUYKEVTPWOEL TA GTOLYEIX TOV TTAPATIAV® TIIVOKA.

2.3. ITafgpoTNTA TWV AUTOAVTIICWUATWY TIOV GXETI{ovTaL HE TO SSC KaTd TN
Suapkela TG vocov

Ol CUYKEVTPWOELG TWV TEPLOCOTEPWV AVTO-AVTIOCWUATWY TIOV oXeTI{OVTAL PLE TO SSC
Bewpeltal OTL TAPAUEVOUV OXETIKA O0TABEPEG KaTA TN Sidpkela TG vooov. Iapdia avta,
TPOCPATES AVOCOAVUAVTELS EIVAL LIKAVESG VX TIOCOTIKOTIOWGOVV aELOTILOTA TIG SLAPOPES oTA
EMIMESA TWV AUTO-AVTIOCWUATWY TIOV OXETI(OVTAL PE TO SSc. G €K TOUTOV, Ol HEAETEG TIOV
a&loAoyoUv T SUVALKT TWV CUYKEVTPWOEWY TWV AUTOAVTICWHUATWV 1] TWV KALVIK®OV TOUG
ELKOVWV KATA TNV TAPATETAUEVT KALVIKT TTopElat TOV SSC 1] OL EMMTWOELS TWV Bepamelwv Sev

EXOUV AKOUT ETIIKVPWOEL
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XpNOLOTIOLWVTAG NULTTOCOTIKEG AVOOOSOKILAGIES, Ol TIPWLIUEG UEAETEG AVAPEPOLV
0Tt ta emimeda avti-CENP ntav oxetikd otabepd KATd TNV HAKPOXPOVIA KALVIKY)
mapatnpnon [40]. Av kot ap@eyOpEVES, AAAEG LEAETEG ExouV Sel€el OTL auinpuéva emimeda
QUTOAVTIOWUATWYV ToToloopepaons I cuoxetiotnkav pe TNV avamtuén cofapns TpocBoAng
opyavwv 1 deppatiknig mayvvong [40, 41]. Eivat evSiagépov 0Tl pla peAétn apatipnoe 0Tl
TO UTOAVTIOWUATA TOTIOICOUEPATT G I eV KaTEGTN SuVATO va avixveLBoUVV o€ EVa TOCOOTO
20% aocBevwv 0TOoUG 0TIOLOVG Elyav aVIXVEVBEL apYLKA AUTA TA AVTIOWHATA OGO 1) VOO OG
efelloodtav [42]. Autol oL aoBEVEIG EPPAVIOAV TIEPLOPLOUEVES ETMTTAOKEG GTO SEPHA KAL TOVG
TVeELHOVEG Kol VYPNAGTEPOLS pubuols emfBiwong amd Toug acbevels pe avinuéva
avtiowpata tomoioopepdong I [42].

MapdAAnia, ta emimeda Twv avtiocwpdtwv avtl-RNAP I avaivbnkav oe &Uo
SLaXPOVIKEG UEAETEG, OAAG 1) KAWVIKT] XPNOLUOTNTA TNG TOCOTIKNG UETPNONG TOPAUEVEL
aca@ng [43,44]. [Ipwtov, Ta enimeda avti-RNAP 111 petpriOnkav pe ELISA oe teplocdtepoug
amd 500 acBeveig SSc, av kat n afloAdoynon €ywve povo o€ €EL aobevelg pe Betikd SSc avtl-
RNAP III [44]. L& téooepig aobevelg, To emimedo avtiowpatog avtl-RNAP 1T avgnbnke
OXETIKA VwpIg 0TV TopEla TG VOGOU Kat 0Tn cuveExeLa LetwOnke. [TapdAAnAa, Vo acBeveig
AVETITLUEQAV VEQPPLKT Kplom HETA amd Tayeles avinoels Twv emmeSwv avti-RNAP 111 [44]. Ze
kabe TmepimTwon, Adyw TwV TEPLOPOUEVWY Slabéouwy dedouévwy, amartovvtal
UEYAAVTEPEG, TOAVKEVTPLKEG KAL SLOYPOVIKEG LEAETEG VLA TNV AELOAOYT O] TNG CUVAPELAG TWV

UETPNOEWV TWV AUTOAVTICWHATWY o€ aoBevelg pue SSc ota Stagopa oTddia ™G achévelag.
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2.4. INUaVTIKOL KALVIKOL TIEPLOPLO 0L TNG SOKLUIG AUTOAVTIOWUAT®WV OE ACOEVEIG e
SSc

Onwg elvat avapevopevo, UVTAPXOUV OPKETA TPOPANUATA HE TIG VEOTEPES
avoo0SoKIHAo(EG TTOV lval Stabéoipeg 6To eumoplo. H mAglovotnTa cutwv TV avaAvoewy
amottel ™ SlaBecIUOTNTA AVTOAVTIYOV®WY VPNANG KaBapOTNTAG, TA OTolo TTEPLEXOLV T
kUpla onpeia Tov avayvwpilovtal amd 6Aa oxeSOV T AUTOAVTIOWHATA IOV OXETI(OVTAL LLE
to SSc. Qot600, SeSouévou OTL TA MEPLOCOTEPA AUTOAVTLYOVA TIOU avayvwpilovtal amo
OXETIKA PE TO SSC AUTO-AVTIOWUATA EVUL CUUTTAOKX TIOAVTIPWTEIVWV, 0 KaBopLopog g
QVTLYOVIKNG VUTIOHOVASAG TOU avayvwpIlleTal TEPLOGOTEPO ATO TA AUTOAVTIOWUATO
amoTeAEl peiova TTPOKAN oM.

H Soxyn moAdamAwv avaAloewv Baciopévn oe o@aipidia, n omola ocuvdvdlel
TIOAAQTIAEG GELPEG CUCTOLY LWV KAL KUTTAPOUETP LA pOT|G, EVaL LKAVT] VO avIiXVEVEL TV TOXPOVA
TOAAQTIAQ TTUPTVIKA OVTIOWUATA TIOV oXeTI{ovTal pe To SSc. AUGTUXWS, OTIS SOKIUACIES
TOAAQTIAWY UTOAVTIOWUATWY TOV SLATIBEVTAL OTO EUTOPLO, TTOAAA QAVTIOWUATH TIOU
ovoyxeTilovtal pe To SSc Sev uTtdpyouv. [IapOAo OV TA AVTICWUATH KATA KEVTPOUEPLSLAKWV
Scl-70 xat UIRNP avtiydvwv eival Stabéotpa, Ta vtoOAoLTa avTyova TTov oXeTi{ovTal PE TO
SSc Sev eival StaBéapa. Kata auto tov TpoTo, 4Tav auTég ol avaAVCELS XPTOLULOTION| BNKaY
YL TNV QVIXVELOT AUTOAVTIOCWUATWY o€ acBeveis otig HITA, péxpt kat to 50% twv acbevwv
pue SSc mapouvoiaoe APVNTIKO OATMOTEAECUX TPA TO YEYOVOG OTL O€ OOKIUKOIEG WE
avoooo@ALPLOUO eMESELEE BETIKO amoTéEAEOUA O€ EVTUTIWOLAKO TT0600TO (90%) [45]. Q¢ ek
TOUTOV, 1) XP1 0T SOKIHLACLWV YO QUTOAVTICWHATA e TN HEB0SO TwV o@apldiwv dev elval
Ao@PAANG Yl TouG acBevels mov macyovv amo SSC, W8iwg oe emimedo mpwTofdduLag

TepBaAymg.
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Mo mpoéoata, éywav SwabBeoipeg ot Sokiuég EUROLINE, ol omoieg pmopovv va
avIXveNGOVV TTOAAATIAG QVTIOW AT IOV oXETI{ovTaL LE TO SSc pe peyaAn akpifeta. H Sokiun
autn] Tov Paciletat oTOV TPOCSLOPLOUO AVOCOOTUTIWUATOG TOPAYEL TULTTOCOTIKA
amoteAéopata. [laporo ov Sevtav o TPpWTAPXLKOS 6TOXO0G TNG SNUOCigEVoNG, 6 TPAOTPATO
apBpo amd plo peAetn pe eSopéva amd TNV AvoTpadia OV XpNOLUOTIONCE TN SOKLUY
EUROLINE (Australian Scleroderma Cohort Study) StamiotwOnke 0Tt 0 puBUog TOAAATIANG
BETIKOTNTAG AVTIOWUATOG NTAV TTOAV VYMAOGTEPOG OE AUTH TNV TANOVOULAKT opada amd OTL
0€ OUASES IOV XPNOLUOTIOLOVV SOKIHEG OTIWG 1) avoooSL&)YVOoT Kal auTd Selyvel pdAAov Eva
auénuévo moocootod YPeudwv BeTikwv amotedeopdtwyv. 'a autd To AdYo, ouviotatat
TPOCGOXN OTNV EPUNVELX ATTIOTEAECUATWV IOV XPTCLLOTIOLOVV QUTH TNV AVAAVON).

