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1. TI EINAI TA CAPS

1.1 T eivay;
Ta oxeTllOueva Pe TNV Kpvomupivn mepLodikd cbvdpoua (Cryopyrin-
Associated Periodic Syndromes, CAPS) amoteAo0v pla opdda ondviwy
QLTOPAEYHOVWOWY voonudTtwy, otnv omnola neptAauBdavovtal To
OLKOYEVEC QUTOPAEYHOVWOEC cUvOpopo ek woyouc (Familial Cold
Autoinflammatory Syndrome, FCAS), to cOvdpouo Muckle-Wells (Muckle-
Wells Syndrome, MWS) kat To Xpovio BPePLKd VELPOAOYLKO-OEPUATLKO-
apBpLTLkd cbvdpouo (Chronic Infantile Neurologic Cutaneous Articular
syndrome, CINCA), nou €ivatl yvwoTto Kal WG MTOAVCVGTNUATLKA
PAEYHOVWONC VOOOC vEOYVIKAC eppdvionc (Neonatal Onset Multi-
systemic Inflammatory Disease, NOMID). Avtd ta gOvdpopa elyav
APXLKA MEPLYPAPEl WG EEXWPLOTEG KALVIKEG OVTOTNTEC, AP TLC
KATIOLEC KALVIKEC opoldTNTEC TOLC. OL aoBevelc, dnAadn, mapovatdlovv
OLXVA AAANAETILKAALTITOUEVA CUUTITWHIOTO IOV oxeTICovTal UE
CLOTNUATLKH PAEYHOV Kal ata omola mepLAapBavovTal 0 MuPeTOC, TO
depuaTikd €E4vOnua ov eupavifeTal WS Kvidwaon (yevdo-kvidwan) Kat
N MOWKIANG BapOTNTAC CUMPETOXH TWY APBPWCEWV.

AuvTtd Ta Tpla vOorUOTA AMOTEAOLY HEPOG €VOC eviaiov PATUATOC
Bapvtntac: to FCAS elval n o Amua katdotaon, To CINCA (NOMID) n
o goBapr, Evw oL acBeveic ue MWS €xouv €va €voLAUETO PaLVOTULTIO.
O XaPaKTNPELOMOC QUTWY TWVY KATAOTACEWY O HopLakd eminmedo €xel
Oe(€el peTaAAGEeLc ToL (BLov yovldiov KoL OTLC TPELC AUTEC OLATAPOAYXEC.
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1.2 NMNoéoo ouvyva sivali;
Ta CAPS gi{val moAD onavieC KATAOTAOELC TTIOL MTPOCRAAOLY HdVO Alya
ATOMO VA EKATOPMOPLO TANBLOUOD, AAAA TIIBAVWCG elval
vrtodlayvwaopéva. Ta CAPS anavtwvtal o€ OA0 TOV KOGUO.

1.3 MNowa €ival Ta aitia TnG vooov;
Ta CAPS gival yeveTikd voorjuata. To vmevBuvo yovidlo yla T 3
KAWLKEG ovtoTnTEG (FCAS, MWS, CINCA/NOMID) ovopdletal CIASL (A
NLRP3) kot KwSLKOTIOLEL i TPpwTELVN oL ovoudleTal kpvomupivn. AvTH
N MPWTELYN Na(el oNUAVTIKS POAO GTN GAEYHOVLIdN andvTnon Tou
opyaviouo0. H BAGBN tou yovdiov £xeL wC amoTEAEOUQ TNG AbENGCN TNG
Aettoupy(ag TNG MPWTEYNG Kat TNV €vioYLON TWY PAEYHOVWEWY
QAMOVTAOEWY. AUTEG OL EVIOXVHUEVEG QAEYHOVWDELG avTdpdaocelg elval
LMEVBUVVEC YO TA KALVIKA COMMTWHATA oL napatnpovvtatl ota CAPS.
210 30% Ttwv acBevwv e CINCA/NOMID, 6ev avevplokeTal Kopia
HETAAAaEN Tov CIAS]. Yndpyxel k&molog BaBuUdC
YOVOTUTILKAC/PALVOTUTILKAC oLOXETLONG. MeTaAAGEELC, SNAadH, TIOL
BpéOnkav oe agBeveic pe Ama poperi CAPS 6ev €xouv evtomioTtel o€
goBapd npooBeBAnuUEVOLE aabevelc Kol avTioTpopa. EvoéyeTal
npdoBetol yeveTikol A meptBaAArovTikol mapdyovtec va puBuilouv,
eniong, Tn BapLTNTA KOL TQ CUMMTWHATA TNG vOTOU.

