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78.0% (85/109) o EH Y5 #H21HLANICEME  DFIME
FiZ16661H5261 (31.3%) IC§R® &z, E 2RI LI
(6fil, 3.6%), [mliirtkd v, SR, IR O 3KV,
TREERIIN, gk (B3, 1.8%) @mIgDIEfeit (2o
VIEF F— ¥ RIBIE), TNFRZARBLEEIEEGR, FiEk
PRy EIRILRI S AR SR « mIgDIEMERERE (HIDS) /
Aoy EEd - RIEREERE (MKD) 7261 (HARAN1H % &
tr), TNFZAEBLERMAEERTEE (TRAPS) 46/ (HA
N6l % &), anre F w5 AT AINE 72 SR tE
mEAERE (crFMF) 63l (HAANIHIZET) Exffe Lk
N2301788& <, fRE4Okgll T @ B#H I AFI1E 2mg/kg X 13 7
7R, (KEAOkgH M A 5 EHICIIAALE150mgid 7 7 &
FEGAZ L ICHRRA LN FCHE L (CHERY : &K
168/, TSRS N VB A IXAKI1E2mg/kg X 13150mg
FToMERL, 7L, loREHRIEAH4mg/kg X i3300mg
@16ERICERIG O N BFEOEE (5 14H#iCindex
flare D EME LA S, 20 16 D 5 hIC T 72 72 B2
BRD LN o L BEOEE) BRKRIRT, RAFEHTH T
Z16HEBICER IR LN EEOEIAIR, WThoEEHRTY
7T e RBICHRTHERECE» 72, $72, WTFhOEERHET
b HIEES % IAH NI RIE~ — 7 — TH 2 CRP R i 7 2
n 4 FAEE (SAA) OEFAHZ b7z, K1 Index flared &
i 7 v X ILRFICE® b B OB Zindex flare & L, #%
B14HBICR D22 D&% 7- L 72354, index flare D Efif &
L7 (DEERIERR © ERIC X 3 253 T (20
P EM : CRPAIERFIFAN (10mg/LLLT) Xig~R—2 5
A v EHATO%LL LoD, K2 1 7z 7 FER 5 PRI EIR & 1M
RN ERSFIRICEED b NG A L ER L2 (DEEENH
R ERRIC X B MR 2SR | () IMiE AT © CRP
30mg/LLA |

Bk AFIEE

77 e RHE 77 e RREL D

#




[959%cr] *1,
pfiE*2
29% [6, 50],

p=0.0020
37% [8, 61],
p=0.0050
55% [31,
73],
p<0.0001

HIDS/MKD 35% (13/3761) |6% (2/35f)

TRAPS 45% (10/22451)  |8% (2/24451)

crFMF 61% (19/31f)  [6% (2/324)

#1: FRe 72 {SHERERE, #2 : Fisher's exactifiiE
GHIDS T}, —HEEBRHAOREIEM XA % %5 < hiz 684+
ﬂ@(%B%)um®6hto£&ﬂﬁmiiﬁﬁuﬁr(4
B, 5.9%), FRIKOINEERIESD v 2 25 (%301, 4.4%), L
R, FEE, hEZ, U (&2, 2.9%)., TRAPSTIL,
ZEEMH O RIER AR & B G & 43009 1441 (32.6%)
IR bz, EaRRIWERNT IS (46, 9.3%), S
SEA (BB, 7.0%). crFMFTIX, —EHERMEOEIER 4K %
&5énﬁwmmww(ws%)kmbantofﬁﬂW%
RN EOG (66, 10.3%), FAGERESE, 5 (%341,
5.2%) (NEBETEOST) O2H TR F R IR %
(N AR © 25 BUE FERF R B EI 2 B 1961 (165%
DL B2 % &) G LAIEEM, RS
(G1301388r) T, A#1Al4mg/kg (G EI2300mg) % 47
TEIICIEER T TR TE @8 Dadapted ACR pediatric 30
B L 72 BE OFIG13100% (19/196), F 7=, 28EBRICHE
NEBEER T4 FEOFEIERTE EGEOEEIT
73.7% (14/19%1) OREIERZ 19611361 (68.4%) <o b
Nie, EEIERGESIAEIG (36, 15.8%), HFHGER
W, WEEE, TO=VvT I PR T 2T —EHM (%2
fil, 10.5%) ®FEFEIHRE (77 &A% R 5
BR) AR BRI EERE R B 48 B 84l (165% LA Lo 10
Bl &L ZXRE Lz _EHERIBHE (G2305R ) T,
AFI1E4mg/kg (EARIZ300mg) X377t F % EHER
TCeHBETFE @15H% Dadapted ACR pediatric 30 % 3ZhK L
-EFOE AL, AHIRES3.7% (36/4361)), 77w KRt
9.8% (4/414) TH Y, AFIHOEEIZ T I e R L TEH
BICE D o 72 (Cochran-Mantel-Haenszel#iE, H fllpfi <
0.0001, FKH#EIXFH10.697%, O'Brien-Flemingikic & Y i
EDLEMNEZHE)  ORIER IZAFIEREc436Hh561 (11.6%)
LR LNz, AFIEECHED O NEWERIZ, SEXME, B
KRB, Bt ERERGE, I, fFrhEkisE, B
MERFAME, 7L -, SR, K, FEiEo v,
FEFEIE (%100, 2.3%) OFMEFEIHGRE (7 v £ o ik b
1EGER) 2B BRI E R R B 4 B AR & L 2 G23018
B, =11 (7761 (16/%bA Lo BEFE1THI%ET)]) CTAAN
[4meg/kg (REAEIZ300mg) ZIEER T CHAT & Iicf TiE
GEEBH), ~— LT EhpvCEMEL 25— +2 (1004
(16 Lo BFE1FI % E&T)) TlEAAI1E4mg/kg (A
F|13300mg) XIZ 7o A%l : 10k (%5040 <EAFL, —
FEER I CAEI LK ME (CEERE) @ —rlcslF
ZROFBERERAT A4 FEOFRIERTE ZEFEOEEIZ
44.5% (57/1286), ¥7=, ~¥— F2icE T 2 FHRE CoMMIC
DWW, TR RRHINT 2 RAEDO Y — P L 95% X
f120.36 (0.17, 0.75) TH Y, AFHOFMRE coMfIx 7
TR LR THEBICER (8iln 27 v 7E, Fillpfli=
0.0032, HENKHE TR HI2.5%), Kaplan-Meierik: THEE L 727

