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CANDLE

‘Exkdoon amnd 2016

1. TI EINAI TO CANDLE

1.1 T eivay;

To CANDLE naipvel To évoud tov amnd Ta apXLKE TWY aYYALKWY 0pwv
Chronic Atypical Neutrophilic Dermatosis with Lipodystrophy and
Elevated temperature (CANDLE) kat anodi{detal ota EAANVIKA WG
Xpévia Atunn Asppatonddeia pe Atmodvotpogia Kat AvEnuévn
Bepuokpaocia. Mpdkettal yla ondvia YEVETLKH vOCO0. ZTO NaPeAB6Y
avapepoTav BLBALOYpapLKA w¢ abvdpopo Nakajo-Nishimura i wg
lamwvikd AVTOQPAEYHOVWOEC 2Z0vdpopo pe Atmoduotpogia (Japanese
Autoinflammatory Syndrome with Lipodystrophy, JASL) ; w¢
Aunoduotpogia mov mpokaAsitat and vnodeppatitida, e E€vapEn otnv
naldLkn NALKIA, CUYKAMWELC aPBWTEWVY, HLIKH aTpopla Kal
HIKpokuTTapLKr avatpia (Joint contractures, Muscle atrophy, microcytic
anaemia,and Panniculitis-induced childhood-onset lipodystrophy, JMP).
Ta atdLd mov voooLv apovaotdlovv vroTPoTLAloVTa EMELTOOLN
TIVPETOD, DEPUATIKEC EKONAWOELC TIOV HLAPKOUY APKETEC
HEPEC/EBOOMAOEC, OL OTIOLEC EMOLAWVOVTOL KATAAETIOVTOC TTOPPLPLKEC
QAAOLWOELC, MUIKA aTpogia, poloboa Almoduotpoia, apbpaAyia Kat
OLYKAUWELC apBpWoewY. XwP(C aVTIHETWTILON, N VOOOC KATAANYEL O
ooBapn avannpia, akdun Kat o BdvaTo.

1.2 NMN6éoo ouvyYVA sivay;
To CANDLE €lvat pla omtdvia voooc. MéxpL Twpa, oxeddv 60 MEPLMTTWOELC
neptypdgovtal otn BLBALoypagia, elval dpwc mbavd va vrdpyovv
TIEPLTITWOELG TIOL HeV £Youv dLayvwaoTel.
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1.3 Eival KANPOVOULKO;

KAnpovoue(tal HE ALTOOWHLKEA LTIOAELTIOPEVN KANPOvOouLKOéTNTA (TO
omnoi{o onuaivel 0TL KAnpovopeitatl aveEapTHTWS UAOL Kal OTL KAVEVAC
Yovéac 6ev Mapovatdlouvv CUUMTWHATA TNG vOoov). 2 avTd TOV TOTO
KANPOVOULKATNTOC, Y va £xel €va dtopo CANDLE, mpénel va gEPEL OTO
YEVETLKO TOUL LALKS 800 peTaAAayuéEva yYovidla, Eva poepyOuevo amd TN
HNTEpa Kal éva amd Tov natépa. AnAadn, ol 0o yoveic eival popelc,
oAAG 6€ vOOoLV (0 popEaC €XEL Eva HETAAAAYUEVO YOViOLo, aAAd OxL TN
v000). Noveic mov €xovv €va tékvo e CANDLE, €xouvv 25% mBavétnta
va anmoKTAoouv Kat 6e0tePo Tékvo ue CANDLE. H mpoyevvnTikn
dlayvwon tng véoov givatl duvatA.

1.4 Nati To maidi pov éxeL avth TN VO0O; MNopsl va
MPOANQOE(;
To nodi €xeL Tn vOoo yLati yevwwriOnke EPOVTAC TA HETAAAQYUEV
yovidla mov evBivovtal yia To CANDLE.

