quf [

paediatric Q{P

rheumatology . . [ ]
SHARE kv
society E

www.printo.it/pediatric-rheumatology/LY/intro

(CAPS) (s 94,8 Huigyu alawi yoll as 93]l ao;Mioldl

S90S Ouigru alawiyoll a9l dojMinll (s Lo -1

foa b 1-1
(FCAS) o),L‘u adilel Lol3Jl ute_.JyI oMo JM, il oJ.)LJ| awlall uLLg_.JyI
2 slasall salall wasll ool Cleil¥l doMiog (MWS) Lg-ISlo do Niog
5 629l Ll g0l 83Ysll (siza> o re panly Layl 9,55 csill (CINCA) JlabYI
ao Yo gl Gls alall 8 loMiall 030 caioy .(NOMID) ezl aalizall
alslxio Golrel (o pell sl sglay Lo L aulall olglill jasy 2575 @) 6 juloio
ol Jolioll b go (o ami) sl apins s3I salzl radally ozl Lgio
. obliYl [ linil go 8zl aiglaio
aliledl w13l Gl do 5Mis 823l (o dliaio dudiw e Ml Jol oYl 03b 225
ais hasall salzdl Gwarll o jell CledV do jMiog x> J5YI alll G 65,WI
SSY Al b (el aalizall 6502V (e Jisall 85Ys)l (siza> oe) JlabYl
Jowgio s ol losi lg) jls-ISle do Mo Loiw (82>
8 el puiiy wlyab e79 (Rl ssiwall Gle SYl 03 paslas o ail e
Loz il Lol oYl

325 Lnid i 152 5,00 Y oo irpsssS oosipw ks ol dwul oM
ccwlioll 3ally 885 00 pub 0555 Los lgiSls pasnis gsele JS (o 0o Bri¥l o Juls
Tl i JS o6 oo Mia)l 05b 3385 O crSars

JSSJALO..” ua.?dl u\n.uu MIJS Uol).ol ) L)JJ.AJ_SJ‘)S O 9 MU dJau).a“ dJJS.)Jl uLoJll.l.a.”
b IS Le doMio 65,1 alilll Lslsl LVl do jMio) MUl ankall @Yl s




5395l > o el ¥l sie wlasall 3Ll el o jall CledVl anj¥io

0o €53l sso L psis sms (NLRP3 51) CIAST (amcrll, ablixall 556291 s Ligal
oo aulgdVl alxiwdl (0 s, Dgo pwigodl 13 canlis . pumsiS coms o liig
sl Iag) anaulbg 63l Wl s 5051 B wpull ag JI> @iz 3] L purll ilz
51550l anledVl o blxiwl osms anledVl o bbawl s (aasks LS| crows)
oo o sall &gl wloNiall go gl il anlall (ol eVl e &ggus

L OIIHSIS

36 obadall salal ouadl gosall CledVl aoMias pubasll wio el ;o 30% sl
36 5,4k 2795 Y ol aalinall 36591 wole izl 8595l (aisa> o pal)labY]
1255 il whyalall 15 plall Liadlsun)l uadl 25Ma) aisse a2 > Jling .CIAST gpunll
o OpmsS oo dasi el a9l wlo Minll o did jguas pulasll Guo el 0]
ol asLsll Jolsall Of oS g puSally 53 s ubaall crio rall 52 gk
aolyfls prall 535 o puts 38 aslioy] aul

Cilbg yoroll Un 4-1

0o Uopo sl Jio ailis olrol (s GussS puissm dlowrall apsall wlojMiall
sl x>l oo Jaii go el Ol (izs 1329 825bud] &uurdl dansall il )5l ol oVl
eg gzl ol J] Dlaig .CIAST ]l o danle e dro Jaxug o rell wladll
J.n;5|—C|ASluouao).nJoL@q.zou.m)Ja7w&lu.uh.a”e.a.?u.ouhz.uu
).nJa.” 055 289 .50% Jabb JS ] eVl >l oo wbaall pasidl Ho - ool
._;\So)nJoJ.oJayg UO).nJlJ EL'a.o 3.;3” x> | ugS.;yc\Jl.z“omu\Sg 02>

CIAS1 ,JSJ3 relas Wil 8 gz CIAST sie Joo> Jalalli (n99 032 allAll sy jlas
e | guine ).ol 331 Jabs 2 CIAST (2 05