Imv mpoéocpatn PBiAoypapia yio to SSc, mapatnpoVUE OTL Ol CUYYPAPELS
OUGYXETL(OVVY Kol avaAVOUV HoBEVEIG TTOL TTAPOVOLALOVV £V TTUPNVIKO TTPOTUTIO GTN SOKLUT
YO QUTOQVTIOWUATA HE Avocoo@aplopd. To Tupnvikd TPOTUTO O€ YEVIKA TAalolX
QVTLOTOLXEL 0€ éva aTO TA TPLlA AVTIOWHATA IOV oxeTi{ovTal pe To SSc: anti-PM/Scl, avti-
U3RNP 1) avti-Th/To. AeSopévou OTL 0L KAVIKOL KL EpYAoTNPLAKOL CUCYETIONOL, 1] ELTIAOK)
TWV ECWTEPLKWV 0PYAVWV KL TO (PUOLKO LOTOPLKO TNG VOOGOU SLAQEPOVV ONUAVTIKA OE AUTA
T Tplot VTTOGVVOAA AVTICWUATWY, EVAL ONUAVTIKO VL EVTOTIICOUUE TO Kabéva EexwploTa
eqv elvat Suvatov, TG00 Yl TNV KAAVTEPT @POVTISA TWV AeBEVWY 060 KAl yla TNV €EEALEN
™G €pevvag. MéxptL mpooata, tTa SV0 TeEAevTAlX ATO TA TMAPATAV®W AVILIOOUXTA OEV
UTTOPOVoaY VA avamapoayBolv UToPIKA Kal £ToL SEV X0V TaVTOTONOEL o€ peydAo Babud
0€ HEAETEG KL O€ KAWVIKEG SOKIUES. AUTOG elval £vaG TOUEAG OTOV OTIOLO 1) ETLOTNHOVLIKN

KowotnTa (LaTpol Kol EPYNOTNPLAKOL EPEVVNTEG) OV QACYOAE(TAL He TO SSc TMPEMEL va
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OUVEPYNOTEL 0TO HEAAOV VLA VA EVTOTIIOEL KL VAL VTTOOTNPIEEL EpyaaTnpla T oTrola eival

LKOVA va SLEEAYOUV AUTEG TIG SOKIUESG e aELOTILOTO KAL ETILOTIUOVIKA £YKUPO TPOTIO.
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KE®AAAIO 3

H onuacia Twv autoavIlowudtwy 6T Slayvwon, TNV Tpoyvmwon Kol

TNV KAWVIKT) SLaxeipion Tov SSc 6To TTPWIHOo 6TASL0 TG VOGOoU

3.1. Eloaywyn)

Kata T otiyyn g Siayvwong 1 ovotnuatikny okAnpuvon (SSc) ouvnBwg
ouvvodevetal amd pun avaotpePiun BAGRN wotwv kat opyavwv. Evélagépov mapovoialet to
YEYOVOG OTLKATA TO «TIPWLUO SSC» EVTOTI{OVTAL AUTOAVTICWUATA IOV oXETI{oVTaL UE To SSc,
eV UTO €€étaomn Ba TPEMEL VA UTOUV KAl TO OUTONVTIOCWUATA TIOU TILOTEVETAL OTL
eumAgkovtat otnv maboygveon tou SSc. Ta tedevtaia xpovia €xouv TpaypatoTon et
APKETEG €§EALEELG WG TTPOG ALUTN TNV KATEVLOLVVON POV TAEOV 1] SLYVWOTIKI XPTCLULOTN T
Kal 0 TaBoyovog pOAOG TWV QUTOAVTIOCWUATWY OTO TPWLUO SSc yivetalr 6Ao Kol TILo
EekaBapog Kal £TOL VTIAPXOUV OAPKETEG KALVIKOL 080l @povTidag mov amelkovi{ouv Toug
TPOTIOUG UE TOUG OTIO(OVG UTTOPOVUV VA XPNOLUOTIOMO0oUV Ta aUTOAVTIOWUATH Hall HE TA
Baokd KAWVIKA XOAPAKTINPLOTIKA TNG VOOOU £TOL WOTE VO TIPAYHUATOTOLE(TAL MO EYKOLPN

Stayvwon SSc.

3.2. llpwipo SSc
Ta tedevtala xpovia €xeL YIVEL avTIANTTO OTL pla TTpwipn Stayvwon SSc pmopel va
emtpePel mapepfacels mov Ba pmopovoav va avacteilovy 1 va emiBpadlivouy Ty eEEALEN

™G vooou [46]. 'Evag amd Toug TEPLOPLOUOUE TWV KPLTNPIWV TV TPOIU®WY SIAyVWOTIKWV
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epyaieiwv kal WSlaitepa Twv kpltnpiwv tov American College of Rheumatology (ACR)
[1980] )Tav TO YEYOVOG OTL EMKEVTPWVOTAV OTA XAPAKTNPLOTIKA IOV (VAL TA CUUTITWHATA
™G vooov (BAEme ke@dAato 1), teplopilovTag £TOL TNV IKAVOTNTA ViXVELONG TNG VOGOV CE
mpwipo otado [19]. Qg amdvinon oe avtd to TPOANUa, n ACR-European League Against
Rheumatism (EULAR) avémtu€e avabewpnupéva kpltpla taglvoumons Ue HEYoAVTEPN
evalonoia kat e€eldixkevon (0,91 kot 0,92 avtiotolya) oe cUyKplon pe Ta kpttpla ACR (tov
1980 (0,75 xat 0,72 avtiotoya) [29]. Qotdoo, oplopévol aoBevelg, OTwG autol pe
@awopevo Raynaud, avtéavriocopata SSc kat tplyosidookomnon (capillaroscopy)
efakoAovBovoav va unv tagvopovvtal ws acBeveig pue SSc. I'a va StevkoAuvOel 1
TOUTOTOMOT TwV aoBevwV pe SSc o€ TPpWIHo oTASL0 £xouv TpoTabel apkeTol oplopol kat
Ll TTPOCEYYLOT Yo TNV £yKapn Stdyvwor tov SSc [47-49].

Ot LeRoy kat Medsger [47] Tav oL TpwTOL IOV TAVUTIOAV TO TPWLILO 0TASl0 SSc o€
aoBeveic pe @awopevo Raynaud, auto-avtioopata SSc Kol TpLYoel80okOTN o). AUuTd T
KPLTIPLO ETIKUPWON KAV Kal amd pla PeAETn (mov Sujpknoe mavw amo 20 xpovia) o€
aoBeveig pe mpwipo SSc [50]. Qotdoo, pia akopa o tpoc@atn peAetn [51] amokdAvpe 6TL
novo to 35% twv acbevwv pe pwipo SSC mAnpovoe ta kprenpla tagvounong ACR / EULAR
tov 2013. Kat kabwg §ev tpoxwpovv 6ot ol acBeveis oe mpo@aveg SSc, auTdS 0 OPLOUOG
umopel va umv meplapfavel pe akpifela tovg acOeveic pe mpwipo SSc.

To 2004, ot Nadashkevich kat ouv.[52] mpdtewvav éva eVOAAAKTIKO KPLTNpLO
tadvounong mov ovopdletat ABCDCREST o omolog Baciletal ota apyikd kpirnpia CREST
KOl ATTOOKOTEL TNV &N 0T TNG EVALCONGLAG EVTOTILGHOV TNG VOOOU GE TIPWLLO ETTESO KATL
oV OTIWG eldape Sev eyyvovrav ta kpinpla tov 1980 [19]. Ta apxika Tov kpitnpiov

tafvounong ABCDCREST eival ta €&ng:
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A - QUTO-AVTIOWUATA TTPOG KEVTPOUEPLOLAKES TIPWTEIVEG 4

B - ap@otepdmTAgLpN TTVELHOVIKY] (VWOT)

C -oVvyxkapym apbpwoewv

D - Seppatikn maYLVOT KOVTA 6TOUG KAPTIOUG

C - aoBeotwoelg S€puatog

R - @awodpevo tov Raynaud

E —UTIOKIVN TIKO T TA TOU KATWTEPOV OLGOPAYOUL 1) Oloo@ay(TIda pe TTaAvEpounon
S - okAnpodaktuAla

T - mAayyelektaoieg

[MapdAAnAa, eva mpwTtokoAAo Tagvounong pe to Wwaitepo dvopa «IloAv Ipwiun
Adyvwon ¢ Zvotnuatikig XkAnpuvone» (Very Early Diagnosis of Systemic Sclerosis - 1)
VEDOSS ywx ocuvtopia) eplAdapfBavel KkpLtipLa Tov TpoTadnkayv Kot emKupwOnkav amd tnv
opada Aokiuns kat ‘Epevvag yia to ZxkAnpodepua EULAR [48]. Ta kpitpla tov VEDOSS
AapBavouv vTTOYN XAPAKTNPLOTIKA TTOV HTTOPOUV VA TIAPATEUPOVV OE EYKALPT TTPOYVWOT).
[Ipbéo@ateg peAeteg amokaAVTTOUV OTL oL acBeveig pe VEDOSS, e8ikd edv mapovoialouvv
SakTuAlka €Akn [48], umopolv va €xouvv ep@avicel 161 oNUAVTIKT TIPOGROAT] ECWTEPLKWV
0pYAVWYV, CUUTEPAAUPBAVOUEVIG TNG SLAUEONG TIVEVMOVOTIABELNG KAL TWV OLOOQAYIKWOV
Statapaywv. ¢ ek ToUTOV, 1| avAyKN SLAYvwong Tou SSc 660 To SuvaTov VwpPIlTEPA KaL M
a&loAdyNo”n NG EUTAOKNG TWV OPYAVWV OKOUN KAl OTA ApXIKA oTASL TG vOoou eivatl
ETIITAKTIKEG.

Kamotot tatpol ta€vopovv to pwipo SSc wg UCTD (un StapopoTompévn vooog Tou
ouvdeTikoV otoV). To UCTD elvat evag 0pog Tov ava@EpeTal o acBevels oV £xouv Un
ToELVOUNUEVEG OCUOTNUATIKEG AUTOAVOCEG AODEVELEG TIOU €£XOUV TAPOUOLEG KALVIKEG Kol
OPOAOYIKEG EKSNAWOELS KUL OAPT) CUUTITWUATA TOV avamvevoTikov [50]. Ot acBeveic pe
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UCTD pmopovv eite va mapapeivouv wg «otabepol UCTD» eite va avtimpoowmedouvy pia
«mpwiun @aon» TG CTD (Seppatikny vOGOG TOU GUVSETIKOU LOTOV). ZE UL TIEVTIAETY)
TapakoAoVOnomn Twv acbevwv pe UCTD, to 35% mpoxwpnoe o€ éva cuykekpipevo CTD aAdd
novo to 2,1% mpoywpnoe o€ SSc. [lapoAro mov to 65% mapépeve wg UCTD katto 12% meTuxe
AN PN V@eomn, oxedov to 80% elxe avamtiiel onpavtikeg emmAokég ota opyava [53]. H
vymAotepn mBavoTa €EEAENG o kabBoplopévo CTD ntav péoa o€ 2 XpoOVIX HETA TNV
Evapén TwV CUUTTWHATWY KAl 1] TAPOVCIA QUTOAVTIICWHUATWY NTAV 0 CNHAVTIKOTEPOS
TPOYVWOTIKOG Tapayovtag TaxVtepns e6€AENG o SSc o aoBeveig pe UCTD, blaitepa o€
a0 0eVE(G PLE TIPOKALVIKT] EUTIAOKT] TWV ECWTEPLKWYV 0PYAVWV KATA TNV Evapén tgvooov [53].
O HEYaAUTEPOG TIEPLOPLOUOG AUTIG TG LEAETNG EIvaL OTL TO PUOIKO LoTopko TG UCTD eivar
o€ peyaro Babud dyvwoto xat Ba pmopovoe va vmootnpBel 0TL oL aobevelg Tov Sev
ELPAVICOVV ETITTAOKEG 0TO AVATIVEVGTIKO €lval qUTOL TTIOU £X0UV AAPEL ATTOTEAECUATIKEG 1
TIPOOTATEVTIKEG BEpaTIELES.

