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BRPREVT

7 AV A EG R M G & ASD & OB W SN TV A, WD D S 7 A v AEH echovirus
7Y, rubella"”, mumps®, Epstein—Barr virus”, parvovirus B19”, hepatitis C virus® T ¥, i &g
Mycoplasma pneumoniae”, Yersinia enterocolitica® T B. TN 5 DGR FHS ASD IEDFHIE L %2 o
TWBIRENDH 5.

2. BITER
1) R A PR

bOSE D 5 DOBI*0602 (DQ1) %5 ASD 2% <, 181k &% Cl& DRBI* 1501 (DR2), DRBI*1201
(DR5) A%\ EHE SN, T 27950 TIEDR4 2% 1Y, #ED 5O TIid DRBI
12, DRBI*15 %% <, DRBI* 14 \ZHJAMIMEAGRIZS WY,

2) FOMOBEET

DAED S MEFV exon 10 D M6941 & G632S 225X ASD (6.1%) Ta ¥ hu—J)b (0%) X b3
FEASE o 2 L WG S hER S~ 17 7 — Vil IEE T (macrophage migration inhibitory
factor : MIF) 70— % —fHI§® CATT ) ¥ — +-794 (rs5844572) T CATTsiZ ASD T2 ¥ hu—)b
L) EHETH - 2 WG S NY, € b IL-18 HAET exon 2 D L 6.7 kbp $HIK (7 10 € — ¥ — i1k
ZH0) 12 10 fHo—353E%Z R (single nucleotide polymorphism : SNP) & 9bp DifiA (-6311 & -6310
o) 5. bAERS SNPL, 2, 4, 5, 6, 9, 10BENFNT, G, C, G, C, T, ATHD, 9
bp DIFADH BT F A4 7 S01IZBILT, S01/S01 13 ASD THEFH LV QHELREVWERE SR
71,

D &) BT RAT ASD FIERREIZB G- L T 2 T REMEA D 5.

3. Y14 bAhAY, TEREHAY

26

MEFA S A4 v OHMEPT A DA A VIREOHRE» S A DA S H A4 OREEENPZD
WHRORIERBIZEG L TnEEZEION5.

% Tld4 > % =14 %> (interleukin : IL) -4, IL-6""', IL-8 (CXCL8)*>'®22V  L-13'9,
IL-17", IL-18%!%181921=23) 11 2119 11-23' M-CSF*, CCL2 (MCP-1)*, CCL3 (MIP-1a)>”,
CXCL10 (IP-10)*%, CXCL13*’, CX3CL1 (fractalkine)®®, MIF'>®HsHf§ 5. IL-14'>", B
FERF (tumor necrosis factor : TNF) a®'>'"18  [ENp® 23§ 2 & WA FE LML v & v )
Wi2d 5.

IL-1 PSS, TL-6 FHESE, TNF HERIZWFN S ASD IZARTH 5.

RMEI, FeRE, BEENIEEEO T AINIE Thl BEAETH 5. FWHLEEIC 517 5 mRNA OFEBLT ERIY
EE (AR v < b FEBEELVWDbNE L DT, ASD QIR EE) Tid IL-6, IL-8, IL-18



AL, BAEIMEIEECIX IL-8, IL-18, TNFa 2SHhIL T\ 7=1).
ZDE A DLRIEET A N AL Y, TEHNA VH ASD DIFREILICES L Twab.

ekl

ASD TIZRMIM TCRyS + T MINZIZHA L T 5%, CD4*CD25"¢ regulatory T Ml IZIA L T W
22 KA Th17 AN L T 5. FAMIM natural killer (NK) T MILIZ#A L, a-galactosyl-
ceramide (a-GalCer) (23} % HFHIG 2 & NK AL o0 4 5 4% P 134 L v 239, germinal center
kinase-like kinase (GLK) %3l T MILOBEA LA LT3 MBS TW5H. ASD Tidflix o
A AYHRBIZRICES- LT 5.
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Escudero FJ, et al. : Rubella infection in adult onset Still's disease. Ann Rheum Dis 2000 ; 59 : 493

Gordon SC, et al. : Mumps arthritis : unusual presentation as adult Still's disease. Ann Intern Med 1982 ; 97 : 45-47
Schifter T, et al. : Adult onset Still's disease associated with Epstein—Barr virus infection in a 66-year-old woman.
Scand J Rheuimatol 1998 : 27 - 458-460

Pouchot J, et al. : Adult Still's disease associated with acute human parvovirus B19 infection. Lancet 1993 ; 341 :

1280-1281

Castanet J, et al. © Adult Still's disease associated with hepatitis C virus infection. J Am Acad Dermatol 1994 ; 31 :

807-808

Perez C, et al. © Adult Still's disease associated with Mycoplasma pneumoniae infection. Clin Infect Dis 2001 ; 32 :

¢105-106

Colebunders R, et al. : Adult Still's disease caused by Yersinia enterocolitica infection. Arch Intern Med 1984 ; 144 :

1880-1882

Fujii T, et al. : Cytokine and immunogenetic profiles in Japanese patients with adult Still's disease. Association with
chronic articular disease. Rheumatology (Oxford) 2001 ; 40 : 1398-1404

Wouters JM, et al. : Adult-onset Still's disease : disease course and HLA associations. Arthritis Rheum 1986 ; 29 :

415-418

Joung CI, et al. : Association between HLA-DR B1 and clinical features of adult onset Still's disease in Korea. Clin
Exp Rheumatol 2003 ; 21 - 489-492

Nonaka F, et al. : Increased prevalence of MEFV exon 10 variants in Japanese patients with adult-onset Still's disease.
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Hoshino T, et al. : Elevated serum interleukin 6, Interferon—y, and tumor necrosis factor-a levels in patients with adult
Still's disease. J Rheumatol 1998 ; 25 : 396-398

Chen DY, et al. - Proinflammatory cytokine profiles in sera and pathological tissues of patients with active untreated
adult onset Still's disease. J Rheumatol 2004 ; 31 : 2189-2198

Chen DY, et al. : Potential role of Th17 cells in the pathogenesis of adult-onset Still's disease. Rheumatology (Oxford)
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Choi JH, et al. © Serum cytokine profiles in patients with adult onset Still's disease. J Rheumatol 2003 ; 30 : 2422-
2427

Kawashima M, et al. : Levels of interleukin—18 and its binding inhibitors in the blood circulation of patients with
adult-onset Still's disease. Arthritis Rheum 2001 : 44 : 550-560
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26) ZouYQ, et al. : The levels of macrophage migration inhibitory factor as an indicator of disease activity and severity
in adult-onset Still's disease. Clin Biochem 2008 ; 41 : 519-524

27) Chen DY, et al. : Predominance of Th1 cytokine in peripheral blood and pathological tissues of patients with active
untreated adult onset Still's disease. Ann Rheum Dis 2004 ; 63 : 1300-1306

28) Hoshino T, et al. : TCRyé + T cells in peripheral blood of patients with adult Still's disease. J Rheumatol 1996 ;
23 1 124-129

29) Chen DY et al. : The associations of circulating CD4 * CD25"&" regulatory T cells and TGF-§ with disease activity
and clinical course in patients with adult—onset Still's disease. Connect Tissue Res 2010 ; 51 : 370-377

30) Lee SJ, et al. : Natural killer T cell deficiency in active adult-onset Still's disease : correlation of deficiency of natural
killer T cells with dysfunction of natural killer cells. Arthritis Rheum 2012 ; 64 : 2868-2877

31) Chen DY, et al. : Germinal center kinase-like kinase (GLK/MAP4K3) expression is increased in adult-onset Still's
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AF VI &L, FEO/NBEIE George Frederic Still 25, BAHIiZEIZHEE, V) Vo HilERR, HFBEZR &
DEHIEIRE LS ANEBI % 1897 FICHE L2 &1 E 5. — 5 Bywaters S XA BREOKA 14
B% 1971 4EICHEG LY, LARRIE ASD OB #s L7z, BUE, 16 MRl /NI IAE L 72 I A
OIBVEA LA EEIF LT % (uvenile idiopathic arthritis : JIA) & #FR &, Z OHIZ Still 3%k
EL2EREREMED 74 71, SR IA L LTHEEATWEY. Ld5 T, ASDIZIE, &
A Z ARSI L2 b0 L, AN D THRAE L 72RAFAE A F VK (adult
onset Still's disease : AOSD) &3 &EN 5.

FIRERITFE, BEER, BETH L. BEIIZIEZULHETH Y, 3L A LOFITHEEERE B
REBEES (G5 1)Y. BIENIES (BB T, 39T L RICES 5 @A IHEER % £k - TAdC
WL, HHRFHCEET % (spike fever). ZEEABRICIIFMM R —FE 25 (1) HHHL,
REIEICIZR T 5. BIEERIE S S OBENICIESFEICIBIL, T4 & o KB % fui 2 faik
e EO/NEEIC D ASND. MERA T, J0iE % K U CRIMERIEREHRETTE, CRP Mifl, MfFEk
BROAMEKEZ BALN, LIELIENT Y Y V24 L EREMRIFREL ). F 72BN

ASD DEERE (2014 F£EHEE)

i R AE IR (n) (%)
s (=39C, =1HM)  152/166  91.6
PE £ 138/166  83.1
BA i 9¢ 77/152  50.7
ERI B2 95 102/164 622
REEE 96/162  59.3
V) U oNEiERR 72/161  44.7
JL e 52/161 323
ik 42/162 259
EHTLLF— 29/165  17.6
fiafigE ¢ 6/161 3.7
N e 5/161 3.1
IR M 9% 4/161 25

WA R (n) (%)
FRILITHE =40 mm/ I 113/164  68.9
H I ERBE I =10,000/mm®  131/165  79.4
I FRERBS I = 80% 118/165 715
iRz L 122/165 739
Mg 7 = V) F 8 146/165  88.5
Z1fl (Hgb<<10 g/dL) 68/169  40.2
PUBPUR T 42/163 258
U= M FRFREST 33/164  20.1

(Asanuma YF, et al. : Nationwide epidemiological sur-
vey of 169 patients with adult Still's disease in Japan.
Mod Rheumatol 2015 ; 25 : 393-400)



21 ASDI[CHSNZHBENUIT M RE (BB
%) 1 [0 1 B8]

SMHCHIBL, HABICY—TEVEVIB(ICEHIY 2. BREOEER
EEEETSE, BUEBHERBEHMIICHIETS (U TXRIVRR).

PE2 e LT 7 = ) F AMERMLE IL-18 A L, RE&EEFITIE~ 27 a7 7 — JinELiER
HANBITT 5228095, )7~ M FRFLHBIUE R EOHCHRIZBEETSH 248, LITLIZE
T LUNVF—ZRITHAIAOND.

AN OBAREIE, OZE Y — F25 1 BO KO EEBIEESR (30~40%), @2 HIEROFH
FERMY BT LM (30~40%), QBIFiK R, #7328 TEBHI%M (20~30%) @ 3
W E N, BUEAH AT CIIEMEESMEE 25, T ALN, B LERIZ~s 1
77— VIEMHACREGERE, AR M4 e (disseminated intravascular coagulation : DIC), HEH|7 L v
F—, WAETH 5.

(RIEIR)
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1) Bywaters EG : Still's disease in the adult. Ann Rheum Dis 1971 ; 30 : 121-133

2) Petty RE, et al. : International League of Associations for Rheumatology classification of juvenile idiopathic arthri-
tis - second revision, Edmonton, 2001. J Rheumatol 2004 ; 31 : 390-392

3) Asanuma YF, et al. : Nationwide epidemiological survey of 169 patients with adult Still's disease in Japan. Mod Rheu-
matol 2015 ; 25 : 393-400

ASD DERRIFICIZIFERIN 72 b OHE , FRITHTRDZ 5 o T e X9 e 58E RN ZZ s K
e Z L%, FE (1 H 1 KM 2 WiE 2 Mo ¥ —2 280 MkE), BEER, KE (Y
WIEFEBN—B LTI BL - IR 2 K08E), B, V) o SRR, FFRRE, SO SERTR (P
BR, JRICAFRERESIN, ARMBRILFEEEE A, CRP EH), BFREE, B7 oY) F VIEAR &5 EEEK
BTHNYY, ThEOMAAHREICL Y BMIA A ENEH, ASD LBEMENTH L L0 b, Ek
WIXEGIE R EOBRIBI AT S EARYE SNTEL, MiF7 =) F EICE L TE, #isick
0 R RS R 2 o TIERE 20 JEBIZHE LW 2%, cut—off il & L CIEH LBRO 54500 (& 39~82%,
WRSLEE 73~82%) ZHEIET HHEEAILEME Y. T2, ASD THIMT A7 2 F Y iR@HEO 7 =
V& RRY, IRELEISHEZ 5L I3 TWw5 (ASD TIIHL7 =) 7 OFED320% DU T & 2%
%34),

ASD O FEEHEIIOWTIE, HEMDB X RAOKNFEN 2 5/B o200 LT, Yamagu-
chi bO5HEHE (1992 4) & Fautrel & D4HFEHE (2002 4)V A3 5 (5 2). Yamaguchi S D44
FHEIZIRIE (96.2%), FFFRIE (92.1%) £ & BITHE L, WHTO 6 DDOHFIAELBIZB VTR &
VI (93.5%) ZRLAZDZERS, BUETH oFMEE L TR MR T WS, 7275, Yamaguchi
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ASD 7 ¥aE %
Yamaguchi 5 D 3#E (1992) Fautrel & D ZE#E (2002)

KIEH 1. 8% (=39C, =1:HM) 1. A4 ZIRD3E#E (=39C)

2. BgHIE (=2801) 2. B

3. R 3. —EMEALEE

4. HIMERBEI (=10,000/mm®) B X OUFhERIEI 4. THE%

(=80%) 5. GFHREREEIN (=80%)
6. L7 V) F UET (<20%)

/NEH 1. WHEHER 1. BEREB KRS

2. ) UORHIENRD 5\ I3 E 2. BBk (=10,000/mm?)

3. IhERe R

4. V< M FRTEES X O ITREYE:
g AEFSHHEDE (CREH 2HHD L2 &) KIEHA4WEBEME, HAHWITKHEE 3HHE +/NEH

7e72L, BAbuEH IR L 2 JHH
BAVEE 1 RYYE L

I EYENE

M BIER

(Fautrel B, et al. : Proposal for a new set of classification criteria for adult—onset Still disease. Medicine (Baltimore) 2002 ; 81 : 194—
200/ Yamaguchi M, et al. : Preliminary criteria for classification of adult Still's disease. J Rheumatol 1992 ; 19 : 424-430 & ¥ 1Ex%)

SOSFEBEMEIZR T ) F VMBEQOTHANE TN TE ST, FEBROBRNIEH T 2 BICI3 S
KEZ EDOBINBIW AT L EH D S, Fautrel 5 D IEMENITIIRNAZ W OB 372 {, &BE
(80.6%), HFHLIE (98.5%) & HITEWVAS, Bi{L7 =) F ¥ 20% UTFTOHEANE TN TH Y, —#kEHRK
WIEEWIZ v, IifE7 =) F L Yamaguchi & D5 FREHE LM A G DY -HEFIID L VW25, 7=
) FEEHAANT L EE, BRENOFGRIIKREL oz OWENRDH LY. 20, ASD
TUEIMIE TL-18 - WA D25 (WA IL-2 52 434K) - calprotectin * hemoxygenase-1 57 &SI I
FHTH 2L OMEDVPBEHALNED, INOOFREBRIIHFRELHAGLETENIEEH
THAPOFMEIE RSN TV,

LREOFER LD, Yamaguchi & DHIEME R DASE D ASD BWITHWA Z LI RZYTHY, Fim
H7x)F bR (EHEROSEDL) BZMOSEL 5.