Cano gb J» 5-1
Loz s Guwgi S Geig o alawi el 490l wlo ;Nioll

: S anans )l goleVl o Lo 6-1
2V Jsl - &Ml (ol oYl (8 awwlwl Jol eVl o - salzll galall 5% L sole
iy il 16 juanll pasbasdl uai selad lgil Y] vao Miall e Llaill jasg .alsexlall

asliS walaw adg Sl Gle camy Y sols s3ls (sl Jio sglay) Jbiio (sbolla>
el blis gog s>l Wl yaire vo salzll ralall

Ll 5l s pawly Taylw 499 500l 85,1 alilel (la)l CLeidV] o Mio juais
ool b 5els S il Lolaall ¥l salall galally 6,,Siall 6 uaill axdl ©lsi
Y5 sl dazile Clgill almuall asilid] 5,51 Gl eVl gog 6,L )L @l
wlz,o) ple azgr yosill o puitlw ol a8l x2s Lol I b sl .Masll

217



Sliroll (58 8 ruad VoS5 whsill ol LS 6,1l a2 5 8 ayouiv ol ol 85,LJ1 CPIpEs]
O9x lpuai slali o Jg v Leil iy Lao) Gsld 8393%0 wlgill o3y «(aclw 24 o Jsl)
clall (8 szl axall jgnidl Ho Uoa ooVl e S 9 i ol Jz=uy - (gMe
wlje=all =Y el a2y podl bl s am Fegu oYl 5ls sy S atsls aly asy

s> o JoVl aid | S Y5 ol 85Yoll ais Lo el 8,Suadl dylanll guisig .65,
wiooll 8> 8357 il 289 . llgdVl wlei JY> el 8 Llgill 3929 laxWy . Jalall
Jaso Gl s gz s paliie JSuins 80,1 alilell (SI1 ClgidVl do i (o Uil 3]
ool Jio o oll opb.o wlaclao waxi Y sole > gog « L@J.)wug Uo|).CB’|J|)S;

9 Bledl ama sl salall qalally 8,Sial (ol @lgis 3hglSlo doMio juow
il Ol S 1o sall Gol sl oo Tails cramdl glai ¥ s gy iisally Juolaoll
‘el asslidl gole Yl o oo iall

il o wlll suemidl b Lo [)oliy Lorelb alod alkedll Jolgell 555 Y sle
o_))S.uu.” ul.g.JW ul_u_g.: OO0 d.:|)..: u.uLaa.o.“ uol:t.w:w O~ UOJ‘JI JLu.Lo UJLLU .6.)_9).91.'
13 GledV] dn Mo (nio o go JI g1 LSy L) Lmiwl LiSYI Gole Yl iz g anlall
b ol p8las o lani 3LsISle dojVio oo sls gl Lo GILE Lo Wl aslilall
g.gJoJM ©J uS.l_g oh.z.” u.oo)s.m 0)1.9 ,Jy? Uo).nl] ‘_,J_gwuab.;w).@m_g . buwod |
aJ_g.nJo.” al> 10 oo sl caBy 8 ol eV

83leg (WYl o 70% o iy L W) yosell Irg pubasll powo wor> guin
sl 5a Gilgauill £ladl ol LS 125l al> yo asis o9 ol algalall al> o JY> fau Lo
i I 5 gz Esldl al> o 29 riosall o 25% capasy ol Isn laslin
o slea¥l ol (uidSIl Jio) slaac¥l an (a6 - LVl dawiro yols opuis e - aysbiaVl
iols sy giasdl aslbg) (o yaidl Olaasll (b o low,ill 03n cumiiy (calall ol 2=l
wllbs 59 Mzl lgalis (sl (8 puiopdl 01aad) dsiio ull alidS' sglay 549 1Sl go
289 0uwsnS vism o pall s sl o Miall oo sl el sy Y oIS
I 06 [lpaiwl LiST Uk ol LVl lss JW5 ool uLng s979 o
glaio JSuin ool sY5n 5L> 839> Lilig (8w LSV

ind> o r0) JbIl ais ladall salall (wasll g jall gl do Mo ey
u.o c\.CS.nza“ oD U\S 62 ua|).£«y| ).nS| ((m,u?JL aalizoll 0)3.73” h,J.S« )JSOJ' o.)y}”
w3 5l 83Y9)l aie Jgelall (8 Tagy ose Jsl s salzll malall HeSs Lo 83l g .ol oYl
ozl anuidl prll s o gl opmive (o gl i 0954 289 (gl | Gaw alx
u93 YA Ut u\s d.o.)du.ogl mL&U cua.a.nJag| d.sJa.n.a.o ._,\.02.” L)BSJ .)_93 u\lo.z.”
alag yall Jalasll oS M,al il wu LaLqus plas| ledll 8ouis oo luis
caddl ol Y] wobsill woax N> 50l il sl dolaall o3T (e 6 it Juolaall
90 Jo).a.] axxul LQ.SP G J.-oLo.o“ 9\9 PRV ul.uLo:y VPR, oY A u.o).pw