1.4 KAnpovopoovTati;
Ta CAPS KANPOVOPOUVTAL WC CWHATIKA EMKpaTOOVTA voorjuata. AuTtd
onuaivel 6TL N vooog petadidetal and Tov £€vav amnd TouG YovelC Tou
EXEL TN VOO0 KOl PEPEL EVva AVWHOAO avTiypa@o touv yovidlov CIASL.
KaBwc¢ KdBe dtopo €xel 2 avtiypapa OAwWY Twv yovdiwv pac, o
K{vduvocg €vdc PooBeEBANUEVOL YOVEX VO LETADWOEL TO HETAAAAYUEVO
avtiypa@o tov yovidiov CIAS1 -cuvenwg Kot tn véoo- g€ Kabéva and ta
natdLd tov eivatl 50%. Néec peTaAAdEeLC umopel emiong va epavioTolv.
Y€ TETOLEC TEPLTITWOELG, KAVEVAC amd TOLC Yovelc dev €xeL tn vdoo olTE
QEPEL HETAAAAEN oTo Yovidlo CIAS1. H avwpuaAia tov yovidiov CIAS1
en@aviCetal Katd tn cOAANYN. Z€ avTA TNV NEpinTwon, o Kivduvog
eu@dvionc tov CAPS os dAAO nadl TNG okoyévelag elvatl Tuyalog.

1.5 Eival peTadoTIKG;
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Toa CAPS 6¢ev €lval petadoTika.

1.6 Mowa €ival Ta KLPLOTEPA CLUUTMTWHATA;
To €EAvONUA -€va BaOLKO COUMTWHA KAl TWY TPLWY OLVTWVY VOONUETWV-
elvat ouvrABw¢ To MPWTO aloonuelwTo oOUNMTWHA. AveEdpTnTa AMd TO
obvopopo, mapovoldlel Ta (Bla YaPaAKTNPLOTLKA: elval Eéva
METOVOOTEVTIKO KNALOOPBAXTIOWDOEC €EAVONa (oL pol&lel e kKvidbwaon),
TOo omnoio ovvribwc¢ dev cuvodedeTal and kvnoud. H €vtaon Tou
eEavBnuaToc pmopel va MOLKIAAEL amné aoBevr o€ aoBev KAl UE TNV
EvEPYOTNTA TNG VOCOUL.
To FCAS, yvwoTto mMaAldTEPA WG OLKOYEVAC Kvidwan €k woyoug,
xapaktnpletal and vrnotpomdlovta, HKPAC dldpKelag eneladdla
MUPETOD, €EAvONuUa Kat Vo OTLC APOBPWOELG, IOV TTPOKAAOVVTAL HETE
and €kOeon o€ XapNAEC Oepuokpaciec. AAAO CLYVA CLUTTTWHOTA £(val N
EMUMEQULKI{TIOA KL 0 MOVOC OTOLC MLC. TA CUPMTWHATA CLVABWCG
apxiCouv 1-2 WPEC HETA aTd TN YEVIKEVUEVN £€KBEDN OE YAUNAEC
BepUOKPAO(EC I} OE ONUAVTIKEC BLAKLPAVOELC TNC BepUOoKpaaiac, KoL N
dlapkela Twv eneLcodiwy eival cuvNBWC PLKkPN (AtydTtepo amd 24 WPEC).
AuvTd Tta emeloéoLa elvat avtomneploptldpeva (mov onuaivel 4Tt