1.5 Eival peETadOoTIKO;
Oxy, dev glval

1.6 Mola €ival Ta KOPLA CUUNMTWHATA;

H évap&n tng véoov onuetwveTal and nALkiaG 2 eBoouddwy £wc 6
HNVWV. 2Tn dldpkela TNG MALOLKAG NALKIOC, Ol EKBNAWGCELG TNG vOoou
nepLAauBavouv votpomAlovTa EUMUPETA KAl EMELOOOLA EUPAVIONG
EPLONUATWOWY, HAKTUALOELOWY HEPUATIKWY TMAAKWY, OL OTtoleC umnopel
Va ETILEVOLVY VL0 LEPLKEC MEPEC €WC KOL MEPLKEC EBOOMADBEC Kal dTav
LTIOX WP O0LY, KATAAE(TIOLY TMOPPLPLKEC XAAOLWOELC. TO XOPAKTNPLOTIKO
NMPoowTEe(o MEPIAQUBAVEL OLONUATWON BAEPapa PE LWON amdxpwan Kal
noyL& xeiAn.

H neplpepikn Atmodvotpopia (Kuplwc oe mPOowTo Kol Avw Akpa)
ouvABw¢ napovaoldletal otnY dYLun BPePLKN NAKia Kot mapatnpelTatl
oe 6Aoug TouC aaBevelc. Zuyvd cuvdudleTal pe molkiAov BaBuoL
KaBuoTtépnaon oTnNv avamTuEn.

2 TOUG MEPLOTOTEPOLG aoBeve(c avapEpovTal apBpaAyiec xwplg
apBpltida Kat ye TNV dpodo touv XPOvov aVaMTOCTOVTOUL CNUAVTLKES
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OLYKAMYPELC TWVY apOPWOEWY. AAAEC ALYOTEPO OLYVEC EKBNAWUCELC TNG
vooovu elvat: emmne@ukitida, owdnc emokAnpitda, xovdpiTida Tov
MTEPLYIOV TOV WTOC Kal TNG HOTNG Kat emelcddla aonmtNG pnvlyyiTidac.
H Autoduotpogia elval MPOOdEVTLKA KAl LN OVACTPEWYLUN.

1.7 MNolecg eival ol MIOaVEG ETILTAOKEG;

Bp&opn kot pikpd madid pe CANDLE mapouvatdlouv mpoodeuTiKa
NMATOMEYAAlN KOl ATTWAELA TIEPLPEPLKAC AMWOOLC Kol HLIKAG palac.
MpoBAAMATA OTIWC OLATETANEVO MVOKAPDLO, KaAPOLAKEC apPLBUIEC KaL
OLYKAMYELC apBpwaoewv, mapovatdlovtal apyotepa atn CwWA.

1.8 Eival n véoog ida yia 6Aa ta maidig;
OAa ta npooBeBAnuéva atdld elvat mbavd va eival Bapld dppwaTta.
Opwe ta ovuntwpata dev eival (dla oe kKGBe madl. AKOUN KoL HEoa
otnv (Bla olkoyévela, Ta mpooBeBAnuUEva matdLd 6ev ndoyxovv To (dlo.

1.9 Eival n v600C TWV MaLdLWVY S1a@opPETIKA amd avTA TWV
EVNAIKWV;

H nmpoodevtik eEEALEN TNC VOOOL oNUAiveEL OTL N KALVLKA €LKOVO 0T
aldLd pmopel va OLAPEPEL HEPLKWCE amd eKel(vn TwWv evnAlKwvy. Ta maldld
nopovacldlouvv Kuplw tTa vnotTpomalovTa £MeLoOdLa TVPETOD, TNV
LDTOAELTIOPEVN AVATITUEN, TO XAPOAKTNPLOTIKO MPOOWME(O KAL TLG
dEPUATIKEC EKBNAWOELC. H pUiKA aTtpo@la, Ol CUYKAUWPELC TWY
aPOPWOEWVY Kal N MEPLPEPLKA AltoduaTpogia cuvABwC epgaviCovtal
otnv oywun Bpepkn NAkia ; otnv eviAtko Cwr. Ot EVAALKEC umopel
aKOUN va TIPoLOLAooLY KapPOLaKEC appubuiec (dlaTtapayxéc Tov
Kapdlakol puBuoL) Kal SLATETAUEVO HLOKEPOLO.