3/7



sl G| gaill b,o e axlll abasall wINieYl o3 5253 ol oSayg g piasll
oS lls eSS > Jlre susis Jolaall (8 YL Jgidl go Jolaall 505 (09 05l
boais &LoYl e o Egui LiSYI Jolaadl (b olas ol Olouazally M=y
dbaaos)l YWYl waxi b soleg .6 juoo anclri)l jalaoll ol ] asloYL, b liio
Jus g Jalall s> o JSuo cadg 9 - a9l A 9 - gl bb,9 e axslll
008 o allll aql,
Cledl Gl s ez 19 o rell graz 53 5 5Ssall masll lgAll (59 oguins WYL sela
<LVl ang (Sl Juxlls mall laymall sbiusll (59 sa20 ot ©lgidll) puazll L
ol eVl 8ok eliiw caxall 5 S pojoll lasiall g Jgsamall 52 (o joll
sM azugilly Yol jass 9 siblly ool glouall Jouis iy A 03gs dlaws yoll
o ol pand) pusll e ulais (08 gles Wl aauBl as35s L leall Jlab)l
iy Ogabanll o el yosis - (dezazll U1 lariall 8ags (e o loo) (isasll
leyl 9 Camiog ¢ o wlgil ul.oyl UaRs (o9
u\.o.l.aJIBI/B ol s 32l o lglVl cwar 35 e Cayl oxindl o 0ll cuway ; ol Oy
agusll jalaoll glais ol OSaug dadl ds3g 2979 & Ll jars Wig sl (o
uSlJ.)y|‘o.o.ao.Uuo).&J|&au.u PN ().o.JI ulm)g}ldl d.l.?_).ouSdJ_).aoJ qsL;I@..o.J
ngI b any&Lo US.NS uvo).o“ oo 25% s o)l (9 pasill go wl}w.dl sI;JL
2V o el Cleill 0o sdio joll WLl azi Eoldl wlaw Usele w5l
a9l wlo Miall publasll o jell §485]l paxall CaiSyy .Y el 8 daslall
ole gl 335 ] oYl po uS J>13i 2529 irmsS Org s dla o]l
alilel 1l OlgdV do jMio 2o (§9155 Eolel 5ls-ISb o Moy pubaall (o 0]l
&o §9lgi Eol)&lgl (slasdl 08 ST JSein wlgdl LSS sl) sl Lol Jio 85,
b doalml dodg ol Sl glaall Jio 555 sell (amas)l jlemll (9 aaexll aloyl
<Vl dojMio po Usilrs el ool 52 lazNe oa LS g olel agmaoll
6 a2V Lle Lisall 83Ye)l (ya> o o) JLo_onI e wbadosl sl wasll (o joll
wwasll jle=xll alol aaw ol uo|).§—y| Qs ) oS0y 1 Jiollg (ool aalixoll
u.uuo).o“o.)wuBtn.m_lofuLUJ.@Jauu|uS.m3 ).o.sz“,o).m&ou;o).o.“uSqM[g
o) > gog fiywg S g dadaw yall a9l Wl jNiadl ulaodl alilell uu.n.;.)l)_9|
whadall salall uasll o jell ClgdVl do Mia) 8230 salas 5929 Juzaus ol oy
YWY Jio - (el aalizall 6562V e 350l 83Y5ll sa> o ro) JlbYl sic
alsla)l 51,81 52 - Luwasdl jlezl) sxauidl loYl ol goill b,s e axsll adaisll
dojMio) pwgS pwig e dla el a9l wlo jMioll oo ainas Jwl alaoll
(asnazdl 5Lg-ISlo dojMio ol 85,W1 axbilell Il oLVl

S ols Jobb Hu yorall Ian aslisis Ja7-1
alay yall a9l wlo jMiodl yar Lo rall 82 9 alell S uls 2979 laxYall e
oo ugiley 85 )W adila)l (1l O lgdVI do jMion Y gubandl o 3ol 8l ugs S Huig pu