LMoY WPODV XWpPIic Bepamnela). Ot aocBevelc ouyxvd ava@Epouy Eva PoTifo,
KaTd To omnoio atgbdvovtal KaAd To mpwi petd and uwa Csotr Bpadld,
OAAQ apydTEPQ HETQ OTNY NUEPQ EMOELVWVOVTAL, HETE amd Eva KpDOo
ep€Oopa. H mpwun évapén tng vooou, Katd tn yévvnon f evtog Twv
MPWTWY 6 uNVWVv tn¢ Cwrig, €lvat oovNBNc. Katd tn didpKela Twv
eMeloodiwv T™NG PAeyuovric napatnpeitat pAeypovr oto alpa. H
notdtnta CwnS Twv acBevwv pe FCAS unopel va ennpeactel o dLdpopo
BaBud and tn cuxvOTNTA KAL TNV E£VTOCN TWVY CUUMTWHATWY. Qotdoo,
OYLUEC ETUTIAOKEC, OTIWC KWPWON Kal aULAoe(dwan, cuvABwWC dev
eupavidovTal.

To MWS yapaktnpietal and vnotpomntdlovta £NELCOdLA TTUPETOL KOl
eEavBNUATOC ouvodevduEVA ATIO PAEYUOVH] TWV APOPWOEWY KOl TWV
0POAALWY, av Kal 6Ev vApPXEL TAVTOTE TMVPETOC. H Ypdvia KOwaon elvat
TTOAD cuyvh.

EkAvTiKo( mapdyovteg ouvnBwe dev avayvwpllovtal Kal andvia
nopatnpeital mupoddTNOoN TWYV CLUUNTWHATWY amnd to KpLo. H nopeia
TNC VOOOL TOLKIAAEL HETAED TWV ATOUWY ATd TNV TILO XA PAKTNPLOTIKNA
HE vrtoTpomdlovTa eneloddLa PAEYUOVNGC WG TNV EUPAVLON HOVIUOTEPWY
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OLUMTWHAETWY. Onwcg kot oto FCAS, ot acBevelc pue MWS ouyva
neplypdoeouv €va potifo emdelvinong TWY CUUMTWHATWY To BPddu. Ta
MPWTA CuNTWHATA EP@avifovTal vwplc, KaTd Ta MPWTa XPovia TNG
CWNG, aAAQ £xeL epLypa@el Kal KaBuoTeEpNUEVN ELPAVLON KATA TNV
nodLkA nAkia.

H kwewaon elvat ovyvr (epeoavifetal mepinov oto 70% Twv
MEPUMTWOEWY) Kat apx{fel cuvABWC KATA TNV MALdLKA NAkia f} KaTd TNV
nPWLUN €vAALKo Cwr. H apvAos(dwaon elval n o coBapr] EMUTAOKA TOL
MWS kat eppavifetal Katd tTnv evhAlko Cwr 0to 25% mepimov Twv
MEPUMTWOEWVY. H emumAokr avtr opelAeTal otnv evandbeon auvAosldouc,
LLOC ELOLKAC MPWTELVNG TIOL OXETICETAL UE PAEYHOVH, OE HEPLKE HPYOVOL
(6nwcg oL veppol, To €vtepPO, TO d€pua A N KapdLd). AUTEC OL evamoBETELC
MPOKAAODY OoTadLaKN anMWAELX TNG AetTovpylag Tov opydvov, Blwg Twv
VEQPPWY. EKBNAWVETOL W TIPWTEIVOLPLa (AMWAELX TIPWTEVNG oTA 0VPAL)
mov akoAovBe(tal and peiwon TnG vePplkic Aettovpyiac. H
aMLAOEDBWON dev elval €81kA Twv CAPS, aAA& pmopel va EMULTAEEEL KOl
AAAEC XPOVIEC PAEYHOVWOELC vOOOULC.

