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Autoinflammatory syndrome

8 i =EERAEIERE

A

H O RAEPEREBERR L, 15 5092 oo i) {8
REIZLA2HORERBIIY LT, B
SEIE R SIE O 1 ) B & RN &3 B i
KEBELTHBENLLOTHA, B
R, MERREY R UBYYE T L
V¥ —, HORIEREIZUS 28, HEEE
TT LN R EOFR»R L, #HEH
CHEILEETH 5. H D %IE (autoim-
munity) @ auto A3 "self” & B4 5 D2
L. B C &IE (autoinflammation) &
auto & & L A “automatic” % “autono-
mous" DEIRE E 52 b A, RIFHTIE

HERRICIRESN TV ABEED 7THREL
EEREIZ DOV TIHT 5 (% 12-10).

| EEA - RIERF MOERER-E-Y
F 2 fabr - B ERIBIC RS LT 40 Kt
T BT B DI LR MBI 5T E AR
A7) —4k XU, NLRP3(Z
A 2) 7T { NLRC4 ¥
vHhA4 TSIV EERTAS. Zh
LEOERIZL T V7533V —LPR
WASHEMEAL L IL-18 2 BRI EAE & R
H, QA NVABEEIZL 5 TIRA »
¥ —7xu » (IFNa/B) S ELE S5 78,
DNA %> RNA O#RE6Z 22000 5
MR ZHEROERIZL - T, IFNa/B
DIRAAI A S IFEN ISEAV SR & 24
L. TUTT V= ABEEEFOERIZ
LoTh, FEMAWLZ2L IFN B8
Bl Eenh @FDMh, NOD2 R A20 @
BRI X - T NF-£B 0 BEEMHAL% 8
DA,

HAERIEO AEE - B REE 2 L.
BEIZL - THREWYLEREZ RT (&
12-10). EHRRIZER, Frapkk, SHERR, 89
Bk, SRR KB DRI T D B A
I3 BT LT o0 AR i JR R B T
MEREEILEELH L. MHEHRETIE
BER IS AR~ — h — Dtk & %
. CT 7 &0 (b A= TH LB P8
LbEHTHSH. BZFMETHEL, &
Wi EO 7R VIR L HERTH 5
A, MEROBRICIZEES BT 5. #H
BWEMERBE TN, 7 BRICHIEET
2.



523

n A VLR A I S R A i i

s2e 901 89z 69z oLl g0l 92 | 99z ,ﬁﬁwm
- wwwmhﬁu‘ —————e T = - ——t . _ = = N ~ t
o gax B ¥ ) WYL Lax fax|  fax
WL | N (ame | BRIty e B e [N o | el o |k o | 2l % |
A S hey g ooy HAOLY rusy TTEEElipey oLy ruey £aac
- + - = + ++ + - ~ - ++ + ++ .Nrmmw_
= . . e ) ! £ e 2
e HEETEIE ﬁummm . . . S L= -
HEEH ¥ B "YUy sEmEs WHE ¥ E MY ) 2FUEEE
Moy DATAL BE B Lo wen o g AR DuE B R o LT WEVE e oy v | AW
e | GA % | Wl VEE B OCREM & uD T ONGE B wER oS e | ME
AR g B O™OEE 00 s amﬁ.ﬁﬁ A ﬁﬁﬁﬂﬁ AR HEFE Sy we wE UEEd he
TP WA EE e | | B ‘ T <8
+ + + + + + + + e T +i— + + + ﬁ& i
B8 . ; WE e |zl S | @ | | o T
w(wx_ﬂw@. . ;0 HE YT |~ TE~YYE HE~YE | g | i | e | Y H~BiE . HEE  BE~Y | Mwﬁ
LHIAI
LYYy
EAVINL  POMIN  LHOTO . WI@M 2 EdLIN 8GNSd  IdidISd  ZAON  [4SHANL AW AT Wmﬁﬂ
YZHISYNY
IX3HL ] ——
(g )4 o
E2k- k- HE - FE (& Fa32uR)HE F%E i T 2 U ®) k] FE & - BE IR
e
g |
B S Lo . wm .o ¥ wy sk
L4 T S PreuAey BTN R plefb e THES T4 BHEHE T FIEY ¥ FEa(c T MTEEL ¥
AEH % WHYGE T W HHAES TH®E Hes
S
m s g | b . mam | g o aw | |
EUE 2 u ] LB THEY, E= £ Eu g i | (sdvuy) _ “
Z\0aY | vouN | zvay wwﬂa@cﬁoc VONID _%wawmﬂ; ﬁwﬂﬁm_ m 2&&*&& 493 | ey YA xﬂ s, - A
: : — : zm.&& nelg | HEMERY HRHEE
OB (Sdv9) J B - wﬁx gy | (SAHE |
e HNTROERM < (AYGL mﬁn&ﬁ:a | Ly |

ﬁﬂﬁﬁﬁ%Mw BHEEY OL-zi 2%



524 128 BEREFOEGES

AT UL FAROFIIRER 2 Z L
E . FEHPERTIZI LT >
PHEBTHY, BEEEITHILS.
7)) B B G B B T
IL-18HED B FF 2= 7 (A4 5 R) A
FRL., F DI HEEL OB T8
W L1280, JEIRR B E O BRI
IR C TS5 2 EE T 5. Blau SEBER
TIAEIBERERLPHEBRICH L TH
TNF-a $UEREA] O 8D i
W5,

@ s TEROEHEERIIS LT

B 5 (& 12-10),

1) INEFUEER0O05mg) 1 H 001~
0.02mg/kg &% % Wid 1 §E% 1~2 [@]IC
TERTHE 1 H 0.04 mg/kg % 3 L\
4R F TIEER

213 YRE 1B 2mg/kg (40 kg R ii)
HBWIE150mg 40kg B) KR T ETE
BINIE8 B EICHBERSE BRL
B NIE 7 BYAIC 4 mg/kg (40 kg &
i) 3 % L\ & 300 mg (40 kg #B) B T iE%
2 B ETITLY, 8mg/kg (40 kg i) 3
%W\ 600 mg (40 kg #8) B KE, 438
TEEREMBE U TSRS

LG PRABET ST

304 F—3¥ ADIEH, B&Iﬂﬁ@ﬁé@%ﬂ“&

KM EDOBBIEE TFHT 570, H#

HED & 5P EE I ’““‘"H»JTL %ﬁ%fﬁﬁié‘ﬂ;

e UG LR IR T A L3055 5.

OEFRBEOK A >+ EERERTH

HI LML, TELZ2ENEYO

HEAEEZEAZE2HELT S, A4

MDA TS 2 L 215, #Eh

X)) P TRBEDEDOM b EET 5.

9G4 B E R =

IgG4-related skin disease
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ALAE, IgGd BY 9 8o 9 72 7 43 J 4
HEATHE MR S A7z (Wallace ZS, et al ¢
Arthritis Rheumatol 72 : 7-19, 2020).
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