Ye ovvaptnon pe to UCTD, €xel avagepBel 6TL M mAsloym@ia Twv acBevwv pe MCTD
(KT VOOOG TOU GUVSETIKOV LOTOV) TEAKA eeAlooovTal o GAAX auTOAVOsH OTIWG TO SSc
[54]. Ze autn ™ peA€n, tpotdBnke OTL OTav oL peAtes yia Tto MCTD tnpovv ta kputnpla
ta€vounong, n €€AEn tov MCTD o€ avtoavooo givat acuvnBLoTy. L0160, OTIWS cLUBaivel
kal pe to UCTD, vmapyouvv moAA& aAANAocuvSedpeva {NTNUATA TTOV TIPETEL VA EEETAGTOVV:
Yl TapASELY A, VTTAPXOVV TOUAGXLOTOV TECOEPA SLUPOPETIKA KPLTNPLA YIX TNV Tagvounon
touv MCTD, n avtipetwion tov MCTD pmopel va Sta@épel amd laTpikn HOVASH O LATPLKN)

Hovada Kot emiong o mMOAVOV TPOOTATEVTIKOG POAOG TWV AUTOAVIIOWUATWV v glvatl

oagng [54].
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Mua GAAN 6y tou SSc eival Ta LovaSIkA KALVIKA KAl OPOAOYLIKA XAPAKTNPLOTIKA TWV
ouvdpoOpwV SSc-emikdAvYmg (SSc-0S) o€ acBeveic Tov Tapovolalovv SSc KAt TOVAGXLOTOV
éva aAlo CTD tavtdypova. Xe pix mpoomtiky peAétn 3.240 acBevwv mouv 1mTav
gyyeypappévol oto I'eppavikd Aiktuo yla tn Zvotnuatikn ZkAnpodepula kot Bplokovtav
umd  mapakoAovbnon ywx 10 xpovia, To 10% Swyvwomnke g  SSc-0S
(ovumeprapBavouévwy kat Twv acbevwv pe MCTD) [55]. Afilel va onuewwbdel otTL oL
aoBeveig pe SSc-0S ouyva elyav pun un-eldikd avtiocwpata (68,0%, P <0,0001). Ot acbeveig
pe SSc-0S aveémTuEay HUOOKEAETIKEG EMIMAOKEG Vwpltepa o€ ovyxvotepo Babuo, evw n
ELLPAVLOT) TIVEVLOVLIKIG (VoG Kot KapSLakn G TpoaBoArg emMABE onuavTika vwpitepa amod
OTL 0€ aoBEVE(S e TIEPLOPLOUEVO SEPUATIKO SSC, AL EPPAVIOTNKE APYOTEPU OE OYEON UE
Toug aoBevelg pe Stdyuto Seppatiko SSc. H mpoofoAr) Tov 0160@Aayov, TwV VEQPWYV KAl THG
TIVEVHOVIKNG  OPTNPLAKNG UTEPTACTG MNTAV TOAPOUOLA HE €KElV Twv aobevwv pe
TEPLOPLOUEVO SSc, evw aoBeveis pe Stayuto SSc elyav evapén TWV CUUTTWUATWY APKETA
vwpltepa. AVGTUXWG, AUTN 1) LEAETT Sev uTtOpece va Stakpivel Ta avToavtiowuata Ro60 SSA
kat Ro52/TRIM21 emeldn autd TPOC@ATA CUOXETIOTNKAV UE TN SLAUEST] TIVEVHOVLIKT) VOCO
oto SSc [55]. Zapwg, Ta Tpo@iA Twv autoavTICWHATWY, Wilaitepa ekelva Tov Sev eival
e€léekevpéva yia to SSc, eivat Baoikd Kat SLAKPLTIKA XapaKTNPLOTIKA Twv SSc-0S ta omola
Ba pémel MBavws va BewpnBovv we EexwploTod vtocVVoAo Tou SSc.

ITIG evoTNTEG TOU akKoAovBOUV o0 auTO TO Ke@dAalo Ba TeplypdPouvpe TIg
TPOo@ateg €EeAEelG 0 OPLOUEVA AVTOAVTIOWUATH TIOV glval e§Ldeikevpéva oto SSc Kal
EXOUV SLaKPLTOUG POAOUG 0T SLAYVWOT TOU TIPWLUOV SSC KoL TNG TTaBoYEVEDT) TOU MLAG KAL
UTTOPOUV VA HAG SWOOVV OTNUAVTIKEG TANPOPOPIES YIX TNV TPOYVWOT KAl TNV KALVIKN

Staxeiplon Tov SSc o€ TpwLLO 6TASLO0.
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3.3. Ta QUTOAVTIOWUATA TIOV GUUBAAAOVVY G TNV £YKALPT) TPOYV®WOT] TOV SSC

[IHg MPOKVTTOUV TA AVTO-AVTIOWHATA OTO SSc; ZUH@WVA HE TN VEOTEPN
BBAoypapia, moteveTaL OTL TPOKANONKAV ATIO TIPOYEVESTEPN AyYELOTIABELA 1) VEOTIANTLQ,
0TO TAQ(CLO ULOG YEVETIKNG TTPoSLdBeoNS TTov evioyVONKe amd SLa@opeg TTEPIBAAAOVTIKES
ekBéoelg [56]. v meplmMTwon TG TTPOYEVESTEPTS AYYELOTAOELNG SLAPOPA AVTOAVTLYOVX
Tov oyetilovtal pe to SSc katakepupatifovrar amd pileg ota MAQioA OXOLUIAG HE
ATIOTEAEC A TNV TAPAYWYT] AVOGOYOVWV TEMTISIWV OV ElvaL IKAVA v GTIACOVV TNV QUTO-
avoxn. Emopévwg, Tapd tnv ep@avior) toug moAd vwpig otnv acBevela kat OVTag Eva oamo T
Kuplapya XapakTNpLoTIKA TG Evapéng Tou SSc, Ta aUTO-aVTICWUATA UTOPEL va elval Kot
EMAKOA0VO0 NG ayyelomadelag Tov odnyel oo SSc.

'Omtwg 1oM ldaple, T AUTO-AVTIOWUATA TOV SSC, ISLATEPA TA AVTO-AVTLIOWHUATA KATA
kevtpopepldlakwyv mpwtewvwv (ACENP) kat m avti-tomomoicopepdon 1 (anti-Scl-70),
ATOTEAOVUV UEPOG OAWV TWV SLYVWOTIK®WY KPLTNPLwV YL TOV EVTOTILOUO TOV SSC 0€ TIPWLUO
oTA8l0 Tov €youv dnpooctevBel puéxpL Twpa. Aldgopes perétes [20,57] £6ei€av OTL glval
Loxvpol mapayovteg mpoBAEYNG NG EEAENG TNG VOGOU ATIO TO ATTOUOVWHEVO QULVOUEVO TOU
Raynaud w¢ kot to SSc. XapakmmploTiko eival to yeyovog otLota kpttpla tagvounong ACR-
EULAR tov 2013 ywx to SSc, n mBavotnta mapovoiag ATA yia to SScrjtav 25, n mibavotnta
mapovoiag ACENP fjtav 14 kot 1 mbavotnta mapovoiag avti-RNA moAvpepaong 111 75
(POPEG LEYQAVTEPT, OE GYEON HE TNV TTAPOVCIA TOUG o€ dAAeg aoBéveleg [29]. Kat puokd Se
Ba mpémel va Eexvape Kot Tot GAAX auToavTiIowpaTa(ov Kol 08 LIKPOTEPEG GCUYVOTITES) IOV
Exouv 101N TepLypa@el Kot avaAvOel 6TO TTPONYOUHEVO KEQAAQLO.

It onuoavtikn peAétn twv Koenig kat ovv. [20], 586 acBeveig ue @avouevo Raynaud

Kal kavéva ca@ég CTD mapaméu@nkay yio TpLyoel800KOTINOT OTH HLIKPA ayyela ot fdon
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TOU VUXL0V KAl aKoAoVONOE Pl CUCTNHATIKNY TtapakoAoVBnon Toug yia 20 xpovia. Méoa o€
aUTO TO XPOVIKO Staotnua, To 12,6% Twv acbevwv avéntués cagég SSc pe Bdon Ta kpLtnpla
Tou 1980, 1 TMAELOVOTNTA TWV OMOIWV EVEMITITE 0€ MPWLILO SSC cVPPWVA HE TA KPLTNPLA
LeRoy kat Medsger [47]. H mapovcia evOG TOUVAGYLOTOV QUTOXVTIOWUATOG TIOU OXETI(ETL
ue to SSc (ACENP, ATA, avti-Th/To 1 avti-RNA moAvuepdon 1) avénoe v mbavotnta
aVATITUENG 0a@oUs SSc katd 60 @opég, eV M ATOVCIA TOUG O AUTO TO APYLKO OTASLO
OUCLAOTIKA OTEKAELCE QUTO TO amotédeopa (apvntikny TpoPAeym: 98%). MapdAinAa, 1
TAPOVC(A AUTOAVTIOWHATWV TIOV GYETIOVTAL PE TO SSC E8waE EVay OKTATIAACLO QUENUEVO
KIVOUVO EPPAVIONG TNG VOOOU. L€ AAAEG LEAETEG, A0OEVEIS OTA TIPWLIUA OTASLX TNG VOGOU UE
BeTikd autoavTiowpata SSc, WSlaitepa aUTOl UE TIPOKALVIKY) EUTIAOKY TWV E0CWTEPIKWV
0pYAvwV KaTd TNV évapén, eiyav tayxVtepn eEEALEN TNG VOOOU 0€ OXEON LLE TOUG APV TLKOUG
o€ autoavTiowpata acBeveig [51] kot Tapovoiacav emiong VPMAGTEPO KIVOUVO EPPEVIONG
tvwong [58]. e kGbe epimMTWOoN XPELATETAL TTEPLOGOTEPT EPEVVA VLA TNV TIPOYVWOTIKT aia

TWV AVTIOWHATWV TOV oXeTI{ovTaL e To SSc.