®dAeypovn oto alpa mapatnpeeltal Katd tn dLdpKeEla TWY £MELC0OIWY
QAEYHOVAC 1 MEPLTOOTEPO HOVLUO OE TILO OOPBaPEC MEPMTWOELG. H
notdtnta (WS ALTWY TWVY 0cbevwy ennpedleTal o€ TIOKIAO Babuo.

To CINCA (NOMID) cuvodetetal and ta Mo coBapd CUUMTWUATA HETAED
TWVY VOONUETWY auToL Tov PAoHaTOoC. To €€avOnua elval cuvABWC TO
NMPWTO onuelo Kat egeavifeTal KATA TN yévvnon 1} KATA TNV MPWLUN
Bpepkn nAwkia. To €va Tpito TWv acBevwiv pnopel va sival mpdwpa A
MIKP& yia TNV NALkia KONonG. O MupeTdéC unopel va elval dSlaAsinwy,
TOAD NTILOG 1}, OE€ OPLOPEVEC TIEPLTITWOELG, va amovoldlel. OL aoBevelg
oLxVva napanovolvTal yla KOnwaon.

H @AgyuOV TWVY 00TWY KoL TWY apOpwoewv TMOLKIAAEL o€ BapdTNTA.
Mepinov ota dVo TPlTA TWY ACBEVWY, Ol EKONAWOELC aTtd TIC APOBPWOELC
neplopiCovtal oe MOVo N o€ APodLkd oldnua Katd TN SLAPKELX TWY
EEAPOEWVY. 2TO £va TPITO TWVY MEPMTWOEWY, WOTACO, I paTnPEiTAL
goBapn MPooBOAR TWV apBPWOewWY oL 0dnyel oe avamnnpia, wc
QTMOTEAECHA TNG LTIEPTPOPIAC TWVY XOvOpwv. AvTH N LTIEPTPOPLKA
apBpondBela pnopel va MPOKAAECEL HEYAAN TIAPAUOPPWCN TWY
apBpwoewvy, he TOVO Kol MEPLOPLOUSO Tov VPOV TNG Kivnong. Ta
yévata, oL acTpdyaAol, ol Kapmol Kal oL AyKWVEG £{val oL apBpwoELS
TOL MPOGRAAAOVTOL CLUVNOECTEPA KL CUUMETPLKE. H aKTLVOAOYLKN
elkOva elval yapaktnploTikr. H uteptpo@lkn apbponddeia, dtav
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vnapxeL, epavietal cuvrbwe vwpelcg, mpv and TNV NnAkkia Twv 3
XPOVWV.

AvWHAAEC TOL KEVTPLKOD veLPLKOL cvoThuaTtoC (KNX) vmdpyovv o€
OAouG oxeddv toug aobeveilc Kal mpokaAovvTal and xpoévia donmTn
HNvyy(Tda (un Aotuwdng eAeyuovri TnG HEPBPAVNC IOV TEPLBAAAEL TOV
EYKEQPAAO KOl TO vwTlalo HVEAD). AvTH N XPOvVLa PAEYHOVN Elvatl
breLBLYN YLa TN XPOovVIiWe avEnuévn evdokpaviakn mieon. Ta
CLUTITWHOTA oL oxeTiCovTal JE aLTH TNV KatdoTtaon, MolkiAAovv o€
Evtaon Kol MEPLAAUBAEVOLY Xpovla KEQAAXAYLX, LEPLKEC POPEC EMETO,
EVEPEOLOTOTNTA OTA HLKPA TTaLdLA Kot oldnua TG BNANC oTNn
BuBookdmnaon (Uia eEsldikevuévn oeBaApoAoyLIKA €EETaon). EmAnyia
(omaopol) Kol YVWOLOKEC dlatapaxEC Eu@aviCovTal o HEPLKEG
TEPUMTWOELC a0BeVWVY E aoBapr TPOCROAR.