<5|ANM#>
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Ohta A, et al. © Adult Still's disease : a multicenter survey of Japanese patients. J Rheumatol 1990 ; 17 : 1058-1063
Asanuma YF, et al. : Nationwide epidemiological survey of 169 patients with adult Still's disease in Japan. Mod Rheu-
matol 2015 ; 25 : 393-400

Fautrel B, et al. : Proposal for a new set of classification criteria for adult-onset Still disease. Medicine (Baltimore)
2002 ; 81 : 194-200

Fautrel B, et al. : Diagnostic value of ferritin and glycosylated ferritin in adult onset Still's disease. J Rheumatol
2001 : 28 : 322-329

Jiang L, et al. : Evaluation of clinical measures and different criteria for diagnosis of adult-onset Still's disease in a
Chinese population. J Rheumatol 2011 ; 38 : 741-746

Yamaguchi M, et al. : Preliminary criteria for classification of adult Still's disease. J Rheumatol 1992 : 19 : 424-430
Masson C, et al. : Comparative study of 6 types of criteria in adult Still's disease. J Rheumatol 1996 ; 23 : 495-497
Lian F, et al. : Clinical features and hyperferritinemia diagnostic cutoff points for AOSD based on ROC curve : a
Chinese experience. Rheumatol Int 2012 ; 32 © 189-192

ASD OIGEEHRE L LCid, EEKRTIIIEE, BE % EOMKRIER L BIERkE, SHEPT R (CRP,
MRIMLERIERERLE), 72 F o ZeRENLZZSE L L TREMIZHET L TV 25a08% v, 5
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ASD EffER 17

Hepige o O A1 [
DIC mo O H2 O
MERE BFEBERE (HPS) mo O A2 O
fFrpEREE A (85% Lh 1) wo I A1 O
7V FUEfE (3,000ng/mL BLE) o O A1 O
ZW ) vosHifER mo O A1 O
BB EA T O 4 FiEsEdiE wo O A1 O
A3 7GR 0~9 i

ASD i B Akt

B OE:3NDE

PREESE © 2 ML E
WO9E 1 DT

B, Bs, MR, Mgk, OBk, RS U IS RBiEEE RS, MIE v o oSHilER, [msk
15,000/ uL LAt WHEERG, M5, B0 A #A S 0~12 SCEHI$ 5 Pouchot 2 2 7V%, Zd2a7
A WRNE, MR A B X I L IS 7 =) F >~ 3,000 ng/mL B EE M Z 72 Rau A2 7PHH Y, W
NBIEF Y AZZ L, BRI B W UGG Ao TE 28, EERTHAZIN
BHIZIZES> TRV,

AR JIA (I35 5 A A R O BRIRIFZERE121E, REY 7 < 54245 (American College of Rheu-
matology : ACR) D JIA 27ty M 6 HH (DEMIZ X 2 EBEEEOREFEM, OFEKE 13
BRE & B A B REAR A FE, GOURBIMERIEi 58, @O ENSHIR, /NS ORI 3§ 2 B 5
(®CRP) H1 3 IHH T 30% DL EOUGEED D SN, 20 30% Y EoELDS 1 HHUNTER S N7z ACR
pedi 30Y%, T AUSTEEZE IR 723 2 W CHRMRE P ER S W Tw 525, BEEROF 5
KEL, BAIZBWTACR 27y FEHAVEDBZYPITOWTIETHRBEIE R ST,

Dbz E 2, BEAZERAIE R SHa R B EBORIIZEFE O B CREs BT 2 4
Wige (WFZefREE - EHZEZ) 128V T, 2010 4E12 ASD D& EE A AT i S M7z B oo kA
DRGTH -7z ASD 169 IEFI D 9 b EE AL OFMAHH L T 12 flzxR L LT, A70
A P28V ZFREOF M X ) B % 2 B0 T, BHERLATE ORI, AT RO TR
FrL7z fiRE LT, A7 04 P2V ZAFRERATREC B WO, W%, MIREAFEGRE (hemo-
phagocytic syndrome : HPS) OF EICEHE TR, WFhEkibs, FaliiER 7o) F V3ARICE
xR L7z, DEORREBLIO—BRMICTPHRAREEZ ONLBEFREZEL T, HEEL, DIC
HPS, BRI (85% VL 1), 7= F Y& (3,000ng/mL VL 1), FHWHALY »osHilEk &lE
FEATOA FIHEEEUE (7L F=va V5 0.4 mg/kg LB CIHEEPUE) o 7 HE 282 L
HfE L E X 5N 5 HPS, DICIZ2 MOEADIFEITV, 0~9 MOEEEA 7 EIER L7z (553). 1
MULF A2 BE, 2 MAREE, 3 P LA EREL L2aI, SEEERE TR SNz 162 flh A 7o
A B2V ZAFREDENE S NIHEBI D 76% 753 UL L (FIE), 20% 252 m (h5HE) 1234 L TH D
TVU F=vu Y 20 mg DT CEMHE AN RETH - ZZHERAICEYE L £ 2 SN AEMICB VT
95% 25 1 JELAT (BE) W CREMT 2R EAaT7) vy 73RN EZ N

BLOARZRAT7HHANOERKE D IR SN mih &5, ASD OGSV - EIEE % 5#Mli$ %
IRATHROBAMGIREIC L2 EHEZONLH, AR THIIH IR — N2 TMREEDENE S b
ETHY, MAESATHTHEE V5. BIE, KA 3713 ASD OHRIEEICHVONTE Y, B
AN Z S LIC LK R 37 ORIKRNZ UHEOF, WO X BRI Y10 F#l 2
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1) Pouchot J, et al. : Adult Still's disease : Manifestations, disease course, and outcome in 62 patients. Medicine (Balti-
more) 1991 ; 70 : 118-136

2) Rau M, et al. : Clinical manifestations but not cytokine profiles differentiate adult-onset Still's disease and sepsis. J
Rheumatol 2010 ; 37 : 2369-2376

3) Giannini EH, et al. : Preliminary definition of improvement in juvenile arthritis. Arthritis Rheum 1997 ; 40 : 1202-
1209

BRI

JE A 57 B RL -0 58 H Al B v A M B AR BORIEZE 356 0 H i S B 5 2 AR g (BEgRtak
T EEZFEZ) IZBWT, 2010 412 ASD OEENEFRANE M S iz, —UGREORIE, 2010 E0
1AERICEE O RFRBEE 2 %2 L7 ASD BB EU 4,760 AL HI S, HERARFIIALD 10 5 AD72
D 37 NTh o2V, IR IA SN S 7z ASD 169 Bl O FIGFEE#RE 46 = 19 1% (hyfi 46
W) 72572, ASD IE 16~30 OB EIIEN L\ & ENTW/22S, TFE X ERFRE B & 2B e m %
RLTBY, SHOBPERKRETD 65 M ORISR 22% fAAEL72Y . Bz, 1:26 TP
TYEICE L, ASD DRIEEN D % BH TV ARD o 72, 1994 FEICEM S N7z b BEOEEFTRICE S &
ASD OEEEF I 1,100 AT, BUOHERIRERIS 10 T AH2D 073 N, T 147 N, BX
Hid1:272572Y. 1994 4E~2010 £ 0K 15 4ERIZ B 2 BEEMIMEB WA O FIck 5 2% 2
LNBY, THORIENL VI EIZEL Y IEhv. BRIGTIHBLEOFERE & FERICTE, BEEE
W, BREEEH 3 KIFERTH Y, MRAEFRIE 80~90% ® ASD B TP ERENL O F MERIE S,
SET B, (CRP HEHN, ARIMIRILFERBETCHAE), HFFEE, &7 =) F Ve 2 267z, BRI I3
WPEAH A (monocyclic systemic F 7213 self-limited pattern), % JE1E42 & (polycyclic systemic ¥ 72
I3 intermittent pattern), T2 PEBIHEI%HY (chronic articular pattern) (23N TEH Y, ZNLEN 40%, 34%,
26% 7207z, BHHEERY 7 07 7 — IWEHALERSRE (16%) 3% <, IRWTDIC (6%) 72-7z. ASD
DOEMTFHRIZBIFTRESIZENZD, ~ 7 a7 7 — DGHALEREES DIC, HEWEWXZ &3 5
ETFBARTH B.

ARG )

<5|ANX#>

1-3
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1) Asanuma YF, et al. : Nationwide epidemiological survey of 169 patients with adult Still's disease in Japan. Mod Rheu-
matol 2015 ; 25 : 393-400

2) Sakata N, et al. : Epidemiological study of adult-onset Still's disease using a Japanese administrative database. Rheu-
matol Int 2016 ; 36 : 1399-1405

3) Wakai K, et al. * Estimated prevalence and incidence of adult Still's disease : findings by a nationwide epidemiologi-
cal survey in Japan. J Epidemiol 1997 ; 7 © 221-225

2D ERHIRRN

ASD % 5t BRIRREIR (FE2h, P25, BAHiIZE), MAERE (RETRO LAZRLE) PEloRke %
5. ASD % &t- 72B121, F & LT Yamaguchi b Q53 FFRAEIZHE - TFHli 217 9 25, FRICZDOBHIIC
BWTid, BYSE, EEES, BEBEOBHAPEETH L. fiv: CTHEHERISHET 3 GHEICOWT
VERBAEZT, T8 5. 28, SFEOFENIIE O WT, wEFEZIET 5. BEE
OFIRUCEH L TIE, MRETH 27-00HEHE L COFEAMOLEBME L7 v ZIFEL



DS, BRI IZRE R A T O A A —BPCE L LTHW SN L. BRETGEE G 0HE O A I,
HROEMREIZEoC, BIEKEATOA FORGE, BXOATOA F2OVAHE, 0EIH] 5
R BBHITEPL) v~ F 3 (disease modifying anti-rheumatic drugs : DMARDs) DB O 21k % MG
$5. Tz, AETERABRLER T 94 FIEFEEILENI 3 5 £ 2 RAT OB R E S S, BR
JCHENAZEDNH B, 7272 LB, DMARDs, AWEMEFIZIVTNLD ASD ~OEH IR
A CH 5 2 & 2 SHEIC, RO OV TIREFNBIE D O THEHEICHRFT T2 LENH 5.
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AR F VIRZHEF A4 54 > 2017 R

A AFVIE (ASD) D, HAEFBMIEM, HERomEZHWET S, &
B, ASD & HRAEVEI SIS &R (S8R JIA) TRAMGELZEED
GENLILEDND, ZORAAEZHFETL7-20ICEHGR A S HNN—L TV,
ASD

ASD DB H 0 b 5T X CORFEEEE () DT, BEHENEE, /N
BAE, ZOMOMESERE, 274 ANVAY v 7, ZOMOBHE), Vo~
F - BERROBEMEZTTIE R L, —BREREDSHLETS. 51T, ASDIZ
B L 72RO E L — A DR EEZ S,

BEOHA F54 Y3 FEL RV

WEEGRIEE 1 BEREIR : AOSD DR R, (F8#, Ri5, k), Wi
AR, AbbE (ReskEsE <27 a7 7 — VGt e, %
K7 LNVF—) OFBEHEHL,IT 5.

EEHRBEE 2 BFEEAOSD ST HIEA T T A FHEFISIESE (NSAIDs),
RIS EATOA N, REiHEE, AmFrsloasit e
REMEEZWE ST 5.

EERRIEE 3 | 251 JIA OFKRER, RAEFTR, e EOI & iBED
Htt & BaEEE WS HICT 5.

ASD % 5§ % BH

CQ1~CQ27 TAKRSA4 vH<) —5R

AR F VIR A F5 4 > 2017 SERL [2023 4E Update]
AR F VG (ASD) OZWr, #EINEIEHE, HEom 2 HWE T4, &
B, ASD I3RS EMRE SR (88 TA) BRANTELZBED
FENDIEDD, TORANBZEBETL7-DICEHGRIA D AIN—L T2,
ASD

ASD OZHII 00 5 T RTCOEFEERE (D0 DFE, BEHNEHE, 7
BAE, ZOMOBEBHREE, A 74 ANVAY v 7, ZOMORHE), )V~
F - BEROBEMEZ T Cld e, —HREBREDINRET L. 512, ASD IS
B L 72RO E R — A DR REEZ B,

BEEDORANARF VIRBHETA FI4 V2 ffised 5

EEWRE 1 BRER  RAREA FVIROBIR R (82, R, B
%), MER, &HE (BHkEE ~7v77— Ikt
JEGERE, FHIT7 L VX —) OFEEHS T 5.

EEGRMEE 2 | EEE AR F VIR 5IEA T T A4 FEEPUIESR
(NSAIDs), A7 04 F, SFEMHEE, EWEHEAOER)
e e EHSLPITTS.

EEBRRE3 &1 JIA OBRER, BMAETR, BEIFEEOHM & HD
AL REWEZHS T 5.

ASD 49 5 &

CQ19, 22, 23  HAKIA ¥ <)) -3
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1. BEHA1 K542 2017 EER

LY TV ADKE

SRR D FEARIEHE,
Fht 2k

TET ¥ ZAOHil
LR E DIk

O@LL T AYAT BAEDHTA FT4 >, SR, MR LE, I OMFEOELIAR THR
T 5. MHIFEGwR L E LTI, RCT, 3T v ¥ AMLILEIIZE, BIZMTE, RG22 MRED
WRET 5.

@7 — I R—ABGFEOHNAL FF 4 YIZDWTIE, National Guideline Clearinghouse (NCG), NICE

Evidence Search, Minds 774 FJ 4 ¥+ % —%#&K. SREZLII2WTIE, The Cochrane Data-
base of Systematic Reviews & 3. BIMFFEFH LT DV Cid, PubMed, EH1EE, The CochraneLi-
brary % H3R.

@MZEDIAT S MADKFEIZE L TIE, PICO 7+ —<v b5,

@R GI : FRTHF— & R—AIZDWT, 2000 4E~2015 45 H. MEHERICL > T, —
D CQ TN % 1980 4~
* SCRRIRER 13 H AR IR 221X 5 i 1 23 \ AR

@RS ZH7-THEDT A T4, SREPFIET HHAEITIE, TNEE—ELLT 5.

OFRH &M Z W72 THFDO N A T4, SR WA, WERZERLE R E LT,
de novo T SR #EJE5 5.

@de novo ® SR TlE, WS %7-3 RCT 2B L TEET 5.

@R LM%i57:3 RCT 28 WA, BISME2 0% E 35,

OCQ 2 X5 Tid, JEGIENATZE, FEMMEDNELET 5.

Q@ U 5 AMRMKDOIME DML, Minds ZWEH A K4 AEROTF] % 20141 B X O [Minds
T K4 M~ =27 ) Ver. 2.0] OFPICHEDL.
@b 7Y ABKOFAEE, HNAEMEZHEARE L, BULGEIENLRE LFEMTS.

IUET YV AREKDOIE TV 2D E

A (R) : shROHEEMICHR BV D B

B () : s R OHEEMEICFEEDOMHE LD 5

C (59) : R R OHEEMITH T HHEEFEIIRENTH 5

D GEFIZHEI) @ IR OHEEMEA T L A EHETE W

*RCT DATE LEOONIT T ¥ ARAOMMIEEMIE [A), BIEW% (a5— Mg, EF
BIF2E) DATT LD SN Y T ¥ ARKOMNFEMIE [Cl, FEBIHE - JEFERFIED M
TELOOLNT T Y ARKOMYIFHEIE (D] &9 5.

¥ LVEF U ADBEDOMIE TIFS 5HE O 72 227, Rl FE—EHM kMg H
N4 7 R), EFs3HE (AR E B KE LR HE-SAE, Tk DH 5354 KH T
WX BRROWE) OBREIEITVY, TEF UV ADBES 58T 5.

2. 2023 & Update

ERA T Y 2 —

IV TV ADRER

@ ik 3 » A
@A) —=V7 351
QLU 7Y AMKDIMEE WA 67 A
(CQ TEITHATLTITY, &tk LT 124 H, 202141 H~2021 4 12 )

@IV TF VAT T MEDHA KTA Y, YATITA v o LY a—i@w, MBIEGR
C DT OBERNAN THK S 5. MRIRFZEERC L LTI&, RCT, T » ¥ A LILEGAER, ﬁ?
Bige, FEGIHRE 2 MBEONFE LT 5.

@7 — I R—X PHEDOHA FF 4 ~IZDWTIL, National Guideline Clearinghouse (NCG), NICE
Evidence Search, Minds ¥4 K54 vt v ¥ —% Q%K. Y AT T /f v 7 LEa—fwmXiZonT
1%, Cochrane Database of Systematic Reviews % #iZ. FINFFEFRLIT DOV TlX, PubMed, EH
%, The Cochrane Library % MR,

@R OEART G AADKBEIZEEL TIE, PICO 7+ —< v FEHW2

@A R TRTHOF—F N—=ZIZDWT, 2011 4~2020 4 12 A.
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O SMAMITHAEDTA KIA4 Y, YATIT 4 v 7 LEa— O HEIET 2946121,
ENEEEILLT 5.

Q&M ZM 7 THAEDHTA K4V, YATFITA v 7 LY 2= XA R WEI2IE, 5
e L2 X% L LT, denovo TSR #Efiid 5.

@ denovo D SR T, WS %ii7-9 RCT # L THEIET 5.

@& %5723 RCT 28 WA, BB RE 5.

@CQ 1T k> T, FERERIIE, MRS ITLRLETS

QLU 7 ARMKDIR S DFHMiE, [Minds A A N T4 YER~ = 2 7 )V 2020 4FAR Ver 3.0
DOFFITHESL.
QU5 ARMKROMER, HNAMEZHEARE L, BULLEEGIENLHEDERT 5.

IV F U ABEDOIEF V ADHHE

A (f) : MR OHEEMITHE S HELTD B

B () : R OMEEMICHEE DG D 5

C (89) : R OMEMITH T 2 HEIXRENTH

D (& THHV)  FROHEM?NIT L A LHETE LW

*¥RCT DATE LDOLNT YT v ZARIKOMEHMIE [Al, BIZHIZE (k- M, 77— A
ay ha—ViR) OATE ED LN Y F ¥ ABAKOMBIEEMIZ [Cl, FEBIHE - EFE
DA TE L O SN2 ET v ABARORIAEGE (D] &3 5.

¥ LTV ADMEOF % FIF5 5HE O 729 A7, JEEEE E—EM S B
oS4 7 A), EF53HE (WMAICL A RELRIE, HAR-FOSAE, WHeEoH 5 KHkHET
WX ARROMEY) OBEIEITV, TETF Y ADME E5HT 5.
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SRR
HARBY 5

AFOFE

OSR F—ADMER L2 EF v ARKROIEEY — b2V, T M IAZT LIS N TV R
DRE (ZEFVABE) 2HALT, CQICHT LIV F Y ARKOBIEZILRT 5

HIRPEDTZ2OD, TI M AEHRDODIY TV ADEE
A (58) @ R OHERMIZHE S FEB DD 5

B () : R R OHEEMICHEEOHEETDH 5

C (89) : AR oHEEMITH T 2B IERENTH S

D GE#IZHV)  FRoOHEMINT L A LTHEETE RN

QDR E DYPSEIL, BEFTA FFTA MER TNV —TOHKE (BIEFVT 7 A43E) 12X 5. ZEIA
KIA MER TN —=TD 70% L1 (11/15 ADLE) O—FTHBOBRIZRET L. 70% L EO—K
PHEOND ET, HIREOMBIE - HEEABDKL, IR - HWREZIET 5.

QHERDIEIZIX, TEFVADFMiEHETROON [TEF VY ADBRE |, [WREEDNT V]
Oft, [BEMEBIOZHENME], TRFNZHEN] 3FELC, #RELZOBIEZRET 5.

BldES (AARY I~ F%E, OARNB) I<F %K) o7 ) v 7 a Xy M e3ELT, i
AR ML S 5

IR MO DNNT ) v 722X M LT, BBATA F5A MR TNV —TRIBBATA K54 V%%
WY LLEREFHL T, HErRETS.