3.4. AUTOQVTIOWUATA TIOV EPTTAEKOVTAL 6THV TTAOOYEVEGT) TOL TIPWLIOV SSC

H emitevdn plag mAnpéotepng Katavonong e maboyEveons Tov Tpwiov SSc umopel
va BonBnoeL otV TAVTOTOMOT £YKALPWY ATTOTEAECUATIKWV BEPATIEVTIKWY EMAOYWV YLA VX
otapatnoel 1 va empaduvOel n TPdodog Tou SSc, KABWEG KoL 0L CYETIKEG EMTAOKEG TTOV
TpokKaAel ota 6pyava. ‘Eva amd ta eumoddia 6Ty KATavonon Tov TPOToV UE TOV 0Tolo TA
AUTO-aVTIoWHATA Ba pTTopovoay va eivat TabBoyova o€ evEOKUTTAPLKOVS GTOXOUS 11TAV 1

EVVOLOAOYLKT) TIPOKAT|OM TOV TIWG T SSC auTOAVTIOWUATA, Ba propovcav va SlelodVoovy o€
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{wvTava KUTTApPA, Vo SECUEVTOVV OTOV OUYYEVI] TOUG OTOXO KOl OTI] OUVEXELX VO
OUUUETAOYOVV 0NV Taboyéveon tng vooov. [ToAAEG aTtd AQUTEG TIG EVVOLOAOYIKEG avToUXIESG
EXOUV QVUOTOAEL pe TNV katavomomn OTL SLpopeg Lop@EG KuTTAPLkOU Bavatov (.
ATOTITWOT), VEKPWOT), TUPOAVOT]) UTTOPEL VAL TTIAPEYXOVV OTA XUTO-AVTLIOWUATO TNV EVKALPplo
Vo SEGUEVOVTAL GTOUG EVEOKUTTAPLKOVG TOUG 0TOXOUG KAL VAL ETINPEALOVV TIG (PAEYUOVWOSELS
Kol dAAeg TaBoyoveg 06006 [59].

[TapoAo Tov €xovv katafBAn0el ToAAEG TpooTtdBeLEG Kal TTOPOL Yl va StepeuvnBel o
TPOTIOG HE TOV OTO0 TH auToavIlowpata Ba pmopovoav va aoknoouvv Taboyova
amoteAéopata oto SSc, €xel otabel MOAD SUOKOAO va EVTOTILOTOUV EUPEWS ATOSEKTA
TAPASELYHATA, ESIKA € TIEPITITWOELS OTIOV EPAPUOLOVTAV OTABEPA TELPAUATIKA KPLTHPLA
[61]. EmumAéov, peydAo upépog NG apxlkng eotiacng otov maboyovo poAo Twv
QUTOAVTIOWUATWY 0TI oXETI{ONEVEG pe ANA peVHATIKEG KODEVELEG ETIIKEVTPWONKE O€ €V
KWnoeL 1 in situ-oynuatiofévta avococVUTAOKA TIOU 08Nynoav OTNV EVEPYOTIOMOT
EAEYHOVWSWV HEGOAAPNTWV OTIWG 1] 060G CUUTIANPWHUATOS KL Ol KUTOKIVEG.

Ta tedevtaia xpovia €xel TpotaBel OTL Eva aLEAVOUEVO PACUA AVTO-AVTIOWUATWY
ExeL mBavo maboyovo poAo oty Evapén kat tnv eEEALEN TG ayyelomabelag Kol TG tvwong
Tov oxetietal pe to SSc [60]. Auta Ta avtiowpata, BewpolvTal «AELTOUPYIKA QUTO-
aVTIoOHATO», avixvevbnkav oto 26-100% twv acBevwv pe SSc kat mepllapfdavouv
QVTIOWUATA  oVTIEVE0ONALAK®WV  KUTTAPpwVY, UVTOodoxéa auENTIKOU ToPAyovTo TOU
TPOEPXETAL AT apomeTAALR, avTl-AT1 vmtodoxea, vmodoxéa tumov E evdobnAivng-1 kat
Sleyelpopevn amd wtep@epovn mpwTteiv 16 [60]. Ta AelToLPYlKA AUTO-AVTICWHATA
KATELOVVOVTAL TUTILKA GE [T TTUPNVIKOUG OTOXOUG KL OTOXOUG KUTTAPLKNG ETLPAVELAG

(&nAadn vtodoxeis), oL oTroloL eival EVKOAGTEPA TIPOGRACILOL GTA AV TOAVTIOWUATA TTOV 1181
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KUKAO@OPOUV Kal UTTOPEL Vo TIPOKAAEGOVY BAGBES OTOUG LOTOUG E ATIOTEAECUA OPLOUEVT
ATIO TA XUPAKTNPLOTIKA TNG VOoOoU [60]. TNV (Star peAETN, TOVIZETAL E EPPATIKO TPOTIO OTL
EVag Ao TOUG KUPLOUG TIEPLOPLOROVG TWV UEAETWV TWV AEITOVPYIKWV XUTOXVTIOWUATWY
VTNPEE 1 TIEPLOPLOUEVT ATTOSELEN TNG YEVESNG TOUG KAL TNG TAPOVCIAG TOUG OTA APIKA
otddla touv SSc. T autov axkplBws To A0YO, OL UEAAOVTIKEG £pPELVEG B TIPEMEL Vo
EMKEVTPWOOVV OTA TPWIHA 0TASLK TOV SSc Ttap & 0T Staryvwopévn acBévela kabavtn, ylati
Huovo £tol Ba yivel katavonT 1 ONHACIA AUTWV TWV AUTO-AVTICWHATWY Kal 1 Tilavn
OUVSEDT) TOUG [LE ATIOTEAECUATIKEG DEPATIEVTIKEG TTAPEUPATELS.

Katt mov o@eidovpe va AdfBovupe vTOYT HLOG KAl £XEL AVAYVWPLOTEL KALVIKA Kol
BBAoypa@ika Ta TeAevTaia Xpovia, eival To YeYovog 0tL To SSc Sev eivat paAiov povo pia
acBévelad dAAG eva @ACHA @AWVOTUTIWV PE CAANAETIKAAVTITOUEVA KALVIKA KOl OPOAOYLKA
xapaktnpotika [28]. Av kat 1o SSc Beswpeitar O0TL ovoxeTileTal TUTIKA HE E€va
QUTOAVTICWUA, AUTO TO TAPASELYHA EQAPUAOLETAL KUPIWG OTAV €EeTALETAL TO KANOIKO SScC
Tov oxetiletal pe Ta ANAs, kot 0L Eéva VpY PACTHA AUTOAVTIOWHATWY IOV KaTevBUvovTal
0€ Lot OELPA ATtO AAAOVG EVEOKLTTAPLKOVG KL EEWKVTTAPLKOVG 0TO)XO0US [28].

Mia amod TI§ HEYXAVTEPEG TTPOKAT|OELS TNG EKTETAUEVNG EMKVPWOTG KAl VIOBETNONG
TWV AELTOVPYIKWV QUTOAVTIOWUATWY O KAWVIKEG PEAETEG €lval TA TPWTOKOAAX KAl Ol
TEXVOAOYIEG TIOU XPTOLLOTIOLOVVTAL YL TNV TOUTOTO(MOTN Toug. MéxpL onuepa, 1 amAn
aviyvevon g SE0HEVOTNG TOU AUTOAVTICWHUATOG OTOV CUYKEKPLUEVO OTOXO SeV UTTOPEL Vo
avamapayBel. Towg ol teyvoroyieg vYmANG amddoong otabolv IKAVEG v LETPNOOLVV T
AELTOVPYLIKA UTOAVTIOWUATA 0TO UEAAOV Kal va BonBncouv va yepupwbel autd To KEVO

ONUATOSOTWVTAS LA VEA ETTOXT] YA TN SLAYvwoT) Tov SSc.
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3.5. KAwik1) Swayeipion kot @povtida pe T xpnon £yKapwv SlayveoTikwy
CUGTNUATWV

INpeEpa VTIAPYXOUV KATIOLEG EATILOOPOPES EPAPUOYESG VIO TNV AVIXVELON TWV AUTO-
AVTIOWUATWY oTN @povtida twv acBevwv pe SSC mouv €youvv mpotabel pe Paon v
OTUAVTIKOTNTA TWV OQUTO-AVTIOWUATWY TOU OXETI(ovTalL HE TO SSC WG TPOYVWOTIKA
AVATITUENG TNG VOO0V, KAl w¢ EPYUAELX YIa TN SLAyVWwoN KAl TOV 0PLOUO TWV VTTOTUTIWV TG
vOoOU, TNV TIPOYVWOT KoL ToUG SelKTeG TwV TBavwv Bepamevtikwy otoxwv. H petafaon
and ™ Bewpla oy MPAdn MApaLVTA ATALTEL X OAOKANPWUEVT KAWVIKT Ttep(BaAYm Tov
OTNV ovola €ival Lot TUTIOTIOMUEVT] OTPATNYLKY @PovTidag (cuviBwG SLETMICTNUOVIKNG
@UONG) YLa Evav 0PLOPEVO TIANBUG O, TIOU EVOWUATWVEL TNV TIPAEN TTPAKTIKES BACLOUEVES
0€ AMOSEIKTIKA OTOLYXEIX XPNOLLOTIOLWVTASG Evav QAYOPLOUO 1 €va TTPWTOKOAAO YLlar TNV
kaBodnynon ¢ meplBaAPng M mpotewopevn mepAnym evog oxedlov KAWIKIG
TepBaAYMG yia v afloAoynon kat ) Stayelplor Tov SSc pe Wilaitepn Eu@acn otnv Eykalpn
SLayvwon Tov SSc Kal aTnV EQAPOYN TOU EAEYXOU NUTO-AVTIOWUATWY PE BAOT TA VEOTEPQ