Ta pédtia pnopel emtong va mpoaBAnBoLY amnd tn voco. PAsyuovr pmopel
va egeovioTel oto mpdcOLo | Kot To omlablo THAKA TOL 0POAAOD,
aveEdptnta amnd tTnv napovaoia odAuaToC TNG ONARC. OL OPOAAULKES
EKONAWOELC pmopel va eEeAlyBo0v o€ o@BaAuLKr avannpia Katd TNV
evAALko Cwn (anwAgwa tng 6pacong). H avtiAnmTik KWewaon givat ouxvn
Kal avamTtOooeTal KaTtd Ta TEAN TNS Natdlkriic nAkiac | apydTtepQ.
ApvAos(dwaon avamntoooeTal P TNV MPO0d0o TNG NALKIaC 0To 25% TWV
aoBevwv. Kabuvotépnon tnc avdmntuEnc Kat kabvotepnuévn RPN pnopel
va nopatnendel wg ovvénela tng xpoéviag pAsyuoviic. H pAeyuovr tTou
alpatog €lval péviLun oTIC MEPLOCOTEPEC TIEPLMTTWOELG. H TPOOEKTIKA
e€€taon Twv acBevwy e CAPS cuvABwC amMOKAADTITEL EKTETAUEVN
ETMKAALYN TWV KAWLKWY CUUMTWHETWY. OL acBevelc pe MWS pmopel va
QVAPEPOLY CLUNMTWHOTA CLUBATAE pe FCAS, énwc svalodBnola oTo KPLO
(6nAadn 1o ouyvd emeLoGOLA TO XELMWVA) ) CUMMTWHUATA TIOL GLVADOOLVY
ME Ama mpocdBoAr] Tov KNZ, 4nw¢ cuxvolC TTOVOKEPAAOULC N
QOLUTITWHOTIKG oldnua tnS BNAAC, ONwc napatnpeital o aoBevelc ue
CINCA (NOMID). Mapopoiwg, Ta ouuntwpaTa nov oxetifovtal Ye
VELPOAOYLKA CLPUETOXN MTOPE( va yivouv eppavr oToug aoBeveilc Pe
TNV MPO0d0 TNC NALKING. MEAN TNC (BLaC OLKOYEVELOC TIOL €XOLV
npooBANGel and CAPS, unopel va napovatdlouvv ATILEC BLOKVUAVOELG WG
npo¢ tn BapodtTnTa. Qotdoo, coBapéc ekdnAwaoelg Tov CINCA (NOMID),
OTWG vmEPTPOPLIKN apbpomnddeia 1} coBapr VEVPOAOYLKA CUUMETOXN, OEV
E€x0oLv ava@epBel MOTE OTA PEAN TWVY OLKOYEVELWVY TOL TTAoYouv amd
e popég CAPS (FCAS i imto MWS).
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1.7 H véoog gival n ida o€ 6Aa Ta maitdia;

Avapeoa ota CAPS napatnpovTal MOAD HEYEAEC BLAPOPEC WC TIPOG TN
Bapvtnta. O acBevelc pe FCAS €xouv fima vooo e KaA Hakpoxpovia
npdyvwaon. Ot acBevelc pe MWS npooBaAAovTtal o coBapd, Adyw TNG
mBavAC KWEWonc Kal TNG apvAosldwonc. OL aoBevelc ue CINCA/NOMID
napovaoldlovv tnv o cofapn véco. Méoa ¢’ avTh TNV TEAsvTAlD
oudda, vdpxEL TTOLKIAOPOPPla avdAoya Kal heE TN BapdTNTA TNG
VELPOAOYLKAC TPOCROANC KAl TN CUMMETOXH TWY aPOPWOEWV.
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