@37y AR MADOHILHHT L1zo, BEIA N4 VBRSSP AHOREIEE T 5.
OLD I, BB A FI5A MR TN —T BN A F5 4 VB BEREIWRHED ) ZRET 5.
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HESEAERE D
HARTi8t

AL

SHIAFI 0
SR 7

KHDOFE

@SR F—APMER L7 €7 v ARKRDIEFEY — b2, 7Y M AZTEICFHI SN TV X
DEE (ZEF Y ABKR) Z2HAELT, CQICHNTHIEF U ARMAEOBIEZIIRT S

WRIEDZOD, TI M I AEHRDODIYE TV ADIHE
i) - RO EMEICTR LRI D S

i) B OHEE I PEEOERE LD S

59) : AR ORI T L HEFIIRENTH S
ETHEV) R OMEMANIILEALHEETE RV

Q@HERDOIREDYEIX, BIEHFA NI MERIT N —TOHE (BIEFNVT 7 A4 (CLb. B4
KA MEE T NV—TD 70% V.t (11/15 AL E) O—FTHBEOMI ZRET S, 70% D Lo—%
PEONL FT, HEREOMBIE - HZEEB YKL, IR - HREZRET 5.

QDI EIZIX, TEFVADFiEHAETROONA [TETF YV ADBRE |, [IWREEDNT VX
oA, [REMEBROZME], [RENLHEE] 3ZEBL T, HRLZOMITBET S.

Bl (HARY w= 78K, HANRY I FEE) o0 TY v 72Xy M e LT, iz
AL R S E 5.

PLBAENS DT Y v 72Xy MIN LT, BRIA N4 MERT V=T EBHETA R4 v 2%
B HUBEEZHHL T, FIBTHRET 5.

@37y 7 aARXY ANDWIBHHT L7zh, BRI P74 VREZEEXVARDREREZ T 5.
OLHDTEEL, A FTA MR N =T EZHAA P T4 VRERRKXVHHD LRET 5.
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CQ 1 ASD (CASEE 1R 2R (435 B HY

HERIER Minds 5-3

1T 1~2E80D 39CULEDR/NA TIRDFEBDIIHETH B LIRET B.

H

550 [Rhgg 3] CLZRRTD

HER{ER DA Minds 5-4

BHENCE LTI, EFEBORE LR, MoORBBMERB L SO BE L i LR IFEEL
BV, ZEFVALNVIIEWD, TF AN boERELTRELL.

SRUMR—bDEESD Minds 4-10

3 ROFEBIHERZE ™ % b LI L7z A AT VIE (adult Still's disease © ASD) D ZJH % filhod
REMEE LI L 728 3% h o7, ASDTIZ 1L H 1 EHF 22 2ED 39C U ED A5 4 7 IRDFEE
PHBMTHS.

5IANERU X Minds 4-4

BRAFRX

1) Larson EB : Adult Still's disease. Evolution of a clinical syndrome and diagnosis, treatment, and follow—up of 17
patients. Medicine (Baltimore) 1984 ; 63 : 82-91

2) Reginato AJ, et al. : Adult onset Still’s disease : Experience in 23 patients and literature review with emphasis on organ
failure. Semin Arthritis Rheum 1987 ; 17 : 39-57

3) CushJJ, et al. : Adult-onset Still's disease : Clinical course and outcome. Arthritis Rheum 1987 ; 30 : 186-194
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CQ 2 ASD (CHSE R BT B I35 3

SRR Minds 5-3

(1) ASD Tl&, ##&E—HUTHIRT 3, Y—EVEV IR THERRE
f FEHRIARMRE &, BEHRZE URW ORI SIS 2
| BCTHY, REODBENZHREZ LRSEDERETS.
(2) FRTIEDAIREE, RIEFHICRE A CHBRRZRSEDFHENRPT R H S
Bfcth, REERZETS EZRET D.

(1) 8L : [EitT 2] CE&ZRETS
(2) 8L [RitT 2] CEZRETS

HR{ERDIZE Minds 5-4

3 ROFEFIXFTIAFFEIZ BT, A AT VI (adult Still's disease : ASD) LIAL D FE B3 & *f 4 &
L7z a B OE BB HIEREZ LA SN W REEAVRIE S, FRIC—#tk, ASD (SR 70 K
B3 ASD IZHFREDE VIR TH 2 Z L AR I N7,

F 72, 2 ROIEPIERBITZEOR RS S, ASD OFE P, SHER, A, WM 2 &2 Rekitk
KLPEDS SIS (64~78%) (238 S, TSI —E PERLHE 25 A8 1A T8 PR o> S RE A i < &
% DR LT, FRbithALBEIZ 25z A LAIESE & E PO SEMRE TH 5 2 L ST 3.

U Eo#R, =87 » 21355235, BIRHBRLBENE R 5 O F M0 e it O K LHE O 1§ A4 1E ASD O
DWIKEE, FEREEZ LA S WEREND S.

SRUNR—bDEESD Minds 4-10

5 AROBIEMIE (3 ROFEFIRTIRIIZE ™, 2 KOJMEBIERIIE ) %351 SR 2 FHiL 7.

3 AR DFEGIRHIRIIZE ™ 1258\, ASD MO REMER B2 I & LB 1215 O A B 5 i ik
JE% BR-SEDMREMEAVRIR S 7z )

3 ROIEBIXTIRIFTE 12 BT, ASD DA DB B 2 0 IR & L7238 B O A IS5 Wiy
REZ LA SINLWREEDVRIE SN, FFIC—#tE, ASD IZHLAN 7 B985 13 ASD (2 Rk R Vit B
ThbILIRBERINT:

BB OPERIZBE LT, JEBDS AFZE TIIWIR SN T 2wy, 2 KOREFIERTFEDOR KA 5
ASD OFEMHN — B PERLRE & R B, SR, AR, DUBC R 2 SRR AL AT L (64~
78%) 252 H A, FNBREAIITIE— B PERLBE A RALMAE JE P O SHAEMINEE T 5 OISR LT, Fbe
PEALBE I F9 b R M 0 SEFE I & P O S ML T 5 & L 23T ShTw 49,

DLED#ER, €72 ZAEFHCDS, KB O ML ASD OB WIRE, FFREZ LA S5 WREzD
5.
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Vanderschueren S, et al. © Adult-onset Still's disease : still a diagnosis of exclusion. A nested case—control study in
patients with fever of unknown origin. Clin Exp Rheumatol 2012 : 30 : 514-519

Jiang L, et al. : Evaluation of clinical measures and different criteria for diagnosis of adult-onset Still's disease in a
Chinese population. J Rheumatol 2011 : 38 : 741-746

Crispin JC, et al. © Adult-onset Still disease as the cause of fever of unknown origin. Medicine (Baltimore) 2005
84 © 331-337

Lee JY, et al. : Evanescent and persistent pruritic eruptions of adult—onset still disease  a clinical and pathologic study
of 36 patients. Semin Arthritis Rheum 2012 ; 42 © 317-326

Lee JY, et al. - Histopathology of persistent papules and plaques in adult-onset Still's disease. ] Am Acad Dermatol
2005 ; 52 : 1003-1008
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CQ 3 ASD DEIETRER DES RIS EZ 353 hY

SRR Minds 5-3

LN ZEECL, B F EEEICFREL, FREEPFEEHICEU
SAVERSE BUBEZEI IENBVLZRET D.

g5 1 [Rheg 3] CELZRRTD

HERERDREE Minds 5-4

SEBISERENZE 12 A&, BEMIFRIEREI % (juvenile idiopathic arthritis : JIA) & OREFIXTHEATZE 3 4,
AHEEE & OFEGIXTHAFZE | K, J&AYE, BEE, AP G &2 e LR IRFZE 1 A
ERRIZSR 2 EE L7, WINLBIEMEOMETH L. TN HOBIGEHIRICBEWT, B H
HRIIEFZEICRDOONS Z LRI N TS, BEEIROSBIE, ZHEHi%T 7276027 %<,
B, F, RIS 5. FRASSFREEICEOL AR, MERERAME, SRE - FimEz
XTI END D,

BIEIEFED 5 ORRRIEIRDER TH 0, BIEFEROBIRIFERIL, 55w EIR_RET 5.

SRUMR—bDEESD Minds 4-10

FEGISEAERIZE 12 K12, JIA & OFEGINIRIIZE 3 A1, RUIBMEE & OREGIRIBIIZE 1 219, &
Yofie, MBI, AR &2 MR E LRI BRI 1| A7 23512 SR ZE L7z, wihd
B EOWMETH 5.

BIFIEIRIZ A A F V9% (adult Still's disease : ASD) 2B 5 3 KEFEKRD 1 2TH Y, BRI
83~100%, PAHiZ%IZ 51~94% @ ASD BE TRO LN TS, BFHHERIZ A 284 7 IRDFE S (spike
fever) \ZHEALT BN D B, F 72 ASD Rfii RMNCHIRAGE . S MMk % 223005 L, M,
F, RBFICIHTRT 5. ASD BE O 1/3 1ZEEBEI I TH 5205 6 » H UL Lo B RI i 1312
PRI SR O BRI & BEASH - 722, FABWRICHEABLOBULAD D BB LMD
BB IS RAT T 2 PRI 172 5 727

ASD OFZWH I B\ CTHEIREIRD A DKEE, JFREZHE L TWb DI, Yamaguchi 5 O 1 AT
H5'". Yamaguchi & DI & 5 & BIMIAIROBHEHE () 1& ASD BE D 100% 72572, ASD
DEMITB T, 2 AM DL LR 2 BIEEIR O BB 90%, FRREEIE 50% LRI . BIEIRER
13 ASD I2B1F % 3 RESERD 1 D THWNIIZAH BIERZEDS ASD IFFRW ZIER E 3w 2T, B
FERE & 72T MOKBE & T 2 LEL D S .

ASD BE O X B L 2 EREI RIE 14~40% 1S3 5TV B A%, 1990 0 Tld 40% &
725 72D H 2000 AT 72 5 T 20% B> TETWADH. FHEIZ TR, THREMIZZ . ASD &
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B OREIREE PR ITHRI R Th 5205, FRHEHCFHEICEOS AR, BEREENME, &
B BRI & 72T 2 &0 H 2SS AR & 2231 1990 ER O TIE 15~25% £ %
o 72H3, 2000 4EARICIE 1.6~7.1% LR TETED, ASD OFRWBW L IEESIREIC R 722 & 28
WEBLTWADTERWNEEZSNS. Colina 512X 5 &, ASDBEICBILEHIEZAaT (B
5 A L BIEZRRME) ORBINEINE 7 =) F Ui (P<0.001) 3B X OB v~ F5R BB AR
Td 5 disease activity score 28 (DAS28) i (P<0.001) & BHAH Y, MiEF 7 =) F VMl & DAS28 H°
F OB (FUS A L EEBPUME) OMETIRD 5722, 72720, | ROWEDA LD
TIUYF A LXVIEIEFITE .

5IANEY X Minds 4-4
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2) Colina M, et al. : The evolution of adult-onset Still disease : an observational and comparative study in a cohort of
76 Italian patients. Semin Arthritis Rheum 2011 : 41 : 279-285
3) Gerfaud—Valentin M, et al. : Adult-onset Still disease. Manifestations, treatment, outcome, and prognostic factors in
57 patients. Medicine (Baltimore) 2014 ; 93 : 91-99
4) Mahfoudhi M, et al. : Epidemiology and outcome of articular complications in adult onset still's disease. Pan Afr Med
J2015:22:77
5) Masson C, et al. : Adult Still’s disease. : part I . Manifestations and complications in sixty—five cases in France. Part
II'. Management, outcome, and prognostic factors. Rev Rhum Engl Ed 1995 : 62 : 748-757, 758-765
6) Ohta A, et al. : Adult Still's disease : a multicenter survey of Japanese patients. ] Rheumatol 1990 ; 17 : 1058-1063
7) CushJJ, et al. © Adult-onset Still's disease. Clinical course and outcome. Arthritis Rheum 1987 ; 30 : 186-194
8) Tliou C, et al. : Adult-onset Still's disease : clinical, serological and therapeutic considerations. Clin Exp Rheumatol
2013 5 31 47-52
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14) HPES, M &HRISEAEERE Y 7~ F L RASIE A F VRO BRI ILBARE. ) 7~ F 1991 ;
31 :511-518
15) Lin SJ, et al. : Different articular outcomes of Still's disease in Chinese children and adults. Clin Rheumatol 2000 ;
19 0 127-130
16) Vanderschueren S, et al. : Adult-onset Still's disease : still a diagnosis of exclusion. A nested case—control study in
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Gy /) DRBRIED (2 BUBEILSRMD
[ %) [CHITBERFRAEHISH DD

SRR Minds 5-3

g DWIICERRRKRIEIR(E, FF (98~100%), 2 (67.9~100%),

I BIEMK (88~100%) T&'), BIEMKIF, ERBIED, ERIENICZHUMEGEA

&Y, —BDEFITIEYIOT 7 — VB LR 25 H T 245 ZE
ITBLIEET .

g5 1 [Rheg 3] CELZRRTD

HERERDREE Minds 5-4

EARIERICB L COZE T Y A LRV OFEVE ST . 4 ROFEFIERIZE, | Ao ak— Mifgt
Motz TNOHLOMEITENT, ol L2z BRGEIRZ HEIR L LTHIUR L.

MR E LCo, S8, %, ML MmoRBICBuThEERERLIEDDHD, &
RIFHAEVERE SV 2% (juvenile idiopathic arthritis : JIA) (ZHFRAYZRIERTIE RV, F0720, HESRIT
HWEEZD.

SRUMR—bDEESD Minds 4-10

4 ROBIEETTE (4 ROREBIERTZE ™, 1 Ko ak— MifEY) 2 LRICSR 2L 72

4l SR IZBWTIE, EFRBIRESNBZ VIS TRTH > 72720, &HHJIA ORKE, F
RpEEE PR SELHEREMOFMEICIES ho7z, TEMEICHT2WHELRZET Y AL FE
TEhholz.

EHTJIA ITBWTIL, 4 D OMEFERIIIEI B\ THRIERIZIE 98~100% THRE#Z D, KEIE
67.9~100% (ZF80 72", Z D9 b A OREFO R TEHH & ZDOMOHHE & % Wik L 22781 B v
T, MEMA RN T b TR wds, B3, BEOBERMOBRMICHE L TREETH -
72V F 72, AR 2 R B DIE 88~100% ThH V), ¥ L b FIER I BT 5 % 3D % Wi
BIAEIET B 2 L AVRE S N7z, BEEEHOBEIZOWTIZ, WFROMRIZEWT D BEOHE A R
b, B, TR, NBIE, SRR &I Sk 2 EaRE .

DLEofER2» S, KE, FREZOWTORIAWETH 205, 5E, KE, KREH - EHfE
Hul & L7-BIETROLAEDS, B A JIA ORI 2 BIRIEIR T 2 WEEtE D D 5
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1M Ek%L 10,000/ ul YL E, &P EREL 80% DL E, Mg 7 =) F v Akl ERRo 5 (500 E, BFEBiEER E
g, M IL-18 EA2SZ80T S, FREREE Ao LIS 2 MRS W & L Cf k% 80% DLk, il
M7 F M LR 5B, BT ) F 2 20% LT, FRBiEEE ES, s IL-18 LA78
FFSh, WIS D MIRERBSER R Y, 72 cut-off flid Bre o T, TOMY, FRENSRLE 5T
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D 5L R, FRBEEE LA, I IL-18 B L7z,

M IL-18 122V i, AR FIVHG (adult Still's disease : ASD) (2B % ZWHMGIEA RV 2 &
MBI NTVE, —FTHEIZOWTREBGEA A % <, —BERREAFIH T 5 I RAD D 5 1S,
RIS BI ETH 5.
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ecule-1), hemoxygenase~1, calprotectin) & BEIEEITEE ORFAH A S, FFIC TL-18 1 3GE)
EMBIT 5 L L DI, FEAITIIHHEEG () DT wnEdnsd, 2 LBURTE ML
72 ASD DIFEIPEFRIE A %% <, SCBRIC & o TR DS R 2 o T0D 2 e b A & 7Y ¥ AN
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SR DAER, KE EFICHG LS MEMRAETT R L LT, FmEREEEm, Fhekidn, /gy
M, CRP Y§hN, ARMERTEREREETTHAE, 7 =) F U EIMAZT S, JRRE EHICHFS L2 Maii i
ELTET7 = U F >, itk cD2s (M IL-2 Z548), IL-18 238 F bz, EnENo cut-off
EIZOWTIE, BB E, B JIA, MoORBMRELE-BLTBLTXAFTFHY VX
EHEETH 2 miR, DNROEFHEIERICL > TRLZ NG ENS, HEVHETH 572, SR OXH
EENHRE, IR DB OIESIERITETH D, T TV A0BHIE

ThoT-.
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IL-18 [Z2WTi&, &M JIA BT 2ZMIIMESE W E M I N TV DA, —HTHEIS
OWTRBGEH O M THIBR SN CTEB Y, —BEREIFHT S ICERARH L L EZ H5N5L 8P, K
HERIIBLHETH 5.
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¥asgm, R EREEEm, /MBS, CRP 3N, ARIMIRILFEREITCE, 7o) F ¥k E2H 5

. BRI ERCHES LA RAETT R & LTILiE 7 = U F ¥ 500ng/mL MY, WM CD25 (07
W IL-2 2 24K) 7,500 ng/mL BLE, 1L-18 1,600 ng/mL BLEO 72 EAsy S hTw b
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RKCQDOTI M AL LT, BAAF VI (adult Still's disease : ASD) DA BHEDBW, HEH O
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SR D#ER, ASD IZAPFT 5B b liksskid L LTid, WFEE (AST/ALT L5 (50~80%), ALP
E5H (48~65%)), MHEK (10~30%), L%k (10~20%), MlE% (6~18%), BIEMENMi% (0~
9%), HALEREE (TH - Wak - B8R (~20%)), EEE (HAKR-WEZ L7 F = EfE (~25%))
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C F 7, BB E O L AR TN L CIEERE L 22 3 vt
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PF -~ 2707 7 — VIEMAUEGERE G PRCHE D IFREE X PRA RN T L % 2 WM D 5.
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BEAHLTOLIHEALAHFLTORVLEATIIREL BRI ENFHESR, v 207 7 — Vi
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PERi %€, THALZRREE, BERESEIVHLEEZ LN

i 2 B S D AT M & BT ST IS B U CIERIRGES L 7o i 13 e 2 o 7228, MERE BSEMERE (hemo-
phagocytic syndrome : HPS) GBI BV CTIHFBENFRICHERITREI D, 2704 F2OVAERE, K
B = ra7Y) YHELR W R BN A EENECEIICH - 72V, —HT, BITRE X
70 A NGBS & AIHEBNZ X3 U Tl b 5 & HOomead L7280l 1 BT, FREE, O %E
Wl 9 DA P O A BRI B R E AV E YOS E I L e v E o s - T, IFREZ
G0 % ASDIERBI Tl & 0 501 2 i HASBIRS N A EAARIESNG OO, FIEEERIVESAD
OISR EO S LR EVWEEZObNSL. TV A LANVIEIERIZEHWV

EOHE (BerBEE) & PHRICELTIE, BENIFREESFHEARICHE IO ER T W L 2/RIET
L R RS, BB AR LRER, BB FERAREEE Ak L7Y6 Ol & HE O A it
OBGET 1 BIZBVTIE, MlEE, MEEMESAECTEARICHET . & Sh, FEEL PHICIE
MWD e ho72Y., Lo TTEF Y A LNVIZIERICTTVE, Mk, BEMEN%O AT %A
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RKCQOTI MAHLELT, ¥7u7 7 — VIHHAERREOBE, B hstoduE, BRI &
i, APHCX 2 FROEALIBZTFON, ThHICHL TSR BEmS /.