SeSopéva, cuvoyiletal oto Xx€Swo 1:

40



$a1poqIUROINE 2GS

eLIBJID
€102 ¥V INI-YIV *
$alpoqlueoINe 3§S

wesBo1pied01}29|3
auueasd Buipnjoul
}I0M poO|q duljeseqg e

s10059; . 14d * S)BIp uajoms Apnd o
onnedesayy ©J-X 10 1D1S84] o soue||ided
ainny se Anawouew Plojjieu jeWIOUqY o
sa|poqlueoine |eabeydos3 e dy

|euoijouny e S3IPOQIUROINE IGS o SBIPOGIIUROINE 9GS o

uoissaiboud

asvasip .-o-ae!:o_ i

juanaid

SSc

ayvwon

8u

I3

{ o ykaipn

r

r

A

K11G @pOVTISag oV XpnoLpoToLE

Tx€810 1 - Tynuatoeldng odnyog kiwtu

KoL ok autoavTicmpdTmy.

oA TWV

s

-Evpwmaikog Zvvdeopnog kat

ety
Pevpatiopwv [amd Choi & Fritzler 2016, swk. 1] [60]

£ylo Pevpatodoyi

I3

ACR-EULAR, Apepkaviko Ko

leg amo

7

Me mAnpo@op

41



['a ™ Bepameia Tou SSc, elval onuavtikd va apxicovpe va mapeufaivoupe oTig
TIPWLUEG PACELS TNG VOOOU. 'OTIwG ava@EPONKE TIPOTYOUHEVWG, VTIAPYOVV APKETOL oplopol
Yl T TP oTASIx Tou SSC aAAQ TOGO TA KPLTIPLa TOV TIPwLpov SSc doo kat to VEDOSS
TEPUAUBAVOUV TNV aVIYVELON AUTOAVTICWHATWY TOL eivat e&ideikevpeva yia to SSc. H
TAPOVCIA AVTOAVTIOCWUATWY OTA APXIKA oTASLH TNG VOoOU UTopel va evtoTicel acBeveilg
IOV ATULTOVV OTEVOTEPN TAPAKOAOVONON, ATMOTPEMOVTAS £TOL Ul KaBuoTépnon ot
SLAyvwon Kat 0dNywvTag o€ KAAVTEPH BEPATIEVTIKA ATIOTEAECUATA.

OtaoBeveic pe mpwipo SSC Ba mpémel va agloAoyovvtal yia to Badpo cuUUETOXTG TWV
opyavwv otnv eamilwon ¢ voocov. H aviyvevon avtiocwpdtwv mov oxetilovtal e
EKONAWOELS 0PYAVWV TIOV GYETI{OVTAL PE TO SSC aTd TNV apxn NS TopEelag TG vOGoU ptopel
v KaBoSNYNOEL TIG £PEVVEG UE ATIOTEAECUATIKO KAl aTod0TIKO TPOTO. H TTpwiun @don tov
SSc elval emiong éva mapdBupo BepamevTiKnG eukalplag yia TN petafoAn g eEEAENG NG
vooov Kal TV évapén tng Bepameiag pv amo tn un avaotpéPyiun BAARN. Zto péAdov, elval
A woTe TBaVO Vo VTTAPEOLY TTAPEUPACELS KATA TWV AEITOVPYLKWV AUTOAVTIOWUATWY KAL
N Bepamela pmopel ocvvenwg va eatopilkevBel oto emimedo TOL TPOPIA TOV KABEVOG €

QUTWV.
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KE®AAAIO 4

M1 @apuakevTiK) Oepamneia kat SSc: pua voonievutiki) mapéupfacmn

4.1. Elcaywyn

Ta tedevtala xpovia, €xel Sobel Owaltepn TPOoOXN OTIS UN QAPUAKOAOYLKESG
TAPEUPACELS O OTMAVIEG PEVUATIKEG aoBEVELEG OTIwG To SSc. Qotdoo, egakoAovbel va
UTIAPXEL 1] AVAYKN VA SLAKO@AALGTEL 1] LATPLKT] EVALOONTOTONOT) OXETIKA [LE TN ONUacio TNG
@uokoBepameiag PeTadL TwV AoBeVOY, TWV VOONAEUTWV Kol GAAWV ESIKWV yla TNV
EQEUPLOYN AUTWV TWV PN QAPUAKOAOYIKWV TIHPEUPACEWY OTNV KAONUEPLVT] PPOVTISH TWV
acBevwv pe SSc. Ztnv mapovoa @acn, n @uoikobepameia Bewpeital pla Stadikacio pe v
omoia ol aoBeveig Tpoomabolv va ATMOKATAGTIOOUV Kal va Siatnproovv m BEATIOTN
OWUATLKY, TIVEVHATIKY, KOWVWVIKT, EMAYYEALATIKY KAl CLUVALCONUATIKY] TOUG KATAOTOHON.
Elvat emopévwg pia oAokAnpwpévn mpooéyylomn, 1 omola TepAapfBAvel TN CWHATIKNY
SpaotnNPLOTTA, KABWGS Kl TIG apxES TNG SEVTEPOYEVOUS TTPOANYTG KL TOU VYLELVOV TPOTIOU
{wng, oL omoieg Bacilovtal otn ocvvepyaoia, Tn SpacTNPLOTNTA KAl T CUUHOPEWCT] TOV
acBevolg pe TIG oLUBOVAEG TOV LXTPOV Kot Tou voonAevtr. Elvat avapgiofimrto o6TL n
OWHATIKN adpaveln elval  €vag OoNUAVTIKOG Tapayovtag Kwwdvvou TO0O Yl To
KapSLAYYELAKA 000 KL YL TO AVATIVEVOTIKA CUCTNHATA, 0AAG Kot YioTi pmopel va odnynoet

0€ AELTOVPYLKOUG TIEPLOPLOUOVG KAL XELPOTEPT TTOLOTNTA (WG LaKPOTIPOBET QL.
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4.2. M1 @UPUAKOAOYIKEG VOONAEVTIKEG EMEUPACELS

'Omtwg 1on eldape 0To Ke@dAato 1, 1 vwon eivat To KUPLopYo XapaAKTNPLOTIKO TOL SSc
KOl EMNPEALEL TOGO TO SEPUA 000 KL TA ECWTEPLKA Opyava, LOLAITEPA TOUG TTVEVUOVES, TNV
KapSLA KoL TO YOO TPEVTEPIKO cwANva. Kat TapoAo o 1 oTtAayVvikn eUTTAOKN elvat uTTELOLYT
yia@ v auinuévn Bvnowotnta o€ autn v aocBéveln, 1 puookeAeTik  (TLY.
apBpadyia/apBpitida, cvpmtwpata @AeBoxopfiag kat pvikn advvapia) kot Seppatikn
TpocfoAn TpocBETOLVY TTEpALTEPW TIPOLANUATA OTOUG ACOEVEIG OGOV POpPA TN HelwoT NG
AELTOVPYIKOTNTAG, TNV TOLOTNTA {WNG KAl TNV LKAVOTNTA Vo EPYATOVTAL 1] VA EKTEAOVV
KAOMUEPLVEG SpACTNPLOTNTES.

Ta tpéxovta BepamevTikd TPWTOKOAAA Yl TN Bepameia Tou SSc meplhapufdavouv
OUUTIWUATIKY Bepameia OTav ekdNAWVETAL € 0pLoPEVA OpYyava. LoTOCO, LEXPL ONHEPA SEV
EXOVUE ATOTEAEOHATIKN Bepatela TNG LOTIKNG tvwong. H pn @apuakoAoyikn avTLLET®TILON
TwV acBevwv pe SSc e KUPLo GEOVA TO HUOCKEAETIKO CUG TN KoL TO TipooefAnuévo 8épua
XpPNoeveL Tooo ylati fonbasl ot pelwon Tov TTOGOOTOU TNG avamnpiog kat T BeAtinwong
™G ToldTNTag (WG TOU aoBeVoUg aAAA Kal ylatl cupBaAdel otn pelwon tng emPBapuvong
TOU 0PYOQVIOHOU aTtO TN VOGO KL TA CUUTTOHATA TNG. LNUAVTIKOL TTEPLOPLOUOL TTPOG QrUTY)
NV KATteLOLVOT OTIWG SLAPAIVETAL KAl ATIO TIG UTIAPYOVCEG STUOCLEVCELS E(VAL Ol ULKPES
opades aobevwv, 1 amovcia OUASag EAEYXOL, 1 TUXALOTIOMNOT KAL 1) 1) TIpakoAovOnon g

acBévelag o fabog xpovov [1-5].
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4.2.1. Xp1on mapa@ivng

Mia am6 TG peBdSovg ToOL XPNOLUOTIOLOVVTAL GUXVA 0T @uolofepameia Twv
PEVHATIKWV VOowv elvalt 1 Bgpameia mapagivng. H mapagivn pevotomoleltat o€
Bepuokpaocia 52-62 ° C. T va xpnowpomowmBel avtn 1 Beppdtnta, N TOHPA@iv) TIPETEL VL
EQUPLOCTEL 0TO CWUA OE VYPT] KATAOTAOT KAL VA APEDEL va 0TEPEOTIOMNOEL KATA T SLAPKELX
™G e@apUoyns. Ze i puerétn tov 2004, omov 17 acBevels vméomoav Bepameia pe
Tapa@ivn o€ cLUVSLVAGCHO [LE AOKN O™ 0TO Eva XEPL (To oTtolo emAEXONKE TUY Al KoL 6TO GAAO
XEPL EQAPUOOTNKE QTAN QoKnom), LVTNPEE onpavtikn BeAtiwon oty KAuPm Kot tnv
EMEKTAOT TWV SAKTUAWYV, TNV KIvNnom TV avTixelpwy, TNV KAPPm, TV avTAnmt) Suokapio
KL TNV EAAOTIKOTNTA TOU 8£pUATOG 0TouG aocBeveic mov vmofAnOnkav oe Tapéufoaon

Tapa@ivng o€ cLVSVACHO e AoKN O™ o€ cVYKPLOT) LE TOUG dAAOVG acBevels [62].