417



ioISlo doMias 9glaall criopall Lol i Jislall sxall e 0> allo Cinas oy
ool ilss Loy rosilguiail] €131y aoall aloYl adlois] oy bl ogilols
x> goralllabo¥l sis lasall szl wasll o all Clgl do Mins 09:laall
ol Bl 2>gs oS+ ogins yolroYl ail cyo puuzll adlixall 65621 e Ligall 053]l
cowas)l lexlly Loliall alo] 83 ole bl sn adging afgoxall 03 oy Lasd

cm p.u ;_O.AS 1- 2
M)mos o)JLLu aslslell WI;JI ol M)stm On )...m..JI UBSJ 39 . tul,s s st J..s
laisll alzll (uasll o jall Clgd¥l aoMios slis-ISlo a0 Mio o of slis-ISLo
alall cmo ol pancall aslinall 614291 Gls el 8295l (iaa> (o re/llabY] ais
aullg ap il Lole Yl Gle o pall poukuin xeissg .alslxiall Lol cumn clsg
azg wle vl el ulais) Yousll oy oAl pazall puis azis i el (o ol
oo Y] ansilly ((iaall J3dl) (Ssaidl bl Ll oliss panss (posazll
Loz o aw il yol oYl G sweill sasiall log=all

oo el Wl Blas cms,S Gwigw dJa.,)nJl ang;JI uL:,,st“.u o slaadl usu y
,uu,Jwyl 03 pgd o 6 mxall ,uS)l wloradll Jias, oSy vasil o)l Lol oYl
o)..i’bg u.:).uy)s u.ug).u c\Ja.U).o.” d.ug.).” uLc:))l.A.o.” CM 03.9'3 d.:g.)l EJL? ).9'3.1.:

Jislall sl e bl Jo> camdl a8 J1s Y aygoVl

oMl (oo Lo 3-2
oo Mol aoll Libgisally ail el (WJlxo s9 (550 u,m‘rum JlasVl o bl
- 595 wlgidl (owi9n) OSsisw - 1B-IL Gsigr Ol GmsnsS oo alas roll angl
uJLzJI csll s .ua,,,Jl MJO q,h, 9 S35 J9xt g 8,5 Sl 03n 9 &iis
).3Jo| cu> ‘anakinra IJLuSLyI 3:, uleJI odd d?Jlx.o ._,\9 pwl clg> J9I9 &wmll
o azilly pYVs Goxlly salzdl palally Gl (e b dapudl (08 asy ] ailes
wle adelay Bayl Ml o Jossg lu.l).uy)s owigm oy el a0l wlo jNiall gro>
8 lanudly gadl Cazio Ao puuxi’ 28 (YAl ass (w99 smasll lgdl wlo] paw
izl abasoall YWY go Ilos clgall I3 Ol 9w Y cawll g rosilguinddl clall le
w9 Sao el s g il i e ao W wle,zl soisig . gaill by e
Y cliaeW cali 8 cpojodl Ol ey O Jud sg cJadall Lo o ,Sao wadg

517



AR e drogr gz bl el Cllaiyg lguind] slly paall Jis ainllzo Sy
030 oSy i)l goge (29 drmiose Melai 3979 VLY po uiS (8 v dls
sSsisul) sl ,5T £l oo HlONACEPt cambisl, .cxdsll o ro ga Jop 25 el
IL-1 aizod o 650 1l glgally 58 LYl samiall (FDA) crioall o)Wl oo
doMio sl 83 W1 ailell (Il LtV o Mio o 0iles sl Gols 11 o ST yasll
5T 5l 5 o logiuSUISI aladl o axsomwl pi> wlole a M2l o liws «sla-lSl
(FDA) samiall <L¥sl o8 loally €13l 5,050 ro 350 raine 1-1L (piSsisuall >Ls
55 alasisall 931 o Miall i s £sd (EMA) dars 31 ago¥1 allSss

(550 cloall 1 sgbol 3lo-lSlo aoMie wio sa) asuills -olsc] 2 o SYl rrsssS
Csli 619 JS alall e aii> I oo anlgtl¥] nlaall s 6ol (o aillns
Lo alasbrall il il saiall (pad copall al,all asslall Flaig rgubwl 85 4 u
bl w530 2 oS0 ) Lo alisks wlid) oSeinanl) ilor)l Land]

bl s30 aash Uil 08 5,48 purmssS s abarall aysal olo ol

S Lislall saoll (als (axdgioll amiliis o lus) yoroll Isn Jbo g2 Lo 5-2
sLxl 5397 il ol oSy 0809 Pz 5,1 aliladl (13l CleiVl ao Mio Jlo iz,