SR OFER, WAAFIVHE (adult Still's disease : ASD) [ZAPET 2~ 27 07 7 — ViGHALIERERE O
FBEZOWTIEHEDS D%, Flov a7 7 — DAL QS8 S I L ) Bk o Tik—
ENTVRWDS, ZOEIEEIZITIZ 10~20% LHEE SNz . <
07 7 — IUEHALE BEREIE GO0 & OJEBIIRIZE L 0, <27 a7 7 — DIEHALRERERE & B IR
MmEkEA, g, 7 =) F v oRERME (5000ng/mL PLE), SHERBHBIIEAIZIZHEL TALN,
<707 7 — VEHAEREAS OB 2 BRGE E LT o hk e
717 7 — I EAGE GRS DR O G HR S B3 2 IE IR BT IR 13RI 2 ) B TR L S
NIRRT RV, BERINICA T a4 Foov 28, SEiEE, KETy~ra 7)) Uk, i
RWFE R EPFHENTWS., 50825, EYFNEAIO~ 707 7 — JIEMALEBERE~O A H
HEIZOWTRERLEGPNLEZATH Y, FICIL-6 ESRIT~ 7 17 7 — D HALERERE O W B
WIEHELGITRETLRVEDOERDSH Y, INFHERLHIC< 7 07 7 — IGHACERREFFE O W et
PHRESINTVEPIETFT Y AL LTRERWE. 4%, <7077 — VM LEREGIEZ &0 7
ASD DGEHIZE L CHII SIS LETH 5. B B e LTiE, 27 a7 7 — WM LiER:
HTIHREZEIREL LTEMERYND Y, v~ 707 7 — VIEMUERBEOMEZI O 201247
N5 EDPLZVN, ORGP~ 707 7 — DWEMALEBER S ISR L EZ 5N 5512
1, REECBHI~OFG 2 EET 5 L FHAROEHETZEL 2w oWErH 0. T2, <7
07 7 — VIEMALERIE SR X 2 FHROBILIZOWTIE, A0EIEIEEHER X ) BRERIH I
< (61.9% vs 182%), RO THDHETIERVAHVHINICH S E SND (9.5% vs 3.4%)

FROFTR LY, ~27 07 7 — VIHHAERER I ASD OEELAIHETH ), TOHIKNESRE L
TYUMERIR A, WiE, 7 =) F o 8fl, RS H S L L.

SRUMR—bDEESD Minds 4-10

58

6 ROBIEWIE (5 ADWH A I S AEBIX IBFZE ™, 1| ROREGIHERZES) & K5I SR 2H ML



Y0077 —JTEHLEREDZER (HLH-2004)

D5 #k
@& 7% &b 2 R EToMmEkEAD
CANEZUE r<90g/L, M/MREL<100% 10°/L, GFHERE<1.0x10°/L
@\ I ZYEY) FIEF 23K 7 4+ 7Y 7V IILE
i TG=265mg/dL, 74 7)) v<15g/L
@8, MIEE 7213 2/ EiToMmEBRE AAMRER M 2
GOEMIEE (74 VA BGSE) BE
@®NK MMV F 7213 7w
@7 =) F >~ =500 ug/L
@ EM IL-2 Z254>2,400 U/mL

(Henter JI, et al. : HLH-2004 : Diagnostic and therapeutic guidelines for hemophagocytic
lymphohistiocytosis. Pediatr Blood Cancer 2007 ; 48 : 124-131)

HLH BB 4EiEsR (2009)

TRO42DHH 3 D%T
) FEE

(2) W

) Al k2 R mERIRD

) P4

D, T 42oDH b 1 DajT
) IMBRE LS

) 7V F VEM

) EE IL-2 Z AR E

) NK MG PRI & 72 13T

135, ZWiHiBhryE A

9) ¥ TG IiLiE

10) &7 4 7)) 7 & VIligE

11) %5 bV ™ L E

(Filipovich AH : Hemophagocytic lympho-
histiocytosis (HLH) and related disorders.
Hematology Am Soc Hematol Educ Program
2009 : 127-131)

2. A TFHI Y ADRRLE L W78 % h o 72,

<707 7 — VEHAGERBEOZBWIIOWT, SKDOBAMENET, ZRENIELEITED DO,
2007 4F Henter 5 252/R L7z e R MERE EREVE ) » 7 SHLREERIMZE  (hemophagocytic lymphohistiocy-
tosis : HLH) % xt§ & L7-@BWiik#Tdh % HLH-2004 (55 1) *'05BEI28h, DWYIES DD I
B, WHEIM ASD TOWEHB L THD, @QODELLh2ii7zT 0L LD 4 K23 @2
72T HbODRE LWL 1 AR Th -7z

F 72, 2009 4ED HLH BWIHERE (55 2) 222812 LTV %D 1 Ad - 720,

DIEHEIZT, ASDIEBITTOY 2 07 7 — VIHVEALEBEBES OE L, 129%°, 15.3%",
193%", 21%%, 412%Y LE D H o7z, 41.2% ODHFETH - 7205813, o BEE L BBk % 1T - 72
JEBNCIR > 72T 247> TBY, WA T AV A BELBANTE L. 20720, BXLE 10~20% O
HThrEEZOLND

FRRIRCTIE, 2 ROMEBIN BT, EAHHIVAERICEr o2k LT, WIE, ) v HilE
KB Y, MOWETIAEEI LR 7. BMBEHEA L3 %57, BEEIKNbDOLEZS
n5

2 ROJFEGIXIEIZE T, 3 /M CMmERIMA (HMEREL<3,400/ul, ~NEZ B ¥ <10.0 g/dL, il
ANEE<10 Ji/ul) Z R ABIEEEICE Y, 1 AOREFI BRI T b B - [ MmEREGE # ~ 1%
TONEEICE o727, 1270, | RO TIRAMBKIIAZEIETLTES S, MomkRizown
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TR e 2o 727, MR IBWI A TR EEZ2 505

72 F 3, 3AROIEFINBECTY 7 07 7 — DIEHAUEREIEA D L ) A0 CAHEICE
12 1 D ORFFETIZFIZ, 5,000ng/mL ML EOFElEE B3 A HIEICHEEN D72V, FEWRET
VF VRSB EICEH Y- —E2ON5

YRR L, 2 ROFETHEICEL RoTBY, BMICARZ~—A—LE2bN5

ZOM, 1 ROFFZETIE, 27 v 77— IWHHALEBERAE TIXIE LY ¥ 3 ¥ BR2 AERICEW
ELTHBOEY, 00 1 KO TIE, MiEH CX3CLL BEZICHWE LT 0P,

BRI T, | RKOWIZET, v 7 87 7 — VIEHAGE BRSO T 38.9% CIEREZEDA SN,
FEBFTIROBTH 72", 1 KOWRIR, ~27 07 7 — VIHHALEBER O ZW 2 5 BER T O MmEL
BEBOFEIZE 5 THEL TV, FHTOMBREARGEHRD SN A IIHEEZW & % 555
BOOLNLDo /2 HEICLB/REIITELRVEEZONLE). F72, 1 KOMEFIEBIIZETIX, REBIT
WHEEPETATHLI00, BB, CD6S B L-7 2V F I DI H-7 =) F ¥
REAELTOAIED, WHBELEELTWD LML TV Y,

BRI LTIE, 1| DOREFAMIRIIZETIE, ~27 07 7 — IIGHALEERE SO T, FEEDE &
WL, 25794 K2V ZEEDN100% & 40%, KEH <707 ViEENR50% L 6.7% &, Fh
ZFRELMDONTVBMENICH - 7205, HEEIIEL, FRIOWTEEERI 2D o722, 1 A0l
MR T, BIRREATaf FRRkEry~r7a7 )y, A bFFLEH—1 (methotrexate :
MTX), #it F TNFa €/ 70— F VHEOMERBEEICEE R, 7THFFAT) Y EFERATT AL ik
PLIEAESE (non steroidal anti-inflammatory drugs : NSAIDs), PUHSEOMEHMHEIZAEICE L, AHFlo
(39 DFFHFEDN61.9% &, IEAHBITD 182% L ) bHEICEH D> 7245, JETHIF 9.5% & 3.4% TH
FEE o2V, 1 ROIEFIFIRATZET, 4 612 MTX, 2 BIASEHERERE AT a4 F, 2 612%
t b TNFa €/ 7 0—F VHATHBESINTE Y, $XTERE 2o T 1 RO IR T
i, 1 BIEIEREA T, R, 1 BIEHEREREA T, F, 1 fIrSHEREREATaA F
ER®A =77 JE ABIPEHRREREATOA N, MTX, K&A <707 ik
1 IS EHATHBEINTEY, BHBRITREATOA FERBET <707 ) VRED 1 Blok
HELTwY, BEETOE IS, SHEICHT AL L 2 BRIE % <, HlH D ASD OB T
bRTWBEEEZLNAE). BAEICHE) ERE LTid, ~7 107 7 — JEMHUERRICBVWTRESL
PO AL REAEMRTH 245, 1 ROFEGIR BAFZET, AP TOEBERICB ) 2 MERE SR
B 389% TH Y, IEHHRD 16.7%, DUSEZALD 44.4% ThHB—F, WRE»rOE<x70 77—
PEALIE BRI E I 2 Bl TR B RIS e v (0%) &) Z EATRENAEY. BEX ), ik,
ZWREE I, FFRHRGRREZ DL VIR E TREMICEBIT 2 RE L EZ2 bhi:

%707 7= IEHUEREREA I X 2 FHROBICOWVTIE, | ROEFIXRFZETIE, &HF6)
DIE ) HEFERD 21 I 1361 (61.9%) &, FEGHEBITD 88 Bl 16 B (18.2%) L) bAEITH
Moo, I 21 Bk 261 (9.5%) & 88 B 3Bl (3.4%) T, MWW EMIEH S OO, HEET
o2V 1 ROREBINIBIFZETIE, FBTHIE 6 FId 161 (16.7%) & 659 B 19 6] (2.9%) TH
ERPENZ EATRE E N2, SEFRDS D020, HEERTERWY. | KOG T, &
Wb ST, B8 BIATRTEMRE 2o TnAY., PEXY, =27 a7 r— Vi mE
HUECIE, FROWERMENE VA, BRUINBSZICB 2 TERICIIREAEBEITVWEELI SR

DEXy, =ra 77— VIEAUERRES RS X B BRI E VLR T HROZLIIWIHIR SN T
Wiz, BROREOMESK 1T BHEOMEL TV,
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ASD [CBWNTIF, BIERU DY F LR U CTERIBHERN' S WL\ O RE4EH D
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KCQDOTI MHLELT, EHTLLVX—DBW, ASDIHEOET - ik, ASD FHOEALAE
Foh, ZHoIZB LT SR 235 S L.

A A F V95 (adult Still's disease © ASD) ([ZAPETH2HAN T LV F—% F Lo dmo Tk
{, ZOWT, ¥IVANVT7EYVI Y (ANVT 7% TV V) ORIWEH % &7zME— OREFIR FRAFZE T
1%, BEFiY 7 ~F (rheumatoid arthritis : RA) 2L T ASD CTidEHUEICEIEMA I L Tz
(60% vs 15%). ASD TIFHEANIK T2 EWEMAREZ ) LT WITREMEA D 0, FFE GRS PR L Bk
LEFRIBOBALR A LN & 212, EA T LVF— - BIEROWRENE2ZETLLENH 5 L 0D
7. ASD ICBITBHEK 7T LVF—DHEIZOWTIE, DAEICHIT S 1988 DL ik il Tl
53.7%, 2010~11 FOEEFAERITIE 17.6% LMESNTEY, TOERIIEHNTLIVF—DOER -
DWBFE TRV LICX B EBbND. IR OEFERIIEICB VT, #EH 7L VF—IclT
éﬁ%m@bf&&w#,wwﬁ@%%a%ﬁfi,&D@%%Tb»¥—@%ﬁ%ﬁﬁ?é$%
BZIRIh), TOBWRGEDER T (BB, IFREE, FEH, MR 7% L) ASD BE & ofRlH3 L%
P bZ edBnlahi, KBOERTLLF-LRZ LD, drug allergy/toxicity&bff‘%
DOHFEAEMER & LTIRR 2 REZO0IE, KERLKTEVANT, HfozooL 7 2 b Bl
FZLw . G, ASDIZAEBETAER T LAF—-L LT, EHoD
ELHZ 0 22 BV % X B9 % 10 C ORI & R EFERBTEESLETH 5.

T/, TRTOEAT LV F—OREFHETIIHEKREE R SN ERIPEIhTBY, 2RIl
WL FBANOEBIZOWTOIMEI R L, FBH T L IVF—I128E) ASDEHROEHE - Pk L TP
DBEALIZOVTIIAWTH %

SRUNR—bDEESD Minds 4-10

| ROBIZHTE GEGIXTIRRIZE) D % % %12 SR & F i L 7.

ASDIZBWVWT, RACHLTHS VALV T YT Y (AT 7H5TY) T 28H7 LIV
F— DFEESE DB W REEARIE S L7z

ASD DIBHFEDZEH - ik, ASD FPHDEALIZE L TEBHIR I N TV B HZED3 7% .
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1) Jung JH, et al. : High toxicity of sulfasalazine in adult-onset Still's disease. Clin Exp Rheumatol 2000 ; 18 : 245-248
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AKCQDOTY MALELT, GHEDBW, HHITEOUE, BAIHE) W, HROEE - ik,
EHICL B2 TFRHROEANETON, INHICEHL TSR BWERBS N

SR DS H, LYy RIFHAEMESSFEMEBIM % (juvenile idiopathic arthritis : JIA) DEEGEE LTid, Vv
< MR, R (HEKE), U ooREilERE, FEE, SRS TIERTH ), EELGIEE LT
~ru7 7=V UERERLE T I B4 F—= Y AREITF S BTSN
B LT, SEBINIRITZEIE 7 IEBIERERTIEDO A TH 225, B 2EHITEIB R EA T oA FLHkHE
HHETH Y, FUSICZ LWBNZIZEYF A (IL-6 HESE) o5 05H%TH % & oML W»
MATIAE ) T B L OBROEE - IR L CIEBE L R AEIXIF LA LR, TEFVAIRE
LW . F e AP X B PROEAIIOWTIE, EELAAGIHEE L
T~ a7 7— VEMAEREE S &SR JIA O FRICh b DRSS 5 & sh:

FREOBTR LY, NBHIZES (LM JIA) ORISR EE L CiX, FEE, EREESLIZLIEA
b, EEICAVHLEMEL LT~ 787 7 — VIEMHUERICHE ) iR EE2 ZETRETH D
L7

SRUNR—bDEESD Minds 4-10

LG A OEFFIEREZ £ & Ol E LT4RORIHLZ DT, 298 JIA DRFHRGE L
T, Yo~ M N, nbiRs (RS, V) CoNEIERR, FFPUE, EEESEERTH Y, AaTE
b A EELAIHEL LTY 707 7 — VIHHALERERE 7 I 04 F— Y 20287 s he,

DT, BEELZEIMEL LT 707 7 — VM LEGRRPEZETH 5 LT 5080 %H >
723,
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Tsai HY, et al. - Initial manifestations and clinical course of systemic onset juvenile idiopathic arthritis - a ten—year
retrospective study. ] Formos Med Assoc 2012 7 111 : 542-549

Mellins ED, et al. : Pathogenesis of systemic juvenile idiopathic arthritis : some answers, more questions. Nat Rev
Rheumatol 2011 : 7 : 416-426

REHRTE NRY) 7~ F U R—WRER SR O —. BRI FEVEBIE S OMRHEE L . SEL
IE 2014 5 22 100-104

VAL - BEi O - B L RO 100 HEERIEMEBIEIZE. HSEE 2010 1 99 1 2453-2459
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INBEARES (2HEEFIHFRMEESR) (CEGHIZ~vI0TI7—Y

Pr—
I EEEIEIREF CIE, RHKLUEHR, HEE, MRS, 7TUF VEIE,

IL-18 BB LEAM CD25 (A5 IL-2 F5th), CD163 SiENH S
N, TNSESHRBHEENHS T EERET 3.
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KCQDOTY MhAELT, NBHISRED (ZSREEEREREERER) CBFbs~xruryr—
EVEACRERERE OB, WSt OUE, BRI B, SHEIC X 5 PHROBISFITFo R, Th
5ICB LT SR 28 E i S 7.