4.2.2. ZTOPATOTIPOOWTILKEG ACKIGELG

H otopatompoowtiky meployn eivatl oAU onpavtikn kabwg efummpetel Sta@opeg
Aettovpyleg Tov elval amoapaltnTeg yao v emPiwon oto avBpwmivo cwpa. Ou TLo
ONUAVTIKEG ATO AQUTEG elval 1 TPOCANYT TPOENG Kal 1 cupufoAn ™¢ otnv avamvon. H
OUVTOVIOUEVT] AAANAETIISpaoT) TG SPACTNPLOTNTAG TWV LUWV TOV TIPOCWTIOV ETILITPETEL TNV
EK@PAOT TNG AEKTIKNG Kol apBpikng opdiag. Tautdxpova, 0T GTOUATOTIPOCWTILKY| TIEPLOXN
Bplokovpe meplocdTepOUG amd 50 pug Tov TPOSWTOU Tov §ivouv TN SUVATOTNTA OTOUG
avOpWTOUG va EMKOLVWVOUV XWPI§ A0yl KAl VX EK@PAOLV Ta oLVALCONUATA TOUG UE
ovomaoels. Kavéva dAAo népog Tou avBpwIVou cWUATOG SEV ETITEAEL QUTY TNV KOLVWVIKY)

Asttovpyela. Ze aoBeveig pe SSc, 1 oVoEEN Tov S€PUATOG KAl 1| UUIKN atpo@la oTnv
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0PO@ATLIKI) TIEPLOXT] 061 YOUV 0€ ATWAELX TWV EKPPAGEWV TOV TIPOCWTIOV KAL GTO (PALVOUEVO
TOU «TIPOCWTEIOL» - 0 AoBeVNG @aiveTal OTL popdael pa paoka. MapdAAnia, ot TaxVOVOELS
TOU SEPUATOG GTO OTOUA KAL TNV TEPLOXT] YUPW ATO AUTO GUUBAAAOLY OTNV AVIKAVOTNTA
TOU UNYOVIKOU VO (YHOTOG TOU GTOUATOG, 0TN SNULOVPYLX LIKPOGTOWING, TIOV 0€ GUVSVAGHO
UE GAAX CUUTITWHATA, OTIWG 1) ENpooTopia, pmopel va 08nynoovv o€ mTpoANHaTa 050VTIKNG
KOl OTOUATIKIG VYLEWVNG 1] AKOUA KAL VA TIHPEUTTOS GOV TNV TIPOCANYT TPOPT|G.

Ye m evdlapépovoa €psuva amd toug Yuen Hon kat cuv. [63], pedetnOnke 1
EMSpaon UG OEPAG CTOUATOTPOOWTIKWY QOKNCEWV TOU TPAYUATOTIOLOUVTAV GTNV
OlKEIX TWV AOOEVWV [LE OTOXO TO OHOAO GVOLYUX TNG GTOUATIKNG KOIAOTNTAG OE EVIALKES
aoBeveig pe SSc. H peAémn emkevipwbnke oe 48 aocBeveic pe SSc ot omolot ywplotnkav
Tuxaia oe Vo opddeg (TMapéufaomng Kat EAEYXOV) KoL TWV OTOIWV TO CTOUATIKO Avolypa
eCETAOTNKE KATA TNV Evapdn ™G Bepameiag, Emetta and 3 uveg kat Emetta and 6 uves. H
opuada moapeppfaocng LMESTN Ul TOAVTAgLPN TaAPEUPAOT OTOUATIKNG ULYelag Tov
TEPNAUBAVE TIPOCUAPUOCTIKEG CUOKEVEG OTOUATLKNG UYLELVNG, 0ONYLES KAl ETIISELEN OXETIKA
LLE TN XP1)OT) TWV CUOKEVWYV, BOUPTOIONA TWV SOVTIWV Yyl 2 AETTE Kot 050VTIKO vijpa 00
@opEG TNV NUEPA VLA 6 u1veS. H opdda eA€yxou édafe ouvnBilopévn odovTiatpikn tepBaAym.
Ol CUPPETEXOVTEG HE SLAPETPO OTOUATIKNG KOMOTNTAG <40 mm otnv opada mapéufaong
VTIOBANONKAV GE TIPOYPUAUUA EVTATIKIG AOKNOTG, TO OO0 TEPLEAGUPBAVE AOKNOELS YIA TO
otopa pe ™ Bonbewx EVAwov pafdioy, SVo @opég TV Nuépa, yia 6 Aemta oVVoAo o€
Staonua 6 pnvov. Ta amoteAeopata £6e§av oNUAVTIKY AVENON TNG KOWOTNTAG 0€ acBeveilg
™G opadag mapEUBacng HECH GTOVG TPWTOUS 3 UNVEG, aAA& OXL LSLlaitepn TTPO0SO PETA aTIO

6 unves. QoTO00, 1) CUUUOPPWOT LE TOUG AKPLBEIS KAVOVES TOV TIPOYPAUUATOS 1) TAV XAUNAN
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(48,9%), yeyovog Tov evEEXOUEVWG EXEL SLACTPEPBAWOEL TAL ATIOTEAECUATA QUTIG TNG LEAETNG
[64].

Ye pa peA€tn amo toug Pizzo et al., e€eTaoKAV OL EMMTWOELG EVOG U1 XELPOVPYLKOU
TPOYPAUUATOG AOKNONG TIOV EYLVE OE CUVEPYATIX LLE VOOTIAEVTEG KAL (PUOLKOOEPATIEVTEG OE
10 aoBeveig pe cofapd CUUTITOUATA PKPOOTOMING 1) OTola cLVSESGTAV e TO SSc (UEYLOTO
AVOlYHo OTOUATIKNG KOootnTag < 30 mm). Ot aoBeveig kKANONKavV va eKTEAEOOLV €va
TPOYPAUUA AOKNONG, TO OTOL0 TEPLEAAUPAVE AOKNOELS TEVIWHATOS OTO OTOUA YA
TOVAd)LoTOoV 15 Aemtd, SV0 OPEG TNV NUEPQ, KAl AOKNOT 0TO OTONA pe TN BonBela evag
nodakol &OAov kabnuepwva yix 18 gfdouades. Me 1o mépag Twv 18 efSouddwy,
a&loAoynbnke n emiSpacn TG ACKNONG LE LETPTOT) TOV HEYLOTOV AVO(YHATOG 0TO 6TOp. To
TPOYpappa ACKNONG BEATIWOE TO AVOLYX OTO OTOUX OAWV TWV ACOEVWV, EVW GTO TEAOG TNG
TePLOSov Twv 18 efSopddwyv, 6Aot oL acBeveis Tapatpnoav OTL 1] KATAVAAWOT TPOPNG, M

OMALA KOL 1) OTOPATLKY VYLEWT] BEATIwONKaY atobnta [64].

4.2.3. dvowkoBepamncia

H @uowoBepaneia amotedel onuavTik) TTUX TWV U @OPUAKOAOYLKWV
TIPOCEYYIOEWV OTIG LATPLKES ETILOTNLES, KABWGS aoyoAeital e TNV TPOANYM kat TN Bepameia
TWV SlATAPAYXWV TOU HUOOKEAETIKOU cvotnpatos. H @uoloBepameia Sivel Saitepn
TPOCOXN OTOV ACOEVT] KL 0TI AVAYKEG TOU TIOU UTTOPEL var Elval TIOAD SLPOPETIKEG AKOM
Kal avapueoa o€ V0 ATOHA TIOU TAOXOLV €§loov amd SSc. XTOX0G TNG OAOKANPWUEVNG
@vuolofepameiag eivat va Bpebel 0 KAAUTEPOG TPOTIOG VA HETPLAGTOVV 1] va eEaAELPBOVV T

TpofAuaTa vyelag kat 1 Statrpnon g veiag pakpompodeoua.
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Y& (o eAEyXOUEVT KAWVIKI HEAETN amd Toug Antonioli kat ouv., oL cvyypa@eig
a&loAdynoav v emidpaon evog eEEISIKEVUEVOU TIPOYPAUUATOS ATOULKNG XTTOKATACTAOTG
mov TePAdpUPBave aoknoelg mpobéppavong kat Poving, eKMalSELON TWV  KWNTIKWV
AELTOVPYLWV KAL TOU AVATIVEVOTIKOU SLA@PAYUATOG, EAEYXOUEVEG AOKNOELS B11XA, XOKNOELS
o€ 81adpopo, TEVTWHA TwV SaKTUAWVY Kol epyobepameia yia 2 efSouades pe KaONUeEPLVES
ouvedplies Suapkelag 30 Aemtwv (ouvodika 10 cuvedpieg). Ot aobevelg emaveieTaoTNKAVY
EMelTa amo 2 Kot 4 unveg avtiotoya. H opdda eAeyxov amotedovtav amd 17 acBeveis ot
omoiot 8ev EAafav kapia pop@n amokatdotaons. Ot cvuyypa@eis agloddynoav tnv agpofia
LKOVOTNTA, TN AELTOVPY X TWV XEPLWV, TOUG TIEPLOPLOUOVG OTLG KAOUEPLVEG SpATTNPLOTNTES,
™V ToLoTNTA {WNGS KAl Ta TPoBAN LAt IOV oXeTI{ovTav [E TO SEpUa o€ OAOVG TOUG aoOEVEI.
Y10 TEAOG TNG TETPAUN VNG TTEPLOS OV, TTapaTn P ONnKe BeEATiwoT otV avTiAnym TG ToLOTNTAG
(w1NG, KAKAVTEPN AVTOYXT 0TV AOKNOT KAL KAAVTEPT] KV TIKOTNTA TWV XEPLWV OE CUAVTIKO
aplduod acBevwyv pe SSc [65].