MU T o BB OBE (%) BRMAXHEORSE, V22
Bixov— 1+ 2R > O HEUI (RAIRE, 77 2 R OIH)
12, 1H (50, 50), 85H (39, 38), 169H (32, 23), 253H
(21, 11), 337H (11, 5), 421H (8, 4), 505H (3, 1),
589H (2, -), 617H (1, -) @-¢— 11 GEEHRE) oEIE
1776093061 (16.9%) IcZ® b, EAEIFMAIE, &
AR EARREREE (46, 2.3%), SE (34, Lw%xzﬂ~h2
(ZEEHH) o aIfER IXARFIRE 50611361 (26.0%) 127
B oz, EREfERIZ, ERGERE: Gl 6.0%) @RS
FEA T AR BN MG A TSIE X F V95 A 1401 % X
Re LG, RS (G130238) <, AAI1E
4mg/kg (FREARIX300mg) Z4BEFICHEEFER T TR TE @
B EEMHTNRIFIC BT, FIFRERT o[ VD
BN IIEEZ 3% L 7 { 8K Tadapted ACR 30 % iEfK
L7zBFoEE [95%EHXME] X, 54.5% (6/1141) [20.6,
88.5] &, 95%fSHEXE o T IREIZFAIICHE L 7 BRfEAE %I
40% % Tlal- 7z (ERGERLC X 28l &oME, R llpfE=
0.249), %=¥, AFIEES L2 (1441) i<k %adapted
ACR30%EM L 72 BF 0EI & 13288, 48 ARtz hZh
75.0% (9/12f1), 81.8% (9/11%1), *7-, HWORBIETRE X7
o 4 FHEOMEAGER T E 2 BEOEIA 13288, 48HKH TZ
NZhN58.3% (7/1261), 54.5% (6/11%1) ®F%548:HM T
BIVER 21451761 (50.0%) 38 b7z, 261l ECHRBL
EIEMITEPEE 6, 14.3%) [E3hEIR] @1Fmik
Fros ARENE, e ML-1B 3 28Tz v bgGle ) ~
0 —FAfiETH B, b FIL-1BICEA L, IL-18 2352 AKIC
WoTascrxAETELICEY, ZoiEEEPN @GIL-
1BRHEMEA + v PIL-18 ICHG (REEESL : #940pmol/L)

L, b FIL-18 & e PIL-1%ZEKE DS ZIHE  @Oin vitroll
B BEBIEME - v FIL-181c X 2 & b BUSHHEIEMA 2 5
IL-6PE4 K U e M REEHETOIL-8D 7' 1a £ — & — Gk %]
fil  @in vivoll 3 1F % HIEM: © v PIL-1855%~ v AHfi%
O JERR % e ERE NS o], £72, e FIL-1B THEHKE N
%~ v RAZERFE~OIF P ERIRE & BN G el 38
2, e ML-1BICE VEFEFHEIND T v b OFEE H[aFE Tl
#H @F DfthofER : invitroTe FRE Y v ERK)GTOTHI
fasesE % fHE L e h o 7z

(K] A F*X=7 GEEFHBEZ) ke PIL-1RICKT 3
Bz e FgGlE/ 7 v —F Ak Th hH, vV AL
7Y F—<HlESp2/0-Agldic X Y EEA I N 5448(HD T 2 /R
BHEPO55HM (Cy196H33587N55870669516 777
FB149,227.96) 200 F R O214ED T 3 ) BEEEE D O 7n B RN
(C1o030H1596N2740336S5 70 H :23353.65) 2
ST TRER S B RN

(EE] MRS BERE TR 5 e R i
- TNFRARBLEFIIEERAE - SIgDAEMERE (X ov o Vg
FF— ¥ RIBE) 1COVT20164E12H 19H 5 5 104E, BEFIGHE
THRA 5 % 2 ST R FE MBI 410D W T 201847 H 2
H2 6105, BEAEEHR TR0 R AFER F 9RO
T20254E3H27H 2> 5 104F)

(RPRIBAN] SERL30FE7H2HREFR0702E15  [ERMEE
B EE LoshRe - SIRFOZHE IS HERHICOWT A
7V R T EM150mg, [EE TEFKIS0mg (1) REF 04
S RUE R R BT R ~ D lIc Y 72 o Tk, AN S LTl



DAEMEF TR+ 25 G ICARF O 2 RET 5 2 & Ofth D A=W & U L C v 72 365 o 4 B Ol AT
(2) ARBUH D 22 5 R SRR FEME B AR 98 ~ D B GBI 12 2 72 OFLUH DI 50305 & FIlT L 7= Bl
2T, ROFIHZZHRHRMIIME O EM I i3 2 2 &