WECL Y~ 707 7 = VIEHUERBEOBRIEES R 2> TBY), WIhoT7T 7 b A AIZBWT
bAYTFHY Y RAINETH 5755, EGREFUEREFEMEBET % (juvenile idiopathic arthritis : JIA) &
P B~ 2707 7 — IIHHALEBEREDBEEIZ DWW TIX 10% Hifk & S, subclinical ZdDHEDB &
EHRTIA D 30~40% ([ZHA SN EDHRENH L. LY 2 —07% SNZHmLOHPT, REDEENE
MEREAEIC L B L, EHMIAICBITE~ 207 7 — VEHLESERO MY F—& L3R Bk
(52%), &% (34%), W) (4%) BFFOHN, 22% (TEHE JIA ORIERIC~ 7 1 7 7 — ViEVELAE
R Z S T/, SROFER, ~ 717 7 — VEHAUEGRIE G IR ORIR G L UCossh, FIEX, M
&, ) voSEERR, B, hACHEEIRSB T S, AR L Ui MRD, TR BiEE % L
b, 72 F v EE, PR A, D-dimer SEAY 7 0 7 7 — IVEHALIE B A BERFICHEE TH o
72, COEBNZERREOMKIEEZ D LIZ, 2016 FIZRMN Y v < F %4 (European League Against
Rheumatism : EULAR) />KE"Y) 7 < F%4% (American College of Rheumatology : ACR) 2 & % 7L HE
PRREINZ BERTL2E58 JIA BEICT7 2 F 0 >684ng/mL 3H D, S HIZH/MIE<18.175/
uL, AST>48 U/L, WG >156 mg/dL, 7 4 7 /7 ¥ <360 mg/dL ® 2 HA M EH i~ o
77— VEMUEEE AL S TE D EE (0.73%), JERE (0.99%)). ZoOft, PRBRE I %
WATIL-18, WA CD25 (WA L2 254K), CD163 BfEd ~ 7 0 7 7 — U HALEMRREA PRI
M E b, TROOFRMS, EHRJIA AT A2~ 7 07 7 — Vi UERETIZ, B
WXy EE, EEE, ML, 7)) F Rl IL-18 mER A E cD25 (WA IL-2 2 481K),
CDI63 Bl SN 5 & L, EENS iR IO I 2016 SEICREE NI ) TH
HRSHEHENL L BbN, ZORBEHERTIIMAZ. ZoZHHATICELAEOML &ETh
THEY, TUFVALNVITHENEWE B .

WHEFEHCE L TiE, MHEIFRIZIEE AR, BN TOEELSI NBRIEE RS, BIF R
BATOA N (JRICATO4 FXVAEE), Y7 0ARY ¥, REAF =707 yEESHEY &
b, ZOMBEIIRN DA FRBEA R IR e &5 ENTW5. BHEOEIRLD7:



DITIE, Gk, 2707 7 — JIEMHALREBERE G DR S B JIA ORI U Tl S FEr L Th 5.
BAIHE ) ¥ & LCIE, v 27 a7 7 — IWEHIERR IR #2089 M & LCTEigil - Eds
HY, vra77—IVEMCEBEOMESH D DITbIN D 2 EDL VR, B TAEGEIED
LNDDIZ6EBETHY, LI dARBROAELERBICIEENZ LV EOWMETH LI LD
BEBERZHANOFG 2 EZET 5 L HHMREOGHEEIR AL s’
¥/, v 077 — IVEMLERRAIC L 2 TFROZICOWTIE, MROEBENEZ

MiFE AN L 2 EEBBIO 1/31XICURREZ LB E L, EEHRIZ8R THo72l EhD, ¥ 70T 7 —
WAL BT A BRI T 142 2 BAL S B 2 W REMEDS D % )

LD SR TEMNRE o 725 XA %, it oEBRN S ka4 < b aEFEuS 362 § & ik
Znboo, FEEIz~ 707 7 — INEHACEBEHIEG O E R TIA B L 2L BRIYEO B IR
EINTWAZENDL, TETF Y ZA0EFIZEE L.
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EHR A ICBIT 5~ 2787 7 — VTEMALEREE O &P 10% Hiftk & 21, subclinical 72 b D
HEDDE 30~40% IZHALNDE EDHED D B, SR & FEM L 72 LON T, REDEBINS ik
REICE B L, EHMINA KBTS~ 207 7 — VIHWALEREED MY & —& L3R BHEHE
(52%), &% (34%), W (4%) BFF LN, 22% (ZLEHE JIA ORAERIZ~ 27 10 7 7 — ViEHELE
BEREZPES T3, SR DR, ~ 7 17 7 — DIEHALRE GRS DEFF OB (% & L Co8, ITIE X,
iR, U > oHIERR, RIS, PARKAEREERAZT SN, BAERTR L U CIRIMIMNGRD, IR BiEE R
EH, 720 F oEE, YRR ES, D-dimer MEAYY 7 0 7 7 — VIGMEALREBEBEAS EREICBEE ©
B o720 BRI 7 VAT IL-18, WA D25 (W ATE IL-2 52754K), CD163 Fifid~ 2 17 7 —
DIEVEACIE BB A DR IR LI Y & S 524,
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1) Vastert SJ, et al. : Paediatric rheumatic disease : Diagnosing macrophage activation syndrome in systemic JIA. Nat
Rev Rheumatol 2014 ; 10 : 640-642
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ics, pathophysiology and treatment. Genes Immun 2012 : 13 : 289-298
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REZEERT S.

g5 1 [Rheg 3] CELZRRTD
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RCQDT Y M AZBAAF VG (adult Still's disease : ASD) DFEIREFE, HEOYGE, FRH
Hll, AN X ZIHLEREE, EHICX 2EREE, EAT7TLLVF—L LT, MERHEIELZERT
T 4 FYEHLSIAESE (non steroidal anti-inflammatory drugs : NSAIDs) DA% & Z&ME 2 a5 5729,

7 AROFEBIERNNTE, 2 AOREBIHE % 6f G412 SR H3FEHi S 7z,

7T AROIEGVERIITEIZ N3 S BIGIIFE T, MIRHAE & FLB L 7P 28R 3 7 v A%, NSAIDs #% 512
£ % ASD OIHREUHER I 0~13.6% &, AREIIENZ EAVRE I Nz 72720, HEEZHim o
ASD B X T, ASD IZB1F 2 ERE D FE BB, PAEI SO0 iE#REE & LT NSAIDs (AR 7% C & 5%
BENTWD, FIIHIRI R S 2 Tld e d - 7. NSAIDs ORIEM & LT RE L 3857 L
VE=PE SN T VDA, MIEHRAE & HLBWRE L 72078/ Rid v,

D EDFERD S, T F ¥ ZUZFGVAS, BIED ASD B H CHIRIEREM % H i & L NSAIDs % 5-1%
A H R D 5

SRUNR—bDEESD Minds 4-10

7 AROFEGIERERIZE T, 2 AORBIHES ™ 2% 512 SR ZHE i L 7-.

7 ROFEBIERERFZEIC BT, ASD 12K % NSAIDs DA 0~13.6% LESNTEY, Wik
PEIE & LB L 7R 2R R 1E R A%, ASD OFEIR, JREEIZH LT NSAIDs D Rk IF R & & AURIE &
h7-m'"7.

A SR IZBWTIE, NSAIDs |2 & % ASD OFFEINHIRIFITH & 2275 & o 7.

NSAIDs |2 & B ILEREE, BEE HHTLIVF—I12onT, SRR LR ERT RV
25, WALEREY #H 7 LoV E = \CBT B IERIHEE AR S .

D EofERE, T 5 Y 2135925, NSAIDs (& ASD OJEIR, FREOWHERFIIMM N L2VRIE S
7z.
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ASD DERFRIEIRS K UTREDNEZENE UCRIBRERA S04 FE
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HERERDREE Minds 5-4

RKCQDT 7 b LZEFEAATFT VK (adult Still's disease : ASD) DIEIRELE, HREOLE, W
fill, BYSEOHIM, A7 v FHEEHERE, SiE, GRS, RERE, KBgEEEe L,
GRS/ IEA T O A4 FEUPLRAESE (non steroidal anti-inflammatory drugs : NSAIDs) #%5-#f & g U 72 El
HREAT A FEGRGOEMEL ZEWE AT 5720, 10 KOJEBIEMATZE % 512 SR 259

iR A
ASDIZH T ZRIEREAT U A FOEGEG5ITEEH/NSAIDs $2 5-5 & L L T, BARIEIR & R
DOUFERNREIRENT BRI OV TR EYR D A EHANCDH o 7228

, BB EIPEPLY) v~ F 3 (disease modifying anti-rheumatic drugs :
DMARDs) RAEMHIEA] 2 EEPH I N TV IERHNS , BHEROZBE IO OVWTEE ST
Lirotz, Fio, BUERERALO ASD T, BIFRER T O A FEGHRG TR B0
LTh, E{EWHEHHELZIHCE LV L2d 5.

JEAGEDIIN, AT 0 A FHAEHEE, KEEGHEESE: CRIEREA T 04 FORWEHIZOW T
DI Z MDA SN, L OWFETIXT 7 AL LTORBF VDKL LTO
JEREIWETH o 72

DEOHRDS, TEF Y ARFHDS, BIERERT T4 FOLH5 3 MG /NSAIDs $ 54 &
L LT ASD OFFRIEIR & MB L ET 2R VE N EEZ bR,

SRUMR—bDEESD Minds 4-10

10 ADIEFIEREIFZE 2 3512 SR ZEML 72" 'Y ASD IS 2EIEHREA T 04 FOLg#k513
MEIGHE/NSAIDs $ 5B L B L, iR - WBOLHRRARE SN0, | KOREFIERIET
X, WEBOWHEITOWT, MEIRHE/NSAIDs #5-5 & K L OR 0.32 (95% CI : 0.113-0.923) THEM
DALY,

FREIHENC D W TIIRI RS D 2 I H - 7255(E), DMARDs LW =M 3A L O S Twv B 4E
BINZ L HBIZOWTRER I N TV h o7z,

EASEORIN, A7 0 A FHSHERE, KB EEE L ERIBEEA 704 FORWERIZOW T
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DM Z BB HSN720E), £ OETIET 7 M AL LTORBA RV 20aefkE LT
DR IIHEETDH - 7.

D EokE, 7y 25w, RIFNEAT oA FO&EH G 3 MIGH/NSAIDs #f & i L ¢
ASD DR - THEA WET 2R RN EAUREB S /.
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HERERDREE Minds 5-4

RKCQDT 7 M LEFAAFIVIF (adult Still's disease : ASD) DIEIRELE, HKREOUE, FIH
i, BYGEOHM, AT v A FEFHEE SIIE, mHREERE, IBERY, KEEEERE LT,
IR EAT oA FOEHHEG LK LA T U A RV AELEOAMME L Ze&leRid3 5729
3 A DREBIERIIFE Z X BRI SR M fE S N7z

AT A B2V 2 & o TASD DFRIEIRSB & RO YHER RAVR EN72A, RIFRER T
O A PO L ERLE I NI k0o 72 . %7, RCT
T HO TRV, JEBIERITERLESRE 5, EELHAERELZ A TS ASD TAT UL F29L
ABENT X B IRAER E B OUFHB R ENE LN TV L. FEIHNC O W TIIRIR DS A EITIE A S
N7=50), BB v~ 73 (dlsease modifying anti-rheumatic drugs : DMARDs) X4 #5215
REPHSNTVRRERNE L, ZORBIIOVWTEREIN TV o7

AT A 7OV ZAHEORWER & LT 1 ADJREGIERZE TR IOV TRHEI L TWw

P, BEREATOA FOEHESHEMK L CHL P RAEERIRD L ro72

EAYEORIN, A7 v FEEHERE, ®iE, KEBREGEIEE R EZ20MoRIEREA T4 Fo
ﬂﬁm IDWTIE, 77 M A L LTORBEA RN 27347225, ASD PALD ) 7 < F 1k

BT EEEHEDS, BIERERAT O, FEGHh LFERICAT O, ROV Z8ETHEFER

BT HLEND 5.

DEOFREDS, TEF Y RRHHCA, VAT ERLT 4y PEZELL) R T, A7 F/5L
AR R R Bdn P s 2 9 5 MR ASD DRRRFER EIRRROUGHEICHH EE X b b, SR LK
IFEROBH DL AF VT L F=vn v 2~3 mg/kg DHBEIZH L TIE, BHAEOEEHEFICB W TEd
GMELWREESH Y, EEEET .

SRUNR—bDEESD Minds 4-10

3ARDFEBIERIIIE 2 MBI SR ZEM L 72", ASDISH T2 AT T4 R8O AR - g
DOUEBREITRIE S N2028, FIEREEAT A FoMH &g GH L OEBELR S LR
ol Fhz, MBRICE D AF AL F=va yoEDs [700mg/m?] [2~3mg/keg] [FEHARL | &
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6D ENALNT.

PRI O W TIEERES D 2 @D - 72A5(E), DMARDs R4 W4 H) A & ST B9
B, ZOEBIOWTEREIN TV R T,

RIEFREA T OA FEGRGORWER & LT 1 AOREFERIIZE TRBERERE ICOWTHESNT
W7zhs, ATHA KV AREEGURITREA T oA FRERG L~k h L otk cidi
LA EATRDT (429% vs 33.3%), RIEKREATOA FIMEMHELIRTHAEEI o7
(P=0.078)[®)".

EAGEDRIIN, AT 0 A NS, ®SIUE, KRG EEER & Z20MoRIEREATa4 Fo
BIEIZOWTIE, 77 b A28 LTORBARVAZDY A7 IZAHTH 72,

P EOkER TUF YRRV, 25704 K200 Z851E ASD OE - iK% T 2 305058

WZ EATRIE I NS, BIFREATOA FOMH 58 L I L 707813 % 5o 72

5IFANERU X Minds 4-4
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1) SRFRE, A BNFEE Stll 612 BT 2 BERFEIEAE 12 2\ T OME—3 MisktAmfE—. B & BF 2013 ;
90 : 1550-1552

2) Hot A, et al. : Reactive hemophagocytic syndrome in adult-onset Still disease : clinical features and long—term out-
come : a case—control study of 8 patients. Medicine (Baltimore) 2010 ; 89 : 37-46

3) Bisagni-Faure A : Intravenous methylprednisolone pulse therapy in Still's disease. J Rheumatol 1992 ; 19 : 1487-
1488
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WESLVEIBRERTOA NEEWRZBNE U X b hUFT—b

( BIBRE R T O RERIEDHSM ASD [CHWNT, ERRIEIR ERRED
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RCQDT Y M AZBAAF VG (adult Still's disease : ASD) DFEIREFE, HEOYGE, FRH
Hll, RIBREATOA FojR, BAGEORM, MmEkgd, WEEOEA, HILERE, AT
e g8, FEHIOMBIRE Giie) & LT, RIEREATOA4 FORMG LB LZX M ML F
#— b (methotrexate : MTX) PEHOARIME & RaEMEERET 5720, 3 ROFEFIERIIEE XFZ1Z SR
AREE S N7z,

WINOMZETD, RIEREAT A MR CRENGEIEDSH 2 ASDIEBI SR TH ), MTX
PERC & 0 BRBRIEIR & IWREI 50~70% TUFEL Tz, 72, WTFNOMETHEIEREA TS F
WERRD D B &t ST V7225, ASD OFFEMHIFIRIZOVTRIAHTH - 72, BTSNV T
&, LS REE, FREES—EOHRT, FEREMEEM L1 FlcHE S, B Y~
(theumatoid arthritis : RA) & FIERICEIVERICR 3 2R AMGE S Tz EEYEOHIN, FEED
BALZ O W TIZEFHEARE TH o 2. I OWIZE S B THIRHESRESNTELT, 5y
A LRV - 72 .

DEORRD?S, 195 Ty A3V b o0, FIEREAT a4 Nk #EEYE ASD 123 L
THRFEIR B OUES L ORI REA 704 FRERREHNE L MTX RS- 3AH L%
AbND. —J, MTX DEEMHIZOWTIE RA TOMM & FHAC, BWEHICEZEILETH S, MTX
I3 ASD I L TERRBOEAN W2 &2 b, HHICHzoTIRIV AT ERLIT 4 v bE2RELZ) 2
T, BE -FREDA Y7 +—2F - arty &8s % LB TCOBEELRHMPSLETH 5.

SRUMR—bDEESD Minds 4-10
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3 ADREBIERIIZE Y 23512, MTX AR R E A 7 a4 FEMES X ) A2 IConT,
SR % FE i L 7-.

WINOMIED, BIEREA T 0, FESMETHENEDO S 2 EFAGRTH Y, MTX FEHICE ) Z
DFEIR - THREIL 50~70% TEML Tz, T2, WTFNOBETHLRIBEEA T 24 FIRERIEHH
HINDS, FREIENIOWTEAHTH - 72, BEMIZOWTIL, HILEER, HEES—EDk
KT, F ARV 225 1 Bl THE SN, RA & RIBEZEZDMHE ST w2, EYiE OB



., FFEEEDO B OV TIEEFHMEAREE TH 72, WFRHHRESREENTEST, T¥EFY AL
NV - 72

DEDFERDS, T4 EF Yy 230w 0o, MTX §FH I3 EHEYE ASD ONFHE - fERSE R E
AT Pz HICRATD LW EAVRIBE Nz, —F, ZOREMICOVTIZRA T
BORBEPUBETH S I EIRBEINT.