2. AIATNQzH KAI OEPAIEIA

2.1 Nwg yiveTalL n diayvwon;

Apxkd pEnel va vidpyxel vmoyia yia CANDLE, Baaollduevn ota
XOPAKTNPELOTIKE TNG vOoou mou gEpeL 0 aaBevric. To CANDLE
AMOBEKVOETAL HOVO PE YEVETIKO €AEYXO Kol EMPBERALWVETAL HE TNV
avelpeon 2 HETAAAAEEWY OoTOV aoBevn, plag amnd kdBe yovéa. O
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YEVETIKOG €AeyX0G Mmopel va punv eival dlabéouoc o OAa Ta
TPLTORBAOULO VOOoOKOUELQ.

2.2 NMowa €ival N onpaoia TWY £EETATEWY;

E€etdoelc onwc n taxdTNnTa KABilnonc epvBpwv (TKE), n CRP, n yeEVIKA
a{uaToC KoL TO Lvwdoydvo dlevepyolvTal o€ MEPLOOOLEC eveEPYOTNTOC
NG vOoov, yla va eKTIHNBe(l 0 BaBudC TNC PAEYUOVAC Kal N avaLpia.
Alevepyel(tal eniong epyaoTNELAKOC EAEYXOC TWY NMATIKWY EVIOUWY YL
Va EKTIMNBE( N CLUPUETOYX TOL AMATOC.

O e€eTdoelC auTEG emavaAapuBdvovtal MEPLOBIKA yLa va EAEYXETOL N
opaAoTolnaor] TouG 0TO PUOLOAOYLKO I KOVTA 0TO QUOLOAOYLKO. Emlong,
MIKPA M0oOTNTA A{MaTOC amaLTE(TAL YO TO YEVETIKO €AEY)XO.

2.3 Mmopei va avTIHETWTILOOEL | va OepamevTEl;
To CANDLE 6¢€ pmopel va waBel epdoov elval yeveTikr vdooc.

2.4 Mowa gival n Ospamncia;

Agv vTIAPYEL AMOTEAECUOTIKO BepamevTikd oxrjua yia To CANDLE.
YynA£Ec 86oelg KopTikooTEPOEOWY (1-2 mg/kg/day) gailveTal va
BEATLWVYOLY KATIOLX CUUMTWHATA, OTIWC TIC OEPUATIKEC BAABEC, TOV
NMUPETO KAl TG apBpaAyiec. OpwC TA CUUMTWHATA GLYVE
enavepeaviCovtal 6tav apyxioel n pelwon ALTWY TWY EAPUAKWY
(tapering). XpAon Twv avaoTOAEWY TOL TMAPAYOVTA VEKPWONG OYKWY O
(TNF-alpha inhibitors) BeAtiwoe mpoowpvd peplkovC aoBevelc, evw
0drjynoe &dAAouvc o €Eapon tTnG vooov. To avOCOKATACTAATIKO QAPUAKO
tocilizumab €6€1&e eAdylotn anoteAsopatikéTnTa. BplokovTtal ot
€EEAEN MELPAUATIKEC HEAETEC ME TN XPON ToL apudkov tofacitinib
(JAK-kinase inhibitor).

2.5 Moleg gival oL aveMIOVUNTEG EVEPYELEG TNG PAPHAKEVTIKAG
aywyng;

Ta KopTkooTEPOELDBN oxeTiCovTal ue MBAVEC AVETILOOUNTEC EVEPYELEG,
Onw¢ ad&naon tou BAPOLE CWHATOC, 0ldNUa 0TO MPOCWTIO KAL EVAAAQYEC
NG dudBeonc. Av cuvtayoypaenBoLv yla Hakpd XPovikd dldoTtnua,
uropel va kataotel{Aovyv TNV adEnon, mpokaAolv ogteondépwan, adENaon




NG apTNPELaKnig nieong Kat cakyapwdn daBNTn.