38 Lishall sxall e Lo plo ls-ISle a0 Mia) aumuidly Lol 16, ,Siall (ol @ lgi
s it wlaslasll o Loyl pasall Of LS (GISII aillog JMizly (silsainid] hally sy
salxl Guasdl Go ol CledY o Moy Hgrbanll JlabYl (ilss 38 Loiw «saall abigl
a0 Mia) anmills (o rall e JY5 saill (8 Lol o JlbYl ais (sLasall
Lo sall 83Yo)l ina> Lo re/laboYl i (laiall salzll wasdl (o ol ledl
Slezdly Juoliadl aslo] sauis (e sxall gl Jladl smizy «pauzll aslizoll & g2V

o Ble] &> aolnall akaiall YWY o a5 285 apman)] apunll aloYly (wasl]
.)..oJ_g lo)Su.o ol_9_9J 6 duiy U.ul.ao.o.” uuo).oﬂuo).su quLm.?| Jln u| u&i.pas N PR
oo alaw sl aadl wlo Mol mlo HuS JSuin 1-IL wllaiar axlleall o je

9 S

arogall 6Ll -3

wloall Jaloll arogdl sbadl ale yopoll 1an 5igs O oSos oS 1-3
failile g

s S sl B Jlin 095 abg 16,500l el ©lgi oo sl 8397 ilis 38
o sz slxily paallsll 315 ] 5282 28 Las 1o rell mumall parsisil) Josill

OVl Gasy (09 g o s

6/7



Samaall o€ Isle 2-3

vass Jling raiojall ol Hulasll JbW o 9,0 ol o alal Juaxs dlolgs
wlrlizVl quogi pgall o o5 oy Lgiarl) duwill JSbine (8 o 38 (il Jolgsll
150 pgams o8 Lo JS S5 oenally sLYI s g asmwre ] Jakall aolll

Jalall 05 Y iz W3s s JSuinr ol alaia¥l 9 a5 Lisall o Jalall
oWl oo a5l,s oo uadilly Joudll Caul oz Lo vaxons SV bl oo ais Gl
inigal 8Ll (8 Jubiusall (28 glos¥l ltall (o poll (59 1l oy -Sloa 2> Ll
dio jo uol)al.. owlbas)l s yall aal Wl ale JI Claal s>l g

Saiol I awlos e Iske 3-3
1] g (S 5V drogull 8Ll (58 dagall cuiloll x5l (b asol | oYl Lo
o BW | pgauail (8 19 Vg oSoY 28 b 5L> gws oo JlabYl (uSes )l
33 s gos L) Uarell Jorxi caw> alais¥] groz dwlos oSor @i og gl
el Sl glall slisl as U oY of (ol dolisid] i o

€ sslandl plaidl e 3lo 4-3
pUa;Q\lLJ.nJa.“)wuquoLS«JSuug L).:.x.ouub&‘oug;&_h;buuoyl.opyy
wro $ilas pllas elil saill @l> so (8 daball uogis 0 ras e cawliing Ojlsie (wlas
o liselipally pornd Wy puig sl o a3 &saS (e s9iz 0 Jlsie

Suosall Slue e ulidl glall oy Ja 5-3
eV Heelb alay 9 8o )Wl 6Ll wlo o e 28

Solosnlaill nili yorell lrgs wlooll Jolall ;Sos Jo 6-3
Aol cudall pMe] cmy U gog (I3 wam Ji wlawslaill Gl of Jalall oSy «ps
83> wle Ao JSU anMNall 6 gxinad] ayrii) aivgoll adl oLl oy ol slas] Jib

Sdaxdl gio Lilwos Jaxlly amumizdl bl < Il 7-3
ool s il 13 Jo> aslio wloglie Yl (i anball wlalgall (a8 320 Y
Jaxll Lozl JiasVl o olgd¥l asls 5,31 GolroYl (b LS Lasle saclaS SUs
izl Gle amgloudl Jolgall alaixall awiladl LUY com Gamo gl canSs Jo1 oy

717


http://www.tcpdf.org