5IRANERY R k Minds 4-4
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1) Fautrel B, et al. : Corticosteroid sparing effect of low dose methotrexate treatment in adult Still's disease. J Rheumatol
1999 ; 26 - 373-378
2) Fujii T, et al. : Methotrexate treatment in patients with adult onset Still’s disease——retrospective study of 13 Japanese
cases. Ann Rheum Dis 1997 ; 56 : 144-148
3) Aydintug AO, et al. : Low dose methotrexate treatment in adult Still's disease. J Rheumatol 1992 ; 19 : 431-435
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FY— FTHHREENRNESNIZL ASD [CHEWVTERFRERDE
ZERNE UISBEERRD 1 DE LT, Y70 RY VHARSZERRE
93.
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RCQDT Y M AZBAAF VG (adult Still's disease : ASD) DFEIREFE, HEOYGE, FRH
Hll, R T oA PO, BAGEOHMN, BEEOEA, HLERE, EH7L1ry— 5
OB (kBiR) L LT, BIBREATOA FORMPEG LKL 722 7 u AR Y EHOf
Wk & B RE T 5720, 3 ROIEFIERIZEE 512 SR 25F i S 7.

WTNOWETD, BHRORBREAT T4 FIZEIED ASD T, ¥ 7B AR YHHHICLD
81~89% O EH THRIEROUENFRD Sz, Lo L Iha BT 5 &) RREOWRE, FHIRIH
A, BIEEEAT O FEENRICOWTIEFHMiiE N TV o7z, ASD BEIIBITLY 70 AR
) VB OREVIZOWTEHE L 72828132 {, Y7 0 AR Y ofmRICOVWT T s hTng
Motz Tz, WINOMEDREIEREA T oA FEMESHELELTBELT, T¥FVy AL
WA 72 )

UERS, A b MLFH =1 (methotrexate : MTX) DRBTHHTE LD, BIBEEATOA F
BLOMTX THoREEMEDHE SR ASD B LTIk, BREROSFH L HWE Lz
0 2R VBERIZAER R WURELN S S, 72720, YR ARY YOREEIIOWTIELO ) v~ Fk
BB TOMM & I, BWERICHT2EBSLETH L. 70 XK YIid ASD (5t L CHB#E
BN ERNS, HHCHIZ-o TRV AZERRAT 4y F2PEL, BE - RKIEOA v 7+ —LF -
Iy MRS EBY TOMELRNIESLETH 5.

SRUMR—bDEESD Minds 4-10

SEGIERERE 3 AV 23 RIS, SR #FEMiL 72

WINOMZETY, HHREIEREAT T4 FIIAISZ ASD FEBID 81~89% |ZHEIR DL AT ED
SN2V L L SN BT ZIRER, BT 2 FRIIERRIE A 7 04 Rk ok %
il SN T b oss. REMIIOWVTIE, BREE, FHEREICHETRIRIER L, ok
DWTOMEIE AN o7 /2, WINBEIFREA T oA FHEMREE KL TBLY, TEF VA
L AWK o 72

PDkds, T¥Fy 23RV 0n, Y7 ua xR Yo, EREEPUE ASD OER % U S
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1) Franchini S, et al. : Efficacy of traditional and biologic agents in different clinical phenotypes of adult-onset Still's
disease. Arthritis Rheum 2010 ; 62 : 2530-2535

2) Mitamura M, et al. : Cyclosporin A treatment for Japanese patients with severe adult-onset Still's disease. Mod Rheu-
matol 2009 : 19 : 57-63

3) Tada, etal. : Nocardiosis in adult-onset Still's disease and vasculitis syndrome. Am J Med Sci 2008 ; 336 : 77-80
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S5 5HEED

Pr—
BIEREXTO4 FERMASD [CRHULT, XhhLFEH—rEDTO
ARY VEESSHHERBEEERRKE UTRRT 3.

55U [RiEg D] CEZIREETD
D : JEEIC55W

ZEET

HR{ERDIE

RKCQDT7 7 M L% AZXTIVIKE (adult Still's disease : ASD) DEEKRIA M & et LT, £
FRLEFF =L ORARY) YORIEL BRI T 5720, 4 KBS0 S BENTEE LR
(2 SR RER S N7z,

WIENROETH A7 04 NS ASD IS LTA M ML EFH—bBXO Y270 2R VA
STz, BRIAAEEARIEZERDSA M ML XY=L 636, 27 u xR ¥ 28 FITRHli s
FNEN59% L 68% LG EN, FEHFIL 70 ZAR) 7FH3FICEL THESh Tz,
L2L, AFMLFF— ey 702K YOBRRNAHECOWTHEELK L 72 32w 0dE

EHEESE L, WL EAME I R— MIED DN, 7 2 27 05mE L, MiEERICESs D &8
RKELSTHRANLFE-BUERD D, EHAKDID RV &9 ORISR D 5 L HI SN

DEDFRPS TG EFT Y 2350w o0, BIEREA T4 FEGUMEASD 1K L CTHRRRREIR
LIRBOWEL L CRITREA T U, FREDRZENE LA ML FH—FBITY 70 AKRY
COELLhDOMHIIAEHEEZZONS. —HTOTNS K AN X BISHIE CRELE L 25 %
<, FWHLD ASD I L CRIREBREAR 2V &2 s, HICHZoTIEY A2 EXET 4 v b
EPIEL)RT, BE - FEDOA VT x—LF - avey s EHEDL R EBYTOREE RIS

Thhb.

B, BARAFNVIREETA FI4 22017 4EM] I2BWT, CQI7 TIEFEIBEHRE AT a4 NPT
DB TEASDIZBWTA b ML FH— Fof xS 2HEOBR XX &L,
—J CQI8 T, Y7 u AR yOff kS 2 HROM X IZ Ll SR

AR T VRGBT A B 74 >~ 2017 AR [2023 4F Update] TiE, X DEAAATING 2HDED
LREXVEAEHBZOPMEZRALD, ZOBLHTEDOLNTIETFT VALK SIS 2 HlOfHH
WKW LAHERIZESES D L7
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4 R OFEGIERERIZE ™ 2RI, SRZEML 72, WTFROBIETH A7 04 NP ASD 123§
S2AMMLFH—, AR YOBRMEHEIRESA TV 00, BRENEAREOR
B 3NTBLT, ELOEHENE I EZFHITE I LIETE o7, HEHRIIOWTIE,
A BYE SOV T 1 AOEFEBIFE 1BV TSRS TW, ATHICE 2Ly 702K
VEREENLTROBEDY L, 1HINIK AVY T, 1PN B VY TIEDIREDRD S
72. L LAASEELRBYYERAE) AZIZBITH A M ML IR — eI 70K ¥ OHEKIZHE
7ot

UbEds, & L7z

|IFASZERY R |~

1) RieraE, etal. : Adult onset Still’s disease : review of 41 cases. Clin Exp Rheumatol 2011 ; 29 : 331-6

2) Franchini S, et al. : Efficacy of traditional and biologic agents in different clinical phenotypes of adult-onset Still's
disease. Arthritis Rheum 2010 ; 62 : 25305

3) Iliou C : Adult-onset Still’s disease  clinical, serological and therapeutic considerations. Clin Exp Rheumatol 2013 ;
31 :47-52

4) Mitamura M, et al. : Cyclosporin A treatment for Japanese patients with severe adult-onset Still's disease. Mod Rheu-
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FY— FTHHREBENRNESNZL ASD BZFDORIEIRICK LT,
BLDFBEDYRT ERXT 1 v hMeERUTRBREMIETN Y DY FE
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RKCQDOT Y M ZEBAAF IV (adult Still's disease : ASD) (ZB1F % i kO, FIsHIH,
RIEREATOA Fo@E, EA7LVLVE—, EFoMGEWkHE @R & LT, MEREATo
A F oM S & R L 7R BIE ST 7 ~ F 3¢ (disease modifying anti-rheumatic drugs : DMARDs)
PEH OB & BEMEERE T 270, 8 KOJEBIERMITIE L HRIZ, SR P EMES 7.

3 ADOFEFERIIZEIZ BT DMARDs P (X b M L% — b (methotrexate : MTX) ZFx<) |
ASD IZBIF AHEROWHRICB W CRIBTREA T A FEARG L HED L VI ZnD ORI R
HoLREINTD, FIEREATOA YRS E OB Tldhh -7z

. ASD OFFEHIHIRNE, BIFREAT T4 FORERE, EAOWHERICOVWTIRFT SN T
W\,

U l25, DMARDs O#fHiZ ASD ORI A etk b E2 b5, 7272L, TEF
VAR L, RBOEH AW L9 5, MIX DS TH 57, BIFREA T4 FBXOMTX
THAREEDEIPEONRVASDEEIIBCT, lAOBEFED)V AT LRXEAT 4y M2EE L2
Z CDMARDs B 8T 52 L e L, ZOHEHICH - TIEEE - REDOL 71 —4F -
vy N eEL R EBY TOEELRANALETH 5.

SRUMR—bDEESD Minds 4-10

8 AR DIEFIERAGE ™ 2 W RIT SR 2 %M L 722%, W IREEZ 38 L CHEERF L2 b 03 e h o7z
3 RO BIERTZETIZ, DMARDs B2, BIMiROWHICB VTR LA 704 FHAHE & [
& HVIZENRU EICHHTH o 7285, EIHEWNL LK TIE %05 7209, HIEOMH, BB RE 2
T4 FOE, FEROMEEIZOVWTERFITEINTE LT, DMARDs DA ALIEIAHTH - 72

DERS, ZEF 23KV DD, DMARDs Ot ASD OB %24 Tdh 5 0] fEPEASRIE
Y (A
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Pay S, et al. © A multicenter study of patients with adult-onset Still's disease compared with systemic juvenile idio-
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Jung JH, et al. : High toxicity of sulfasalazine in adult-onset Still's disease. Clin Exp Rheumatol 2000 ; 18 : 245-248
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6 D DFEFIERIIED L U2 DOH[H S AFFE (RERGFIRIED R AR TV (adult Still’s disease :
ASD) X4) 1ZBWT, 3FHEEE %25 TNF EEOH G512 X 5 ASD O FhElk, BIfiERE L O
FIEF A OYEEDIRE SN TB Y, ASD OFER, WREICK LT INF BESRO AL, &R E A
TUA FOBEIEIRINAHTH 2 &LHIB S iz . HEEHIR RO
WTIIAHTH 572, TNF HEESEORRFHRICE L Tid, 1 D OREFIERIFZE T IL-6 LERE S5 &
B L C TNF BB 3R 5B IR MR N S E BT BTV A L ARIIR W 2 DS SR S

C AERGCE L TUE, ERBE L OIEBIE A, BRYE ORI R HEH] 7
LIV X —OHMZRET MG IR -722 &2 5, ASD BT 5 TNF FHESRMH CERYYE, ~ 7
07 7 — IEHALEBRE, R T LV F -2 2 WK<, Rl Tk & 2 RER
e Fz 720 BHEEAHIZOWTRE LRIk h o 72728, ASD I2851) % TNF FHESEAMH
PRERBEAHOWINC OB PAHTH LI LhbF R LR,

PlEoZ b, B X OMoBEIERSEK L ORI R 72912, [TNF FESIZERIEYIE D ASD 12k
LCHRZIBHEEORRIED 1 D LTRET L] ERETLIETBHESA FIAL MER TV —T
DERPE SNz, TZOMHICH - Tid, ASD (2% LT TNF BHERIZEBOEIT A3\ 2 &2
5, AIKLTIIVAZERLAT Ay FEAEL/) AT, BE  -REDA v 7r—2F-artk
N EBD R EHY TOMEELRHSLETH L.
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SEGIERTES L O ak— MR ICBWT, 79 RHLEORERIZ AWV OO, TNF BHEHEE
512X % ASD D4 HedR, BIEHERS & CPIEF RoOgE M ShTh ), ASD DFElk, Wil
% LT TNF HEEOAREATRIZ S 2@, HIEMFIREIC OV TIRBEDR W20, RWUTH
5. FEIERE AT 04 FOBERFEIREN@. TNF HESKIIRA 28 » H T TR FH
L7z 2SS MTw B hY, 1 ROJEFIERTIZE T IL-6 FE3HS 58 & ik LT TNF FLERRE 58
HEBERAMRN Z EATRIBE N0, HEHLIZME ) v ~F (theumatoid arthritis : RA) (2 L 72
X LA GRS & B AL W) RYHEOWE S H 5 A5, TNF IEEKZMH L Twiaunite



HEIZENTWRW 00, EISEDWEMPLEHT LV F —ORNE R T 2 W&z ah ozl &b

5,

ASD IZ31) 5 TNF FHESRMH CRYSE, ~27 07 7 — IIEHALEREE, K7 LV — 558

T AR EATRBEN20). EEEEBIZOWTHE L22FRIE %0 o 7272, ASD 125
I} % TNF BHEFMEH ASERE G OB D %235 I AW TH 5.

5IRANERYU R k Minds 4-4
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Asanuma YF, et al. : Nationwide epidemiological survey of 169 patients with adult Still's disease in Japan. Mod Rheu-
matol 2015 25 : 393-400

Souabni L, et al. : Possible macrophage activation syndrome following initiation of adalimumab in a patient with
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EHHEPUERL N A T V35 (adult Still's disease ; ASD) 25t L C IL-6 FHEIE & 5ot o A k%
BB L 72 RCT X2 WME SN TR, 2070, ASDIERIIH LT IL-6 EEDO AR % MK
L7z 1 RO RCT & 2 KD A [ S BIZIZE % X512 SR & F i L 7z.

1 ADRCTE, 2704 FIHiPED ASD 23412 b 3 ) X< 7 OHMM & 24tk % Ma L 7238
T, WEBRI TS ERERSTWE,. YA TOHENMEIZ 48 (F54<)—Z Y FRSL V)
BLO12 KO ACR50 ZHEA TR SN, b2 ) X< THMBED 4 8B X 0712 8O ACR50
ERHEGIZT T EARBLERKR L TEPo72b D0, MEHFANA B AL % < primary endpoint % fii 72 & 72
Morz. RIS, BELWE LC2ROBENIEY SR Sz ¥ ) X< THEBHICBI S ASD O
FREZ, 2 A< 7RIl A ST TR TOBRBER & ik L BT, rY Y X<

I2 & % ASD DFHRIIFIRI R RSN TV RY, £/, KEORIEREAT A4 FBXU/HbH0iE1
FEFLL b 0 S P S8 (KBTI TSI BANC X 2 1% S0 72 ASDIEBI O BIZEIFEIC B VT, b

) X 7B O SERI MR X TNF BB SRR L R L CHEICE2 » 72Y . ASD 12X § 5 0
PO FHEICDWT, TSR TIRRENTWARWA, [ASD A A N5 4 >~ 2017 /] @,
CQI7BLUCQIS TRLTBY, ZOHRIMEROFBE SR N272& 70w, CQIT TREIBKER T
T A FIBUEOHEEYE ASD I2BWT A M b LFHY— F 0P &L , CQI8
TEHA MM I = IPERSPEIEREATEA FBXOA N MLFY— N CTHORIEBEHEDEINES
NBEVASDIZY 7 B AR VOFHEZRZEINTY D, SHOTRARFIVIRSETA KI5 4 2017
AERL (2023 4F: Update)] TlE, 15 OREPIHIEE & g L T 1L-6 B EIETEHIIPIME ASD 128 L
THRDPBGET L7228, H—0 RCT DBNSAT 5 £ R CIHREHEESE VDI ES 2 RET, U
T Y AL NIV E LA CQITH§ A M) 2 MIF B SN oz '
FO0, IL-6 HESRE L GEIFHIZEOMHICE L-ERom S &5 5d58we L, 28, IL-6
FHIIZ D) AT OBRDPRBGE T % 5%, 0EIHIZEIE ASD 1T U TRIBGEH A W2 &2 b,



M B 2o TIHY A2 EXAT 4y FRBIELE) AT, BH - KHEOA ¥ 74 —LF - avey
NS % B TOMELHBISLETH 5.

SRUR—bFDELED

T3, IL-6 [HESE & e iilge % EHILE U7z RCT IZFF4E L2\, ASDJERBNZH L C IL-6 FHESE
G L L2~ RCTE, N4 7 A A7 BHERIIIKRE AEEL 522000, WHIREST
TR RELRoTWDY, FEEMHEICHERNLEELZ RITL. —7, BIEENZEICO v T Nishina 5
DEEY 1L PICO IZIZ AT 2ME—DWETH V), IHBEOBEIMEL, ACQIXBIT L EELSE
kL 27z, F 72, Suematsu S OHEY LR AML O AW WA O 7 FEE B DR S D A,
BELME L THRHALE. A0 7™ b h 4, RCT TOFEEETH S 48B L 12:8To
ACRS0 FEEHI G & L7225, 12 TD ACRSO ERHERI T TR EH L THEENALONIZD, 77
A<V —Z Y FRA ¥ b THAH4HTD ACRSO EREN G2 S b o, EELAERRIION
TP ARTHTROON L7200, WERNRIET T RTH 2B &b s L it
BT A2 L EREETH 72", EREGEEHOBNIZOWTIERCT, BIEMLE b ICHBS 257
Pb2s, ME—O RCT DHBMNEN TR THLI s, FEHEESFE VD, K CQ A DEE
ZHREETH D, & # 2 4. AR CQ I Future Research Question & LT,
CQ I %1213 TL-6 FHESE & Sh i 3E 2 EH L L 72 RCT MHEfT S5 2 LU ETH 5.

5IASEY X ~
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1) Kaneko Y. et al. : Tocilizumab in patients with adult-onset still's disease refractory to glucocorticoid treatment : a
randomised, double-blind, placebo—controlled phase III trial. Ann Rheum Dis 2018 ; 77 - 1720-1729

2) Nishina N et al. : The effect of tocilizumab on preventing relapses in adult-onset Still's disease : A retrospective,
single—center study. Mod Rheumatol 2015 ; 25 : 401-404

3) Suematsu R, et al. : Therapeutic response of patients with adult Still's disease to biologic agents : multicenter results
in Japan. Mod Rheumatol 2012 ; 22 : 712-719
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g5 1 [Reg 3] CE=ZRETD
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R CQIZH LT 7 ROAEBIERIMIEZ A RIZ SR Z2FEM L7z, 7T LKL R L 22 5ek R 2w
A%, IL-6 FHESIC X 2 A A F V5 (adult Still's disease : ASD) DFiEdR, HEOUWHES L ORIE Y
A704 FOWRICHENTH S Z L AURE S 28200 P 00 RGN, 1 Ko ERE T
IL-6 BHLESEG A BAATT & LB L C, BHRBICHBEEMETLTB Y, BIRIHEIRI D Shi.