Ot avaoTtoAei(c Tov TNF-a €lval véa pdppaka. Exouvv cuoxeTLoBel pe
aLENUEVO KIVOLVO YLa AOLPMWEELG, EvepyoTioinan guuaTiwong Kat moavn
QVATTUEN VELPOAOYLKWVY KOL AVOTOAOYLKWVY voonuadTtwv. Exel oulntnOel
eniong, évac duvnTlkAc Kivbuvoc avdmntuENe KakonBelwv, aAAd TPOC TO
naPdv 6€V LMAPYXOLY OTATIOTIKA HEdOUEVA, EVOELKTIKA aLENUEVOL
Klvd0vou KakonBelac amd Ta OCUYKEKPLUEVA PAPUOKA.

2.6 NMNoéoo KaLpo mpPEmel va SLapkéoel n Oepamneia;
H Bepanela elvat €’ 6pouv Cwnc.

2.7 T yiveTal HE TIC BN CLUMPBATIKEG KAL TIC CUMTIANPWHATLKEG
Oepameiec;
Agv vrtdpyovv dedopéva yla tn xprion TEétTowwv Bepanelwv oto CANDLE.

2.8 NMoloc EPLOBIKOC EpYaTTNPLAKOG EAEYXOG Elval
aMapPaiTNTOC;

Ta matdLd mpénel va MapakoAovBoOVTOL TAKTIKE (TOVAGYLOTOV 3 POPEC
£TNO(WC) and Tov MadoPeVUATOAOYO TOLG , 0 omoloC €EeTAlEL av N
V000G elval umd EAEYX0 KoL MPOCaPUOZEL avAAOYQ TN QAPUOKEVTIKNA
Bepamneia. Matdid mov AapuBdvouv Bepamneia mpémnel va Kdvouv eEcTAOELC
a{puaToC KoL 00pwv TOLAAXLOTOV 800 POopPEC £TNOIWC.

2.9 MNooo dlapkel n voooC;
To CANDLE 6lapkel dia Blov.

2.10 Mowa gival n pakpoyxpovia mMpoyvwon (TTPORAETTOMEVN
éKBaon KalL mopeia) TnG vooouv;

To mpocdokLpo wric pnopel va eivat aB€PBato, yiati n mTOAVOPYAVLKA
@Aeypovr odnyel cuxvd oe BdvaTto. H mowdtnta CwNAC ennpedleTal
oNMAavTLIKA, ylati ot agBeveic vmopEpouvy Adyw MEPLOPLOUEVNG
KLwNTIKOTNTAG, MLUPETOD, MOVOL Kal enElgodiwv coBapric¢ PAEyUOVIiC.

5/7



2.11 Yniapyxer mOavotTnTa mMARPOLG iaong;
Oxy, ywati n véoocg slval yeveTLKN.

3. H KAOGHMEPINH ZQH

3.1 Nwc emnpeadeL n voooc TNV Kadnueptvh (wnR Tov TTaLdLon
KOl TNG OLKOYEVELAG TOV;

To matdi Kat N oLkoyEvELa AV TLMETWTIICOLY peYAAa MPORBARMOTA TIPLY
akOun dtayvwotel n vdéooc.

MepLkd matdLd €X0ouvv va AV TLUETWTIOOLY OCTIKEC TIUPANOPPWTELC, TO
omol(o duoyepaivel coBapd TG uoLloAoyLkéG dpaaTtnpLétTnTeG. OL
KaONUEPLVEC EVETELG BnuLoLPYOLY POBAAMATA, OXL H6VO AdYW
duogoplag, aAAd eniong ywatl ol WdLaitepeC cLVBNKEC cuVTAPNONG TWV
EVETEWVY BLOKOAEVOLVY TIC HETOKLVNOELG/TAE(DBLO, OTIWC oLBalveL uE TO
@AapuaKo anakinra.