AgSopévou 0TL oL aoBevels pe SSc avépepav PEYAAN avaykn va AdBouv vTtoo T pLEn
Kol EKTTai8eVoT OYETIKA PE TN vOoo Toug, ot Kwakkenbos kat ouv. avémtuéav éva ocuvtopo
Puyxomadaywyiko mpdypappa Baciopévo o opAdeS, To omolo afloAoynOnke o€ P LEAETN
TAPATNPNONG TPV Kol UETA TNV €&étaom. Ol OCUUUETEXOVTEG OCUUTATIPWOAV Eva
EPWTNUATOAOYLO AELOAOYWVTAG T CWUATIKI Kol PUXLKN TOUG KATAOTAOT. LT OUVEXELQ,
Mmobnke amd Toug aobevel va a§LOAOYNOCOUV TO TEPLEXOUEVO TOU TPOYPAUNATOG
XPNOLUOTIOLWVTAG €V EPWTNUATOAOYL0. XTNV €pevva ovppeteiyav 41 aocBeveig. Ot
oLYYpPAE(S SlamioTwoav PEYAAN IKAVOTIO(NOoT TwV acOeVWV PE TO TPOYPAUUA, LLKPOTEPT
advvapia peTtd amd TS TapPeUPACELS KAl PHEYAAVTEPN ATOS0XN) TWV TEPLOPLOUWY OV

EMUPEPELT aoBEVELa. QOTOCO, SV TP AT PNONKAV SLAQOPEG GTN POTIT) TIPOG TNV KATABAWM
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N o1 ocwpatiky Asttovpyia. Katd autd tov tpomo, autd To TPOYypauua YUXOAOYLKNS
eKTaibevong Kat VTOOTNPENG CLVERAAE TEPLOGOTEPO OTNV LKAVOTIONOT TWV AUECWYV
AVAYK®WV TV aobevwv pe SSc kat otn BeAtiowon g @povTidag Toug Kabws amoTéAeoe

TOAUTLLO 081 YO YLA TO VOOAEUTIKO TIPOCWTILKO [66].

4.2.4. Mlpoypappata avtodlayeiplong

To 2013 xat to 2014 ot Poole kat ovv., ofloAdoynocav &vo Tpoypdppata
avtodiaxeiplong ywx acbeveis pe SSc mou Snulovpynoav, Kol TOV QVTIKTUTO TOUG OTHV
avtodiaxeiplon Twv acBevwv pe SSc. To mpwto mpoypappa (2013) mepdapufave eva BiLAlo
epyaciag kat éva DVD (mov otdABnke taxvdpopkd otovg acbeveig), To omolo Tapelxe
TANPOPOPIES Y1 TIS LATPLKEG TITUXEG TNG VOoOoU, TN Suc@ayla, T Staxelplon g KOTWONG,
TIG KAONUEPLVEG SPACTNPLOTNTES, TN CTOUATIKY VYLELVT], TNV TEPLTOINOT TOU SEPUATOG Kal
TWV TPAVUATWY, SLAPOPES AOKNOELS KAl GAAX ELSIKA XAPAKTNPLOTIKA TNG VOGOU. ZapavTa
EVVEQ CUPUETEXOVTEG AELOAGYNCAV T CUVOALKI) ETSPAOT) TOV TPOYPAUUATOG TTIAPEXOVTAG
aVATPOPOSATNON HECW ULAG OELPAG EPWTIOEWY, CUUTAT|PWVOVTAG TO TTPWTOKOAAO Yl TNV
KATAOTAOT TNG VUYEIDG TOUG KOL OUUUETEXOVTAG O€ Ml oLvévteuén afloAdynongs. Ta
ATOTEAECUATA TNG LEAETNG €8ELEV pelwon otV KATABALT, TNV KOTIWON KAl TOV TTOVO Kot
BeAtiwon o Aettovpyla Twv XepLwv. QoTOCO, 1] LOVN OTATIOTIKA OT|HAVTLKY 0AAXYT) 1TAV
0 KaAUTEPOG EAeYX0G TOV TTOVOL. EmumAgoy, 1) peAetn €6e1&e OTL TO TTPOYPAPUA 1TAV EVKOAO

0N XP1|0T), OLKOVOULKO Kol Tpocfdotpo [67].
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4.3. 0 pdAog Tov voonisvti)

0 pb6Aog Tov voonAegutn otV Tapoyxn Bonbelag otovs aobevels pe SSc elvat TOAY
ONHAVTIKOG KaBwGs Toug BonBd& va avTILeTWTIo0VY TNV aoBEVELd TOVG o€ OAa Ta otadia. Ta
CUUTITWUATH UTOPEL aKOUA KAl KABNA®WOoOoUV Tov acBevn) Kol KUHXIvovTal amd €AKn Kol
KN TIKA TIPOoBANHATA £WG EVTEPIKA TIPOLANHATA. ZTO TIPWTO HEPOS AUTNG TNG TTapEuBaons
EIBUE OUVOTITIKA KATOLOUG QO TOUG TPOTIOUG HE TOUG OTOIOUG 1) ToldTNTa (NG Twv
acBevwv pmopel va BeATwOel xwplg oUVEXEIS PAPUAKOAOYIKEG eMEUPAOELS KAl UE TN
BonBewax twv voonAevtwv. Mlapoéda autd, n €pevva yia Tn HETABOAT TTPOG Vo TAXIGLO OTTOV
1 @APUAKEVTIKY aywyn 6g Ba mailel kaboploTikd poAo otnv Slaxeiplon TG vooou elval
akopa o€ epfpuako otaduo.

Ye kdBe mepimTwon, 0 PpOAOG TOU VOONAEUTH €KTOG ATO TPAKTIKOG elval Kal
EKTIALSEVTIKOG OAAQ KL UTTOOTNPLIKTIKOG KABWG KAAVTITEL SLAPOPEG TITUXESG TNG ACOEVELXG,
Omw¢ N Sadikacia TG VOGO, N KATAVONOT KL 1) AVTIUETWOTILON TWV CUUTTWHATWY, 1)
Slaxelplon Twv @ApUAK®WY KAL) TTapakKoAoVO1 o1 Tou alpatog, 1 Staxeiplon Twv TANYwV Kot
EV YEVEL 1 KAOMUEPLVY] QVTILETWTILON HLAG XPOVIAG KOBEVELAG. XTOV TAPAKATW TIvVaKo
(mivakag 2) £xouv ovykevtpwBOel pepkés amd TG PACIKOTEPEG VOONAEUTIKES
odnyleg/mapepPacels o SLAPOPA CUUTTWUATA TOV SSc TMOAAG amd Ta oToia €xouv NoN

ov{nmOel 0TO TPWTO KEPAAQLO:
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TVumTTWpa

Awxtapoayég 6Tov

LAZATIV 4

MpofApata ctnv

Kapdua

EmunmAok£G 6T0 VEQPO

NoonAevtikég 08nyieg / mapepfacelg

AlakoTr) Kamviopotog

BeAtiwomn g maAvSpounong
ZUUUOPPWON UE TN PUAPUAKEVTIKI 0ywy|
ZUUUOPPWON UE TIG SLAYVWOTIKEG HEAETES

O&uyovoBepameia oto omitL av kplBel amapaltnto

ATmo@uyn évtovng SpactnploTnTAS Kot 061ynong
Apeom eVNUEPWOT TOV LATPOV OE TIEPITITWOT TIOV Ol
EVOXANOELG ATTOTEAOVV VEO CUUTITWHA (cVpPBapa)
Le mepimtwon mov o acBevig TapovoLalel
OUUTITOUATA TIOV TTAPATIEUTIOVV O KAPSLAKN
appuvBuia 1 aAAn kapdiaxn BAGPN o voonAsutig
OPEAEL VA TA AVAPEPEL AETITOUEPDG OTOV

Bepamovta LaTpo

Y& a0DEVE(G LE VEPPLKEG ETIITAOKEG KAL YLX TNV ATIOQUYN

VEQPLKNGS BAGPNG 0 Voo Aeu TG 0EeideL v

Evtomioel kat va Bepamevoel Tnv vPmAn apTnpLakn
Tieon ypryopa

EiSomonoel apécsmws TO yLaTpO GG EAV 1] APTNPLAKN
Tieon etvat VPMAT (edv 0 avwTEPOG APLONOG
vntepPatvel to 150 1 0 KatwtePog aplOuog

vmepPatvel ta 90)
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EmumAokég oTtov
YXOTPEVTEPLKO

cwAnva

[MapdAANAq, 0 VOONAELTNG O@PEIAEL VA EVIIUEPWTEL TOV

acBevn:

e Noa maipvel cuxva TNV aPTNPLAKT TOV TECT) KAl
Wavikd v (Sla wpa kabe pepa

e '0Oti1 6601 NG PAPUAKEVTIKIG AYWYNG EVEEXETAL VX
aAAGEEL

o 'OTLTIPEMEL VA YIVOUV ELSIKEG EPYACTNPLAKESG LEAETEG
vy va SlamotwOel 0TL oL veppol Aettoupyovv
KQVOVIKA

e Edv kpBel amapaitnto, va yivel voonAeia yla va
eMITEVYOEL YP1YOPOG EAEYXOG KL EMAVAPOPA TNG

QPTNPLOKNG TILEON G

0 voonAeu g o@eidel va TIHpoxw PO EL ELSIKEG SLATPOPIKES
OUVUBOVAEG 0TOV 0BEVT] £TOL WOTE VA TIEPLOPLOTOVV TA
OUUTITWUATA TOU KAUGOV. L€ QUTEG TIEpLAaBAvovVTaL Y

QATOPLYN TWV TIAPAKATW TPOPWV:

e AAk00OA KoL COKOAGTA

o '0O%veg TPOWES (.. TOPTOKAALA, CAATON VTOUATAS)
e Tnyavntd yebpata

e Tedpata pe VPMA TEPLEKTIKOTNTA OE ALTIAP A

e Fastfood

o TaAaKTOKOMIKA

o QuaAoyxavikda

o [ikdvtika @aynta
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Aeppatikég