IL-6 PRI X 2 I EGWE ORI, ~ 27 17 7 — JIEMUEBEREOFHTE, EHT LV F—1Zo0nWTT
TR L U7 ZeR R 7 <, R AR Lz i3 a0 72,

1 ROFEFVERFZE THREERICOWTHRET STz, IL-6 HESE (M) X< 7) %58 (90.9%)
X TNF BHESR (A vt 7 ) 58 (25%) BLXOTINFHESR (f 70 F o< 7) 54
(11.1%) & AR THREZZREOMGEED T > 72 (follow—up AR : 0.2~15.4 4F). ERHFHEAMBEIMIC
DWTHE L7z i3 o7z, DR D, BRATIIRBERIZEO SNTZET v A LNIVIEE
Cidwboo, 1IL-6 EEIZ ASD OFEWR, WEOUERE, EIFKEEA T4 FEERE, ASD
DFFEIRIN RN D 5 2 LATRE SNz, 2 THREIC AR - 7201, 1L-6 BLIESE OB AISE A F V5
(adult oneset Still's disease : AOSD) (233 A EHHEIE L NV DR ETH -7z, LiLLz L9 oAk
W2 g B & e U C IL-6 FESRIZ AR TH B 2 &, AOSD 34 R LHAEVEAFFEE RIS % juvenile
idiopathic arthritis : JIA) & [FIERORGHEE L HEE SN, T OLRBOEH R IL-6 [EENH L 2 L,
TL AW [HBHERET L] LI2BABD -7 —J, BENERECTHIEITREATOL KR
RITFRE AT O IO 25605 2 M3 L IL-6 ERELZ R L 2 omnwL 7 v A
FRRDT, BRTIR RETS] ET2BALD D, BWEEIHONLI o7z BHEHICIE, T
EF VALV EREZERLT [#RET5] T—H L7 727201, 4% IL-6 EEOHRMELRT
C T ADERT S REEIE R K, 2K D HEIREEDE F AT REMEA D . ASD IREIC BT S IL-
6 HEEDOME DI & LTI, RIEREAT O A P F 721 3K O RE ISR L CRING 2 3674
D1DEEZOND. &EIZ, BN TIZb2ETHHTREZ IL-6 BHEHRETHZ M) A~ T L
TIXASD K L CTRIBUEH A 2 {, ZOMHICH /2o TIIVAZ EXRLT 4 v FEFE L) 2T
BE - REOA V74 —=2F - arey v 2B5% ER\YTOBEELRHAMALETH L L2l L
HL.

SRUMN—bDEED Minds 4-10

7 ROFEGVERIIZE™ 2 012 SR # £ L7, 7T oK & ik U7 FZefs Hid 22w 2s, IL-6 %
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2L 2 ASD OFER, REOUEB LUVRIBEREAT O FORBREICARNTH S I LAVRBE I
97 1 ROIEBIEAEIFFE T IL-6 BLEIE M BAGHT & B L C, BRI HIERBET L THY,
FEFE PR AR & 7zy.

IL-6 PSRRI & 2 BAWEORN, ~ 27 17 7 — JEMUEBEREOFETE, EH T LV F—I1Zo0nWTT
7R LB LU TIFZER R IZ 2 <, RRBREZ R L2 3 a0 o 72,

1 ROFEFERIZE TR IOV TRET SN Tw/z, b)) X7 #5558 (909%) 1ZT% 2Lt
7GR 25%) BEOA Y7 ) F U THRER (11.1%) & HANTERREZZREOMKEEER Ao 72
(follow-up IR : 0.2~15.4 4£)%. FEFFEHBEIMIO VTR L 2HE 3 205 7.

DEX Y, IL-6 FESIL ASD OFERR, WEOUENR, RBIBREA 704 FEERIR, ASD OF
IR RS B 2 L AVRIB S L7z
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multicenter retrospective open-label study of thirty—four patients. Arthrtis Rheumatol 2014 : 66 : 1659-1665

3) Bannai E, et al. : Successful tocilizumab therapy in seven patients with refractory adult-onset Still's disease. Mod
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in Japan. Mod Rheumatol 2012 : 22 © 712-719

7) Puéchal X, et al. : Tocilizumab in refractory adult Still's disease. Arthritis Care Res (Hoboken) 2011 ;63 : 155-159
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BRUERIE ASD (S LT, IL-1 S
CQ 1) B ammED S5 b ERD

Pr—
AEIRIMED ASD [CX U T, IL-1 BEERERENHELD HEHATH
BDERKITDN, FHICHITBEAREZER L CGERIT 2HUENHD.

g5 1 [Rheg 3] CELZRRTD

C:5
S ea
HER(ER DZE

AR CQITH LT, IL-1 [HES & REMHEE 2 B L 723IF — T Y I XV D T v 5 AMeHg
R ADOATHY, ZOWEZHRICSR ZEMLZY. AW T b IL-1 HESE (7
FHRVT) LREHAHEE (XM MLFY =, THEFETY L, LTV IF) oL ReNE
g L2tk kM Th b, 7943 =TV KRS ¥ b THD 8K, B LU 24 AR RS
WZIXFED Do 7205, 24 HFFTIE IL-1 EERZGHETRRE S, SO 24 HIFICA T, Fedik
TEDIXIL-1 HEREBZGBEOREFNDOATH 72, T2, IL-1 HERKRGHICB) 52 H8EHZIIK
ANZFIVHG (adult still's disease : ASD) DDA CTIIIEFERM ISR A ¥~ 7 VT ¥ FRERE & CTH
D, TORERIBIRETH 72205, IL-1 ERETIIFICHEL 22 HEHRZIPRnEEZ LN
7z L ULEORERLY, 1 KOAOHEHN S TIED D0, HEIPIED ASD (12
LT, SEHHIEEL D b -1 BIESEDS L D AHCTH B E W & L7z,

LAaL, PHREICBVTIEINETIL-1 HERIZIZLAEHHINTE ST, 20 SR OREEE
BRICBWTZO T THMATE 208D EL L OBERNH o7, ZO0, IL-1 FIEEOMHIC
ML TEObPENCBIT 2 HHEREZER L CRIRT 2 LD 5. S HITIL-1 FHESE D 52IHI#E
ASD 123 L CTIIRBBEH 2wz &5, HICHZ-o TRV AT EXRT T4 v FEFGELZD 2
T, BE -REDA Y T7+—2F - arery V&8s B COBEBELRHMSLETH 5.

SRUIR—bDFED

TR %2 T >72& 5, PubMed : 20 ff:, Cochrane : 25 ff, PEFREE : 89 f:, Embase : 118 f (&
BT 2 21 RN OGN 231 hAsUE sz, 1 IRAZ ) —= 0 72k ) 228 fEoskisb s, 3 14
PUEE SN, 2RAZ ) —= v 712 ) 22 RSV S, 1 EO RCTVICH L TEMEN Y 27~
FA YL a—d b,
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CORCT TIE, &-HEE, Fill EERE2ET 2 BEEPBRIASINTE Y, FFEEEI RO S
Nz, =T ALRER, BINA TADBHY, NA T AV AZHFRD LNz, RCT 251 DD 7DIE—
HERD T, AR b7z,

BGEEL7=7 7 M7 20, 4 O, 24 MO, 24 HOFER O, 52 HOER Ok, 24
HOAT A FORE, HEHL QOL TH5.

DMARDs i & B L, 4 HOEMRSB LU 24 BOTEFTIZ, -1 HERIIHBED R h o 7225, IE
BIRA TR DHERTH HUFEMEAVRENT. RCT A1 D TH ) T F ¥ A ARIFE & HE L7z,

52 FADOIER OB IZ DOV TIL, 24 HF THEFE T & 72 TL-1 HEREZGHE 11 ADH b, #kfaAERIC
9ANBIN L7z, kAR 28 HH (&K TIE 52 H) ORI T8 AN IL-1 FHERZ kG T&
TWw/z, RCTA1DOTH Y 7 ¥ ARMIZE & HE L7

IL-1 ESESE ST, 3ADBEN 24 BTAT O F#E5 %1k T&7:5%, DMARDs # Tl 1
ALHIETERP o7z, RCTATDOTH Y TV F ¥ ABARIEE & HE L7z,

FEFHLZ, DMARDs %58 T2 1, IL-1 FERZEGHET 1 1} disease-flare. T DO FEHG
A Y7V O HFRER, TR, BRI ETH o7z RCTATDOTHY) T v ABEKIZE L H
E L7

QOL OFHili& LCid, IL-1 HEEL 581X, DMARDs 12X T SF-36 @ physical health summary
DUBEZERN L 2BBEPES o7z RCTH12TH D LT ARMEIIE & HE L7

Db &0 HEIEE I3 & D OBHHESINE ASD (23 LT, SRIERIHIERIC IR T IL-1 lEEO&KS %
THFT AR E o TV D,

5IFAEY R

1) Nordstrom D, et al. : Beneficial effect of interleukin 1 inhibition with anakinra in adult-onset Still’s disease. An open,
randomized, multicenter study. J Rheumatol 2012 : 39 : 2008-2011
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SRR Minds 5-3

IL-1 BREZR(SEEETIED ASD [ U TERPEFREDERKRE LT
XTI D.

550 1 [RiEg 3] CEZREIT D

HRIER DB Minds 5-4

K CQITH LT 1 ADHERCT, 6 ADFEGIEMATE, 7 ADHEBIHE % X512 SR & Fhi L 7-.

JEE W S ikt ) 7 < F-3E  (disease modifying anti-rheumatic drags : DMARDs) #£5-f & It
B L 72 RCT A28 8 & OHEBIERAFZEIC BT, IL-1 BUESRS G BHIIAEIRB X OWRE DU, R
REATOA FORMEIHETH % RETED R s ) 2 D& 53) ]

IL-1 FHESEREET D 50 id, WAAF VNG (adult Still's disease © ASD) D FfFER - HEFFIZ X 0 %
bk F721300m 3 % & ASD 253 L EBAD B E SN Tnb 00, 138 A LDEFITH 1
EROARNE & Bk (K 4 4ER) AHER S T ) FEIHIRIE D & 2 WM AVRIE S h 7z

A ERRHE ISR B X CRIBE DL o 7278, BYYEB X O~ 27 1 7 7 — ViGMEALREGR
B SN D DA TIL-1 BEFHREE G X D HT 2 TRt w e Z 2 5720, 8H7 Vv F—
WZOWTOHREIE %, -1 HEHERSICL 23H) 7 LV — 134 Wil RgtEdyRmg S u7z(B).

BUEDAETIE IL-1 BLEHEE ASD 1K L CTIRBG#EH 237 <, BAfiY) 7~ F (rheumatoid arthritis :
RA) 72 ER NGBS LT O RBREH 2 22 v, S SICHARAD ASD BEZx R L L7z IL-1 FESKIC
MLz EF Y 2b %W,

DEoz s, [ML-1 HERIZEBRIEIUED ASD ISK L TH R R EREOBINE L L CIRET
5] THILETHBBITA NI MRV —TOREFEDPRONTz. 72721, WIho IL-1 HEHED
ASD (23 L TRRBRERA S R W &0 0, HHICH7z-oTIVAZERRAT 4 v FRJELAH 2T,
BE - REOA 7+ =L F - artry M afd iz RS TOEBLRHBSLETH 5.

SRUMNR—bDEED Minds 4-10

1 AO#E RCTY, 6 AOIEFIERENZET, 7 A3 D% BIHE % 6512 SR Z FHi L 7.

FEAW -1 DMARDs $¢5-HF & Foik U724 RCT WF7E 6 & ONEBIERIIZEIC BT, IL-1 &SRS
BEIEIRB X OIRED ST, BB EAT 04 FORE>ISHRTH 5 iAW (E

IL-1 BLESEGHE S 5\, ASD OTEFER - MR & ) &5 2 Pk F 721 30& 3% & ASD 25
R LIEBIADEIE SN TW B OD, 1FEALORERITH 1 E B OB ME L BkFE (K 4
AERD) AR SN T B Y FIIEIRNE D & 2 W HIEAURIE S N 7z(B)! 1,

B ERGWE SITEFHIBA S S & CRIBA L o 72529 BYES L O~ 7 1 7 7 — I LAE
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PRI SN B O AT IL-1 BESEE G2 X 0 HIn§ 2 Wtk id v L Z 2 5hzE. FEH 7 Vv
F—ZOWTOMERI %, IL-1 FERG X 25H T LV F — 13D Wil igtEAvRg E h7z(E).

O 5IEXEY X b Minds 4-4
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K CQITH LT 4 RDOFEFIHAEZHRICSR ZERM L7z, 2 KOEFRETT Ny LT, o 2 K
DIEFIHETY Y F v T OFMEDTE I N TV ED, 7R E B LSRRV, A
AF Vi (adult Still's disease : ASD) DHiEdR, HWEIIHLTTNNF LT+, VIR TOHERE
R E 7 L E 7 FIEREATOA FOBEMED RSN

WA & 2 FAEIEIRER A TH 5. BIAGEDI, ~ 2717 7 — IIEMALEBEREOFHTE, %
HT7LIF—, EHOMFERICOWTIEEIHE IR TRV, DEL)ZEFT Y A VXVIFFEFITFHN
B, TNYETEPBEIT) Y F I3 T71L ASD OFEIR, HEEZYHL, RITFREA T4 FEERRDS
H A EEMEATRIE S N7z, T D 2 Alld ASD (23t L CARBRwE i 1d 70 .

Db Z 205, [TNFESE, 1L-6 BLESE, 1L-1 FERDAINC ASD I L CH I 7 21 2219 54
ELT, TN ETPBI) YR IR TERFET L] LIRETLHIET, BHENA FTA MRS
W—=TOEFAMMEOLNT. BB, 7THNFELT b, UYFI<T7 L ASD ISH L TRBGER 2w &
o, HHIZHZoTEV AT ERET 4y FEBWE L) 2T, BE - RO v 7+ —LF -2
YV M EEL R B CTOMELRHAMALETH 5.

SRUNR—bDEESD Minds 4-10
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4 ROFEGIRE 2 X RICSR ZEM L7z 2 ROFEBIHETT 35 &7 M2, Ao 2 ROJEBIHE T
)Y F I TVOEMIENTRE ENT VLA, 7T LR E B LR 2. ASD DFEIR,
I LT 27, Uy 7oaRRgEshz0"Y. £ FEKEATL FO
BEMDE L REN720)Y,

MEFNC & 2 MR RIEAHTH 5. BIGEOWN, ~ 797 7 — IWEHALEBEROFES, 3
H7 LILF—, FERIOMERICOWTRFHEINTWEW, DEX) T Y X LXVIRIEFIZEW
A, TNFZET PBIOY Y F T ASD OFER, WEEZEEL, BIFREA T a4 FiiEEs
H B RETEARIE S 7z,
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AT7T0A ROV APEOFERAGZEIEREAT a4 FRMRE B L7280 ChUE - A7) —=2 7
SN, BRI 1 AOIEBIERIIZE & 1 AROH] ) S FEFDSIIFZEICR LT, SR 2MThbh7z. AR
DWVTiE, WTFNOAFETHIERCHBOWHFR AN TH 5 2 LAVRSI NI2DS, FEBIIRATFRIZ BV
T, A70A F2OVAESE, FRCERGHRIPUE R EF OEIR, HWEOUEEICAERT, HROEHN
e & A_CTRINC CRPIKTASA BN S Z L AVRENT: )

REMIIOWTIE, EFIEBIIZE C— RIS MR 2 300 S & 2 Rtk iaH S hiz2s, R
HNREE & FHE L 7B TR I B v Tid, o - RIS e R TR R SR 2 B L S & 5 g
PEIZME <, BMI (body mass index) IZHZEDV RV EAVREINZO. F-RGUEOHM, A7uA F
PEHRERRERE, ARMBOEMIIET AT Y AdHoN o7z
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kIR 5 5N SCHKIZIN 2 T, 2011 FFICHE S NIKE) 7~ F %2 (American College of
Rheumatology : ACR) D FEMEFRFEMERIHI ¢ (juvenile idiopathic arthritis © JIA) (ZB§3 % recommenda-
tion" B L U Z D 2013 DUV BV TCHIFEUAT B4 FOETERMENTW 22 RDOHILIZOW
TR Y =2 Y 7270, BRI 1 AD AT T4 ROV ZHBE0EBIERIFZEY, X1 A0
WA O A T 1A 78V ABEEOA % Fi ) & (2 L 729 BRI IFZEY 12D W T SR & % L 72

FEBI AR TR I3\ THERIGHIPIRE IS 972 A 7 0 4 B2V ZAHEIIEIR, WRBOWHFITHRT
HY, FIHEFRIBIETIE AT O A F2OV 2FERRFHEAEEE, BRI 7 a4 PR H Nk
BELILELC, IS CRP2MET LTHB Y, WBSEEICAR T 2 Wi AVRIE S h7z(@.