‘Eva dAN0 pbéBANua lval n yuoxoAoyilkn emiBdpuvon tng Bepanciog €@’
dpov CWNAC. AoBeveic kKal yoveic xpetdlovtal TNV avdAoyn LTIOOTHPLEN
and €81KA mpoypdupaTa eknaidbevonc.

3.2 Ti yiveTal pE TO OXOAELO;

E{vat onuoavTtikd yla ta nodid e xpdvia vooruata va guveyxiovv tnv
eknaidevon Touc. Yrndpyxouv KAMoLoL MaP&yovTECG oL dnuLovpyolv
npoBAfuaTa TNV apakoAoBNan tov axoAsiov. Na to Adyo avTtd oL
ddokaAol mpenel va yvwpiCouv TG Wblaltepeg avayKeG Tou matdloo.
Movelc Kal ddokaAol mpémnel va KGvouy 6, TL KAIADTEPO PITOPOULY YLa VO
BLELKOADVOLY TN CLPUETOXN TOL TALBLOD OTLC OXOALKEC HpacTNPELOTNTEC
LE TPOTO PUOLOAOYLKO, £TOL WOTE TO ALl va €XEL KOAEC OXOALKEC
eEMOO0ELC KAl EMMAEOV VO aloBAveTal oryamnNTo Kol anmodeKTO amnd Toug
oLVOMNAIKOLC TOL KoL AAAOLC EVAALKEC. H HEAAOVTLKA EVOWUATWON
OTOV EMAYYEAUATIKO XWPO £lval Baolkn yla To veapd acbevn Kal
amnoTeAEl Evav and Toug oTOYXOLC TNG TMAYKOOHLOG PPOVTIdAC yLa TOUG
XPOVIWC MACYXOVTEC.

T yiveTal pe ta aOAAuata (sports);
To matyvidl Kat N d6Anaon sivatl avanéonaoTo KOPUATL TNG KAONUEPLVAC
CwWNC 6Awv Twv mtatdlwv. Evac and toug atdyxouvc TN Beparmeiac lval n
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enltevEn pLag 6co mo eualoAoylkAc CWNAC yla TouG aoBeveic, £ToL WOTE
va N Bewpoiv ToLG AL TODC TOLC BLAPOPETLKOVC MO TOUG
oLVOMNALKOLC TOLC. EMopévwe, OAEC oL HpaoTNPLOTNTEG MPETEL VA
EKTEAODVTOL, 0TO BaBud mov yivovTal AVEKTEC.

3.4 T yiveTalL pe TN Swatpo@n;
Agv vidpyeL 16WKn olaLta.

3.5 Mmopei 1O KAIHAQ VO EMNPEACTEL TNV TTOPELA TNG VOO OUL;
Amnd 6oa yvwpiCovue, To KA{ua 8 unopel va emnpedoel Tnv nopela TG
vOaoou.

3.6 Mmtopei To mMaldi va epBoALlaoTEl;

Nat, To matdl unopel va epuBoAtactel. Qotdoo, oL YOVEIC MPETEL VO
ETILKOLVWVHOOLY E TOV Bepdmnovta yLaTpo yia Ta ePBOALa peE CWVTEC
e€aoBevnuEvoLC Lo0C.

3.7 T yivetal pe tn ogEovaAik {wn, TNV EYKLHOOUVVN KaL TNV
avTLOOVAANYN;

MéxpL arfjuepa, n BLBALoypagia 6 dlaBETEL MANPOPOPIEC OXETIKA ME
oLTO TO BEpa oe eVAALKEC aoBeve(C. Zav YEVIKOC Kavdvag LoyxVeL O, TL Kal
OTA AAAQ AVTIPAEYHOVWON vooriuaTa, dnAadn elval KaADTEPA va
npoypoupatifeTal pla embovpnTh €YKLUOOOVN, £TOL WOTE VA
npoocapudéletal avaAoya n Beparmeia K TWY MPOTEPWY, AdYW TWV
TBAVWVY AVETBOUNTWY EVEPYELWY TWV BLOAOYLKWVY TTAPAYOVTWY OTO

€uBpvo.
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