ETUTIAOKEG

Emumpoobeteg odnyie:

Na un ylvetat KatavaAwaon Tpo@ng 2 wPEeS TIpLV atod
™V Wpa ToL VTIVOU

Apyn KatavdAwon NG TPOENG OE UIKPEG HePIOEG
Mikp£g YOUALEG vEPOU PETAED TNG KATAVAAWGTG
TPOPNS

[ToAAG Kol iKpA YEVUATH HECQ 0T HEPA

Le mepimtwon mov To aloBnpa Tov Kavoou Sev VTTOXWPEL, 0

VOOMAEUTNG TTPOTEIVEL:

AvOwomn Tov Ke@aAloV 0To KPEPATL O€ HIKPT] KALOT
€TOL WOTE 0 0LOOPAYOG VA BpeBel TILo TAVW ATIO TO
OTOMAXL

Melwon ™ mieong oto otopdyt (T.x. pelwon tng
EVTOVNG AOKNOMG KAL ATIO@UYT] TIOA) EQAPUOCTWV
povXwV)

Alatr)pnom ToV CWUATIKOV Bdpoug o€ vy emiTeda

['a v amouyn ™ Enpodepuiag:

Amo@uyn vimAng B€ppavong

Xpnon camouviov NTag cVVOEONG Kol TEPLOPLOUOG
TOV 0€ OUYKEKPLUEVEG TIEPLOXEG OTO OCWHA (TL.X.
KATW amo Ta xépla kat otn BovBwvikn meploxn)
Koo EeEmivpa pe ag@Bovo vepod PeTa TN xprion
oaTOLVVLIOV

Xpnon xAlpov kot 0L (EoTOV VEPOL 0TO SEPUA
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MUOOKEAETIKEG

ETUTIAOKEG

PuxoAoyLKEG

ETUTIAOKEG

Xpnom baby oil

Xpnon 81KV, VTTOAAAEPY KOV CAUTTOVAV XWPLG
apwpa

Zuxvn evuddtwon

Xpnon yavTiwv Kol GAAwV TIPOCTATEVTIKWV OTAV
ylveTaL xp1on amoppuTavTIK®V KaBaplopov 1
AAAWV XM UKWV

ATIo@UYN AVTIOTAULVIK®OV QAPUAK®WY KABwG
evioyvouv TV npodepuia

Xpnomn 81K G, VTTOAAAEPYLKNG OKOVNG YL TO
TAUGLLLO TWV POUXWV

Xpnon avtnAtakov pe vPmAo Seiktn TpooTaciag ylo

™mv €kBeom otov Ao

Mn @apuakoAoykég TapeUAcels:

AcoKNoELg XELPOGS KAl SAYXTUVAWY
Acoknoelg evpovg Kivnong
Aovtpd Tapa@ivng

Maoal kat puoikoBepameia

AepofiIKn YUUVAOTIKY] 0TO VEPO

0 p6Aog TOL voonAeuTt) elval va TTapeXeL Kot PuxoAoyikn
ompn oe aocBeveig pe SSc kaBwg 1 Swadikaocia ™G
Bepameiag elvat 18Laitepn MOV KAl KATL TETOLO UTTOPEL VX
emnpedaocsl v Yuyoloyla Ttov acBevols oe Sldopa
emimeda. Ilapoda avta o voonAevutng 8e pmopel va

QVTIKATAOTNOEL TOV €81k0 Puxikng vyeiag (PuyoAdyo M
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Yuxlatpo) o6mov TpemeL va amevBuvovtal ol acBeveis pe

OUUTITOUATA KATAOAWMG KAt cUYYXLOT|G.

Emmlokég otn Ta cvpuntwpata touv SSc evééxeTal va emmMpPedoovy Kot ™
A A r r 4 4 4
oe§ovadikn) {w1) oefovadikn) (w1 TOU aoBevolG LE CUUTTWUATA OTWG
OTUTIKN SUCAELTOVPYLA Yl TOUG GVEPES KL EpavoTn Tou
KOATIOU Yia TIG yuvaikeg. O voonAeutig pmopel va tapépfet
Yl TA QUOIKA CUPTITWHATA AAAQ o€ Kapia epimTtwon Sev
UTTOPEL VA AVTIKATAOTNOEL TOV €L8IKO 0EEOVAALKNG VYELAS
OTIOV TPETEL va atevBUvoVTaAL 0L ACOEVEIS PE TA TTAPATIAV®

OUUTITOUOTA.

Mivakag 2 - NoonAsvtikég 081yleg KoL TApeUPAGELS 6TIC KUPLOTEPES EMTMAOKEG TOV SSC

H wtpikn kat voonAeuTikn @povtida tTwv acbevwv pe SSCe Stapépel amd xwpa o€
XWPA, AVAAOYQ PE TNV ETIKPATNON TNG VOOOU Kol TN XPTHATOOIKOVOULKT] KOl OPYOVWTIKY
Soun TOV EKACTOTE CUOTIULATOG VYELOVOLIKN G TtEPBaAYMG. H KAWVIKT TIpay LATIKOTNTA OTIWG
ExeLSlapopewbel ta tedevTaia xpdvia oto SUTIKO KOO, Selxvel OTL Sev elval xprioLpol Lovo
Ol PEVLATOAOYOL KAL OL SEPUATOAGYOL VLA TOV TIEPLOPLOUO TNG AOHEVELNG KAL TOV EAEYYO TWV
OUUTITWUATWY. ENUAVTIKOS elval KATopYNV 0 pOAOG TwWV VOONAELTWV KABWS Kol GAAwY
LATPLKWV Kol THPolaTPIK®WV ESIKOTNTWY (TL.X. PUOIKODepATEVTEG, PYuyoAdyol) Kabws N
AVAYKN LG OALOTIKNG Bepameiag elval adtap@opntnT.

Me Baon ta dedopéva TTov €EETACAE O€ AUTI TNV EPYACiA KoL TNV KOUB KN onpacia
TWV QUTOAVTIOWHATWY 0TV TIPOYVWOoT), TN Sldyvwon kal T Stayeipton Tov SSc, kabiotatal
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OQ@EG WG 1M VEOTEPT €PELVA YL TO SSc €xeL MAPEL TNV KATELOULVON TNG KAAVTEPNG
KATAVONoNG TWV SLYVWOTIK®OV KoL TTPOYVWOTIK®WV KPLTNplwv Tov xapaktnpifouvv tn vooo,
£TOL WOTE VX VTIAPEELT) BEATLOTN BEPATIEVTIKNY AVTIUETWTILOT GTO TIPWLUO GTASLO TNG VOGOU.
Q¢ ATMOTEAEGUA OAWV AUTWV TWV EPEVVWV KATA TNV TeAevTaln dekaeTia, Ta dTopa Pe SSc
UTTOPOUV VA TIPOSRAETIOVY 0 BEATIWUEVEG KAWVIKEG EKPACELS OTO HEAAOV UE EUPAOT) OTNV

aLoON TN KAAUTEPELOT) TNG KAONUEPLVOTI TAS TOVG.
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YYMIIEPAXMATA

ZUVOTITIKA, T UTOAVTIOWUATA BEWPOVVTAL ONUAVTIKOL SEIKTES Yot TNV EyKalpT Kal
akpf Sidyvworn tou SSc, kabBwg oxetifovtal peE SLHKPLTA KAWIKA UTOOUVOAX KOl
SLAPOPETIKA TIPOYVWOTIKA XAPAKTNPLOTIKA IOV LETAPAAAOVTL 000 EEEAICOETALT) VOOOG.

[TA€0v, XpMOLUOTIOLOVVTAL TILO EVAIOONTEG AVOTOSOKIUAGIES VIO TOV EVIOTILOUO TOUG
Kol ExeL ava@epBel ouxvoTEPN CLVUTIAPEN AVTOAVTICWUATWY 0 KoBeVE(G Pe SSc amd OTL
TILOTEVOTAV TIPOTYOUUEVWSG.

TéAog, Ta TUPNVIKA OUTOAVTICWUATA TIOU KATELOUVOVTOL KATA OPLOUEVWV
KUTTAPLK®WV AVTLYOVWYV TIPOKAAOVV TIOIKIAX CUUTITWUATA IOV EVEPYOTIOLOVV T V0O ALK
KUTTOPQA, CUUUETEXOVTAG KATA QUTO TOV TpOTo otnv maboyeveon tou SSc. H evdedexng
UEAETN TOV TTBOYOVOU POAOU TWV AUTOAVTIOWUATWY Ba 08NyNoeL o€ KAAVTEPT TIPOYVWOT)

KO TILO ATTOTEAECUATIKOVG BEPATTEVTIKOVG GTOXOVG.
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Ewova 1: Zynuatt

(avamapaywyn amo Denton kot cuv. 2017)
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Ewova 2: Aktvoypagia aktivwv X dvw dkpov, 6Ttou Sta@aivovtal 1ieg
aoBeotwoelg Tov yapaktnpifovv to cvvdpopo CREST.

[Inyn: https://en.wikipedia.org/wiki/File:CRESTsyndrome.png (teAevtala emiokeym
otnv otooeAida, 15/09/2019).

64



Ewova 3: AoBevi|¢ pe oupuTTOUATA SLEXVTNG SEPUATIKNG OKANPOSEPUinG.

[Inyn: https://www.pulmonologyadvisor.com/home/topics/restrictive-lung-
disease/progressive-skin-fibrosis-in-ssc-associated-with-lung-function-decline/
(tedevtaia emiokeym otnVv otocerida, 15/09/2019).

Normal
Circulation

Constriction
of a small
blood vessel

Raynaud’s Phenomenon

White due Blue due to Red when
to lack of lack of oxygen blood flow
blood flow returns

Ewkova 4: Zynuatikn eme€ynon Twv CUPTTOUAT®V Tou @awvopévou Raynaud.

[Inyn: http://apsfa.org/raynauds-phenomenon/ (teAevtaia emiokeym otnv 1oTOC0EAISQ,
15/09/2019).
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