F7EPIEMIIE CIEA T 10 A F7OV ZHEIC & 0 fE#HIC 13.3% ORILTEIEZ 207223, FEFI*
MAFZEIC B W TIRRERIG 6 7 H - 12 2 AL oo - REINICITRIMERE, WHEERELET 5
BUIHERR S Nz o 72 C EAT UL ROV AFRBG RS, FELE H
PIIRAE & Hei U CURHEBRAG 6 » HIERITO BMI 22137 <, B % &9 72 Cushing FHERIERE X4 7
WREHEAVRIZ S NG, TORIZOVTIZAT O A POV ZIRERIC BV CREILG 6 2 AT X
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—JF CHREIIH, BYuE, PRERE, ABRMMCET 2L Ty RSO Er o7
DLEOREE, TEF Y RGO A T O A B2V 234 5 R AEMAR RIS % (juvenile idio-
pathic arthritis : JIA) OYEEIZHMTH 0, KRG HRIRIUNE 2R §3556 2 5 O B EIH] 1K) A
HBHWREEYD Y, T W EIEH ORI S 20 5 R Wil Rk E W
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ECBNT, BHAMRICZULWT EZRET .
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PERTBF BT 4 B RIS AE VRN 3 PE B %% (juvenile idiopathic arthritis : JIA) BV T, BRI
2T a4 FIZRERIHIESEASEMPEH S b2s, TOFRHEICOWT, A ML FH— 1+ (methotrex-
ate : MTX) BLOTAN Y =2 —) VHEROHL 16 KAE SN, A7) —= v FRES N
FORE, MTXIZBT 2 2RO RCTHZEE, Y270 AR) VIS 5 5 AOMEFERNIE T SR A
bz, B, #2700 ARACOWTIEIEF Y AR A - RSN b o 72,

MTX 2DV TiE, 77 R LKL CTEHEIR, CRP, RIMERILFEEOLEIEDLNT, £
7eWFEWW, <7 a7 7 — IEHUERER WA, EEEEOMIEISET 2Ty Rd ko,

Pkns, &R NAICBIT 5 MTX OFHTIIHRATE Loz )

TIUARY Lo TIE, NBRELORE 2V OO, BFER, BH, ffcvrsorr—Y
WVEACRERERE ISR T H 5 W HEME DR S 7z . F72, vz a xR AR
BORBED S, BFREATOA MIEERREZ AT 2SRRI NE. —77, B, &g
fE, %7077 — VIEMHAUEBER OB, BEEEOMIEICE L IR YT Y 23RO Lo
7 .

DEdS, ¥ 27uxR) Yi3EgBIIA ICEHT, FiZx 7 o7 7 — JIEMHALERRE R R E A
T A ISR 2 RGNS H T h B W REMEAVR S 7z

B MTX IOV TIZBIEERZ ) NA K L CRBER 2 A 320128 LT, Y27 aAKRY) ¥
BRBRERA DRV, Lo T 7 AR YOFHICHzoTEIYAZ ERAT 4 v bEBE LT
ART, BE - FHEDA 7+ —2F - avty b efbhEBYTOMELHMIBLETSH 5.
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SCBRARER 22 B8 S 72 BRI 2T, 2011 AFICFR S NKE) 7 <~ F %2 (American College of
Rheumatology : ACR) @ JIA (219 % recommendation” 3 & 82 @ 2013 4D ETPIZH VT MTX B &
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CANYy=a—1) VIHEEDOEHTEHEIN TV 1I6KDORLIIDOWT R ) == U I 2 fTv, ikl
IZMTX ICB$ 5 2 KD RCT, BXU Y 702K YICHT 5 5 KAOIEFIHEMKIIZE 122V T SR
EEBLE. B, 270 ARACHTAEIIET VAERD L) R THIIHR SN R0 - 7.

MTX IZ2WTiE, RCTIZBWTJIA & THN L72EEITIET 7 RIS L TH B % BEEIR
B L ORI X 5 & OWwEl RSN LD, EHRICHRE L7253 v 74 b E%
LCh, 5% BERERSESEIROWEDI LD SN, F72 CRP, MRIMERILMEMREDOH ERYHED
FOLNT, FFCZ LI EEIRBENEEY. £ 1DODRCT ICBWTREIBREATF O F
DB FIERD SN h o720, FIEWH, BYE, <2707 7 — I UEERORD, B
BEEOHNEICHET 2 €7 2id % h - 72(8). DA 5, MTX i JIA &R TRl L 7254 1235501
DHEFREI NG A, EHE A L TOEEIZZ LI LRI N

T AR) AIOVTIE, S AOIEFIERIEICB TV TN S FREEIFIEL TV Wn/zoi
HEDHEETH 275, BEIER, B2, REWRERL< 707 7 — IWHHALEBERORBICHN L TER)
Th HWREMAVRIE SN0, Ko~ 7 107 7 — DIGMALEGERE S 5 55 TId R 0 2 i i
DYEDHE SN TV 2@, F2RBNROREY SRR EAT T4 NOWRENE L2 A3 56
PEB R SN0 BRI, BYYE, <2707 7 — VI UEGEREORD, BRSO
HAIUET YA Lotz

Plbrs, ¥Y27axR) i35 A B UER, WEOWE, BIUREKEATOL Fo
BEICBWCHDTH AWML D, Hic~r a7 7 — JEMALREER ORREREIC BV THRM
Th LW IR S Nz

B
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(2) K aBEENtZRI EHFREFIHFREMRERICENT, ITIx

pr—
I RERTOA NEENR - BRIENRN G D EH#EET D,

WETNEPNIET ME, £FERZHD S REERN EARDRRRE
AEOEIRRD 1 DEUTRET S.
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RCQIZNLTIrYY XA TICHT S 7AR (RCT3 AR, #RCT1A, a-— M3 X)), 7FF
FIZBT 5 74 (RCT 1A, JEBERITE 6 AK), #F-F X TICHT 524 (RCT 1A, B4R
JE1A), Vuatt T MBI S 1A (#ERCT 1 A), TNF BHESRICHT 5 2 A GEBIEMATZE 2 A),
TNNZ LT MIET 5 24K (RCT 1A, MEBHERIIZE 1 AR) OISOV THEH T L12 SR ZFEhi L
72, NSO, MERBERICHGUNE 2R 3 4 B U AR AR S B B 95 (juvenile idiopathic arthritis :
JIA) XL LT,

TIRRBLEKLT, FYART, TFFRUT, hFFX<T, VaF s MIEIR - HFEIC
DVWTHBELRYEENRSASN, PV AITTREATTF ) Y AZEWTH P<0.00001, RR 3.93
(95% CI : 2.42-6.40) & H B LRUEERRIMER S N7z L FRMYY RIS
BV CHBLERR - AIBEEA T O A FIRERhR - BRUGERN R - B S SR A

, AFFXITIIBCORBRERDR - AIEEEA T O FRERRARR S e
<707 7 — JIEMAGIEGERE - 36K 7 ) — B - R - R T 2 SR O o TR
ENTwhv, 7FHF 0 I TIIWBRENRE L~ 707 7 — VIHEUERR NS 2 G501 R S

/e c U aF T b TRRBYGEERR AR S NGNS, W DA ERTETEH D
7205 B O NITEF D TR, TNF BERIIREEA R EOEFRERITT LRPZLE, 7
& &7 b TIRAEHRERIS LG SNl 2 e b o 72 . b

VAT DAZTF) Y AIZBWT P=0.0001, RR2.25 (95% CI: 1.48-3.41) &, 75 bAREE LK
L CABEZBYYEMMARD 52, 7272 LMoBHTIEFRBEO X TF ) AR REINTES
T, OB LR SN TR VWED, MY AR TORPEERIEGIE) A 7 EART L35
WMTERV. BIEREATOA FICX2HERENKEZBETH Z/MNETIE, RITREATOAF
WEARIAEIR - HREGEM R L MSEOEREEZ D, D EX D, fEREHIKIMEZ RT &SR 1A
DEFICBNT, P YU TBICAFF X TIER - REOYH LAIFREA T4 FiEs)
B REWENRICEHEEZDE). R LURGEOREIIZEEZET S

R JIA T, EHERDPELECRICHII RO AP BILS HESH L. 5 ANVt T T



BREBIGL, ERBICOVTIRA Y7V F T E20E7 5 A< TICEHE LERIEMIFZE T
TNF B EHE DR GER - WEBOYGE IR D ), FFIC2LIEIRE R b 2 WIEB TUEERI R A5
ho7z@. HloTy At T b EFEG S NIIEBIERTZE CIRRIE R EA T 04 FORMBERIRIA S
n7z(@. R, <2707y — JIEMAUEGRE, SR T ) — R, EEE, T S RIS o
W, MEEEIC OV TIREEIN TV ARVE., f Y7 F I TBLIONTFI LAY TE2IY Rk
7 b EH LTI LZ2SCRIE 2 <, fi 2 BOARMEICHET 25HIREN & E 2 5. 2HiERE
PO TR RS FAROREGN G LT N T P &G L7 TIE, 77 R BELORKIE VW O
O, JFEIR - REOLF RS A SNZE., FROAEE RIETIE, TIeRBELIELTT AN
77 MECTHBICHBREREMED - 6. v~ u7 7 — DWMHALERERE, K7 —ER, 1K
W, PR 2B IHEEORE, MEEECOWTEERIShTwARAVE. Dz Frvdt, it
SRIGHHRPUE 2 R T 2 BT JIA OBRHICB VT, EFERIE D E VBRI RIEBLEY 254,
IHZFINET M EOTINFHEEBI TN 7 MIBEBROBIEO 121220 B2 E25
B, LTI NACHTLEHE LT Y 2AOBEPO LY 2 VLT M2 L7

e BEGR A OEYERE EEHROWM G ICRBREHZ AT L0 M) X<T (HiE) OXATH
5. ZHEEIIESEL AT S A K L TRBREH SN TWE Y A VLT M T ¥ AR TIE, &
G JIA TRAEGRERNTZE L, LS TIEROLEICHR) 558D 5N TV, HiEik
W LTI RBER 2 2 v, F 72 205 DA O EFNT OV TIE, 88 JTIA 128 L Tld ik
BHE RV, ZOMHICHz-TIE, VAZERR T4 v FEFELLI) AT, BE - ZKEoA
V74 —=ALKarey N RELR B TOEBLRHAMSLETH S,

SRUMR—bDEESD Minds 4-10

YR D 5 O N3N 2 T, 2013 FFICHE S NKE) 7~ F %% (American College of
Rheumatology : ACR) @ JIA (ZB9 % 8E] recommendation” 12 B8\ T FHEIR & 520 5 45 R JIA (24
T2 AW ENEA OBENMEH SN 27 ROGLIZDOWTAZ ) ==V ZF 247w, BRI IL-6
EELE LTIV YA TIMT 2 TADORLY, IL-1 HEEE LTTFF 2 FICWT 5 7 A0
T A FEXTTICMT 2 2 ROHLT, VaF T MINT S 1 RO, TNF HEEIC
M9 5 2 RO, THKGEIRGIHEEREHR & L7y &7 MY 5 2 K02 icon
THEATLIZSR #FEhE L 7.

Pie b IL-6 ZHRKE ) 7 u—F WPk TH 2 M) A< 712DV TIE, 3ARDRCT, 1 Ko
RCTY, 3 A®ak— M2 IOV THEF L72. pediatric American College of Rheumatology critreria
for JIA @ 30% (ACR pedi 30) EHRZIFE L L7ER, WEOWEREIIOWTIE, FFIZRCTICE
WTTITERBICH LTI VY AR THRGICEIDABLUELROTBY, 24RO RCT 2w 12
JRERUT D ACR pedi 30 EFRICHT L A5 7Y T AIZB VTS P<0.00001, RR 3.93 (95% CI :
2.42-6.40) THELUHMEIHER SN, 1 RORCT TE, M) AT T7ICE RIFREA T
OA FOBEMESRF SN TBY, FEL2BENESHERSNZEY. 1 KORCT TR, MY X
X THRENG 2 D BENFHI S TR Y, &HE JIA ORI T baseline 128V THIH-2.2SD DR
BEEA RO TV, M)A THGICE > TR RS E W L CHEL B BN R Sz

V2 ODOBIBRETIX, VYAV TICL D MEEEOUE LRI TVIEY. —~HT, K
PHEIZDOWTIX 2 DD RCTIZBWVWT M) A TG L 2B L BAHEDORMATHER SN, 247
F1 ¥ AI2B VT P=0.0001, RR225 (95% CI:1.48-3.41) LA &%) X7 BMATED 5N @Y,
LIRFHEXT R & U7z B CRISIN, $EH 7 ) — SR, <~ v 77— VLR, R
FHHOB, P A RENFEROTILICET 2 7Y AR SN e o7z Bhhs, P
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A= 7RG JIA OFER, WEBUGEICAERTH Y, RIEREAT O, FOBEMNR, BREEDL
FRR, MEHREOUBENRELEERALTVDEEZLNLY, — CBRIUELMS ¢ 5 2 LR
2

IL-1 FHEFEE LTI, 7FF U5, AFFX<7, Va7 MIOWTHRE L7 IL-1 ZH4HE
PHETHHTFF ¥ FI2O0TIE 1 KD RCT, 6 KDREBIERHIFE T VICoVTHRIF L. 14D
RCT T, ACR pedi 30 S35 12K 38°C A4 1 B8 2L % il 2 72 modified ACR pedi 30 CL35% 3 2 51 &
L 72K, ORI RIZOVTIE, 7o bR LKL THERSHZHO 720, 2 KOMEGIE
FFZeCid, WIRBFIRE SN TRV, EER A ALz~ 2 07 7 — DIEHAUEREEE A
LTT7FF Y INBHLTHBY, AEITRE S N@Y, £72RCT T, 77 LREEL O T
JIEDFIEICH L CHERBINERD SN 572", 7FF v 2BV CHIAENH, RIgREA T
O A Rk, 3H 7Y R, RRSGERR, ERBEAHOBN, R, B E o
T2 T Y ARER SN o72, € MK MIL-1E/ 7 u—F Wik TH L hFF X~
TIZDWTIE, 1 ADRCTY, | AOREFEMHEICOVTHE LA 1 KD RCT TR, Eit
@ modified ACR pedi 30 LA IR L L2ER, WEBOEERRIZOVWTIE, IR BT LT
HEBWEEZRD, 779 L ORBIIRWASCRP, 7 2 F 74 EDMBEHRA RO b 720
723)'9. 1A ® RCT TIF, ACR pedi 30 FHERBICH F ¥ X< TRk 75 L RBEZ IR L TH
D, BFFXTTHERETOLELRHEROBRLZ D709, 1 KD RCT B LU 1 AR
WZBWT, 7R EOKIIZVAY, HFFXTHGEHROBIEREAT O FOBEIFR S
N7, —J, 1 KD RCT TRIESIEICOWTIR A FF X< THECRIGESBEAESHEIETH - 72
D, MEHE A EAEIRD o720 AFEXTTIIBCTHEAT ) R, v ra7 7 — I
PAGGE R, BORUCERR, EHRBEMHORM, ko fl, BESEECHETI YTy A
RSN o7 IL-1 ZEE-FcMEEATH L) a7 MoV TIE, 1 AD#ERCTPIZOW
THEET L7z, ACR pedi 30 SR 2 48L& L7ER, MBOWEBERRIZOWTIE, 7T bR HEL
THEZRUWE %29, ACR pedi 30 UL IZfFEL, RIFRE AT T4 FORE % IR 7G5 SUSTEO FH
X7 IR L CHBICEMNGER SN, FREMHNEBEHIER SN TR WA, CRP
72 F R EOTAMRSNZDY, ), BIIEICOWTIE T T L REEE ORICAH % #1338
O HNLH-7Y. ) uFe T MIBWTHEIEH, #5570 -5, ~ 2707 7 — VTR,
BRUGERN R, FEHRBRAHORN, REHHsEohIE, MEEEOUWHEICET L 8T v AR S
Mol BbEds, IL-1 HERIIEER JIA R, WEREEICEMNTH Y, FERIERE, &
HREAT A FORMERR, ~7 87 7 — JIEHAGEGER 3 2 AR 2 A LT i REM2s%
ZOMN, BIYEOHF BRI RO SN o7

TNF BLEHIZOWTIE, =7 2Vt 7 P THBEZ G L THROFICOWTIEZS > 7)) F 3 7H L
CIZT &) A TADEH LIHER % &0 THIT L 72 | KORBIERERE &, =& 3Lt T Mo
WTIEHT L 72 1 ROSEBIERIFZEIC oW TRE L7z, | AOREBISEMIFZETIE, TNF FLERR 512
X D ACR pedi 30 3ZKEAHS 8%, RN EMREBIEFI DS 24% TH - 7275, BIARNICEHER % S iE
B3 B BRI R DA - 72@. F 72 1 KOEFIERFE TR Y 3V &7 b B & %5
BRI & O TSR, BIER IS OV TS B A RESHR S22 1R
ORFETIE, BIEREA T 04 FE5EOAERRED RS N0, TNF HERICE W THE
$H)7) — R, a7y — DWHEACEGER, RRUGERR, BIYE, ERGAEORIN, %Es
HSEoH Ik, MHREOKFICHT S YTy ARSI N LA o7z LLEA S, TNF EERIIE S
B JIA OFERR, IRIEE UE S WD 505, FRICEHIERE LD B IIA RS REN TH
LU REMEASRIZ S 7z

T MR A Hf % & LT, CTLA4-Fec BE &I THAH T3 7 MI$ 5 1 A0 RCT?



BIO I AOREBEREIED %2 b LM LS, Mg L g m nA B EEoR 20% Tdh
D, EHIZRCT TREFEREAL TRV EDPHMAANSEEE o TWAHTD, KSR DG &
FTREEHI JIA OEFRMGE L TR BRI L CEBS N2IEE W2 5. RCT, JERIEMRKIIZE
T, BT TR E DI R \WAY, ACR pedi 30 SLERZ IR L U2iER, WEOUEER R
&N, RCT TIXIBHHET & DK THE % CRP OB R SN 720 RCT TR, 717k
7 N TUEED AR O NTFEFNIOWT, TNY 7 MRl E 77 L R THEOAEEZRET L, 72N
& &7 SRR O S A IR SR SN B, ERRPHEOTREEICOWTIE, 7T e KB
EOMTHBERZZIRDbN o722, TR ETMIBWT, FAIEREATOA FikE, 347
) =B, a7 7 — DIWHAGERERE, RESGERNER, EREA OB, fuEshsEdak, B
BEOWEICHTL2IET Y AR INEr o7z DEds, 757 MIBEHERE B4k E$
SEHE A B WUER, WEBOYGE, B X OHEIHOMREZE LT L TREEIVRIE S 28
EHEREETHGEOIE TV ATFMTE L o7z
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