e

o
Q‘? paediatric
) . . rheumatology
] o auropaan
X E society

https://printo.it/pediatric-rheumatology/TH/intro

DEFICIENCY OF IL-IRECEPTOR ANTAGONIST (DIRA)

aluwilanes 2016

1. DIRA da azls

1.1 Tsaitdeazls ?

Deficiency of IL-1Receptor Antagonist (DIRA) Lﬁuiiﬂmqw”uqnﬁuﬁwuﬁaﬂmﬂ
Lﬁﬂﬁtﬁﬂiﬂﬁ%ﬁmmip‘h%u”m,m3mg@ﬂa”mauasmﬁ;mm UNATIAiaIMIlen
mlashmeniimaniodetiala

1.2 wuagualun ?
DIRA wlulsamonn dhbelifaumniunmtilandiviiulsail

1.3 aunanaimstialsadaazls ?

DIRA fluTsamuviugnysn duilidernesnulsaitde ILIRN denmmiiiasalisdu d1msu IL-1
Receptor antagonist (IL-1RA) Aafivmnmaranlumsaanisaniay mimsnaonnsnosdu
ILIRN snmaagliannsoas IL-1RA 1a Ssnngihoiiamssniauiin

1.4 Tsaidadanianugnisuniala ?
Traitdadananignyvuuinuduass wie autosomal recessive
Fanmnedeiiilulyatiagaalasidunaswig 2 Sunnvisuaswsinesriley
Tasfiwouasunghouluiiisaniglyauinii
gihoiifignuilulsaiagiilomadignandeliiiulsalasesas
251U lsaianTnaTIdanTaINaUAIATIN A

1.5 mladndaiiulsaila ? annsadesnulavialai ?
wniilulyaitlauiosnnidniiamnwsennvduiinaewusiitiinaungnoslsail
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1.6 vinlsadaidansala ?
Tsailaldlsadalio

1.7 axmsvansiluagialsing ?

91MINAN Ao MIBNLAUBAIAINUILAZNIEQN AINUINDNLAUASUAN
Aqunuenasiiaziariiulaniseme
fhwissntauitaritialaleesniatiamunainmstininauca tu n1sasden
nagQnilontanazioimanuuaaiuasau

nsggnuaedmiianmyeniala dendanssgnuanmuazdlas sindinseniaviiionunysgn
g ladniSuguus auwdndiiiulyaiindenumainsnunnlsauagnganiaig
ondhfgiseamyinuagmsasguiula sinlanudesnianlulsai
dunesgiheiilulsatarnidaqla

1.8 Tsatniiaunulutdnnnannialai ?
gihadnnnangagiomahenn uafianuuandnniluudasyeaa
daunlyaiiialudnaseuasidodni ANNTULITIDINANNU

1.9 Tsanlutdnuanareanng luaimialai ?
Tsatnuamegludn luadanauiiazimasnmnlyaitla gihodnlyaisinidedianoutiinglng)
somlilaifizoyalug luaifiiiiulyai

2. M3 INARIUASI NN

2.1 ainang lsailaadials ?

WynIFNNNANds 13aHAIN1MInaLEN LasigItaIsMIaInT MU
MR damadudungihed 2 Sunansviusnnvieuasual
agnlsfimunmaramaiugnysuiena i lunnlsamemnarwalngl

2.2 msasdaeslsiaan ?

MINTIABNLEY LH erythrocyte sedimentation rate (ESR), CRP, myasanbiiiaidon
(CBC) uag Tvu3Tulan (fibrinogen) fianuaaglunmslsainnmsaniauluamsiilyansy
myaragmdniioinnaugnnzilng viegnareniaunavauiulndniels
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myaamaingaaasladoadissnuindnies hhodniinealasunissnmady
szmauniiuaedlasimsaradeauanlaansiiuyses

2.3 lsaisnwpmomalanielai ?
Traitliannyasnmlimemala uaansaavanlyalaaiserasuiaus

2.4 mssnelsznavagazlsing ?

mysn lyai liansnsoauqulametiissnamumsanian
myldnaesilaadssesarmiageannyaaivanlyalauedrumii vagonafinamadsamuan
gunihaliiisassmenmhanisgnasninNgamasnIauangni
mosmauyniluasiiidounn IL-1RA daifluasiigiholsaina
myaamazmaurmniuinindoilanalumssnu uazaruqulsala
gihadananiiuassiamiaasaiia druluaionmyan gasmelil
Tugihsmnengeaasuaussdanssnmuau agnlstam
filnasadliaimlsummasnaslaglilmBawunmg

winihengaRag1a1maan 9 agnaban tiesnnlyaieuansiuniinieliarsmgasies

2.5 sramadgaasniiiazlsnng ?

HatL@sTinpsTiganetasiIduy da 1M ytLdgaFnMAIMUIIRA amgnlgauNaIng
intialudndlaiusnaasmasnm midade lugihoilasuerinuies
i@nunauondimundrin tleenneitizaliluaaisawd 21
Hatadsenenitlusgogonaiiteyaiing

2.6 M3sn¥1gNWINLmls ?
AANTNHINADNTIN

2.7 Mm3snEnungmataandazlsuig ?
TuAMIsnUngMaLdonaed laai

2.8 msasdaviluszazerlsinaianilu ?
Hihoitlasnmssnnlyail avaaideauasfaansesaasilas 2 034
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2.9 Tsanuluwrmmlng ?
Traitifinnasadia

2.10 mswgnsal lsatilnegnls 2

nlasunshmmeesndun duassesiinusnuagiatiies gihelyatenniidinlamun
winihglasumyiianbari wiasnmliaiane a1amilsaudas daademaasqidnla
naggniayil unalu uageradedianla

2.11 vlnldlanialaviaswoaiin ?
lwlillala vlesnnuiulyamaringnysy
agnlsfimunissnnaasaiinasmlgiheiidimlndla

3. m3lagialszarin

3.1 Tsaiiinanatdnuazasauasiagnnlslumslsdialssariu ?
i@nuagasauatinidnanssnueginn ludnnawlasumyinant

wadnn lasumyiiabuagsnmuaifihadnazidialaiennd

inunanaa lanansgnuimnnsggniifiaglll madasmnineraiiumse
Taisaudanaligramsmnmyiam mafushneezmauniiiunsglasamenanaums
tymuandnesnieannnzinla tiovnnlyaiiiulsaiidessninaasadia

3.2 wignumsldlsaion ?
ladinemumyliTsason wminlsailuna Taiiaenuiiniy wasamnsoauladiseiasuians

3.3 wgnunstanidl ?

Tasizernlunmanin mnlsailinaliiiaanuiiny uagannyoanlamemesidua agn
lsfimumnnsggnTawmasdana lusgas3uusnea1509131331NAN1509NMEAINBABILANTIN
wonMNit lHINAMIsanN1aINY

3.4 tngnuamis ?
Taiomsamnzamsulaait
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3.5 amnamadinana lsaiuniala ?
amwamd luinanulsait

3.6 annsadatadulanialai ?
annyadtatadula uaginayesainFnmunnsdmsumsiadiaduiioriu

3.7 idgdnnadaniiung n15aiassa msquniia ?
Aniudeyamasmidna lundiiassngalidaiau
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