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1. FE-RBEE
(€-175))!
B ARFILIE (ASD) DIRRIETHATH S,
(€|
1. RREREF
DAV AREE OB B L ASD EDORENRESN TS, MEDH OV ARREL

12 mumps®. Epstein—Barr virus® . parvovirus B19%_ hepatitis C virus® T

echovirus 7", rubella
HY . HE BRI Mycoplasma pneumoniae”., Yersinia entrocolitica® T B . D B HF

AY ASD FEFED M) H—EE>TWSEREEA B D,

2. EizE=
1 EFEHBESIER

RN DEB1*0602 (DQ1)HY ASD %L, B 14EEET X E TIL DRB1*1501 (DR2),
DRB1#1201 DREM B ERESNTZ ¥ A5 F M oD TIL DRE HZ< 'O BEMSD
ETIE DRB1*12 DRB1*155°%<, DRBI*14|SEEHLHR LN 1),
2)ZDDEEF

RIS MEFV exon 10 0 M6941 & G632S R ASD (5t 6.1%) TarbA—/L(0%) &Y
LHEENE N ozERESINT 2, dEMSTIAT7—IHEEHIERFMF)TOE—42—48
1D CATT YE—k -794 (rs5844572)T CATT;s & ASD TavhO—ILEYEHEETH =&
HMEINT= 9, BN IL-18381RF exon 2 D L 6.7 kb A% (TAE—F—EMHZELD)IZIE 10
BED—EELZEI(SNP)E 9 bp DIEA(-6311 £-6310 DREDHH D, AFH S SNP1,2,4,5,6,9,10
NENENTGCGCTATHY. 9bp DIEANHSH/N\TO24T S01 ZRILT. S01/S01 [&
ASD TREZELVILHEENBLERESNT Y,

COEIEEERE RN ASD FIEWMBICRISE L TLAAREMEA H S,

3. HYARHAU . TEHAY

MEFANHLODEMER YA I BEDENEDNSBLIDFANNAVDEEESE
NEDEBOREREICEELTNSEEZOND,

ME T IL-4%"9 IL-6""9 IL-8 (CXCL8)*'8202V | -13')_ IL-17'_ JL-18%15181921-29 | —
21'9,1L-23'", M-CSF?¥, CCL2 (MCP-1)® CCL3 (MIP-1a)2”, CXCL10 (IP-10) %%,
CXCL132%_ CX3CL1 (fractalkine) 2”0, MIF22 /)31 I0S B, IL-1B">'9, TNFa®'>'71®_ IFNy*'720(%
BT HE0SFELEMLLENEVNSTRELH D,

IL-1 fHEZE.IL-6 BAEZE. TNF [HEZEELL I It ASD ITE#TH S,

RHMM., RS, BIED T #EIE Th B THD 2, mRIKERICH TS mRNA DFEBRITE
BHRP TIXIL-6,1L-8, 1L-18 A& | BIEIEIETI IL-8, IL-18, TNFaA &ML TL =
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o

ZDESFERROREEY ALY TEHA2H ASD DRRERRIZBESEL TS,

4. REHIRE

ASD TIERHHM TCRyS+ T MRILIEML TLVS 2, CD4'CD25"" regulatory T flifa (LA L
TLVA 0, RAEM Th17 $ARAIEEMNLTLNS ', RAEML NKT #ER2(ZR AL . aGalCer (XY
AEFEGESHEEEFEMEITIETLLNS 3V, GLK (Germinal center kinase-like kinase)F IR T
HRaDEEN ERLTINS PLIESN TV, ASD TIEIE 2 DREMIEI FEERKRICEE
LTW3,
(EAH#SA)
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2. BREKHHE

AFILIREIE EED/NREE George Frederic Still AV, BAET 215 E, U /\HiIEAR. AT
BIERE DL BEREES/NRHIZ 1897 FEITHRELI=CEITIAE S, —7F Bywaters I
BRIGTRREED A 14 6% 1971 FITIEL V. LIBRIXHARXFILIE Adult Still's disease (ASD)
DAMHITEF LIz, BRI, 16 BRBO/DRICRELREFHADISHERBET R (T FHER
T BE & 2 juvenile idiopathic arthritis (JIA)EFAFRE N, COEHC Still NREL-E B ERE
HIRA4TIE. £ 5 JA LLTHEIN TS 2, LIz ST ASD ICIE. 25 F JAZRA
HICBRHDULIEL carry over LTz3DE, ARICHIOH THAEL =0 (Adult onset Still's
disease:AOSD) EMEEND,

FERK ISR, BEER. BB THD. RRTIFIZHHETHY. FALE DHITREEEREHE
B RBESEDS (R 1)Y, BB IR T, 39°CLLEITET AE A IREREE > TRIMIC
HERL . SEEFE THREA S B (spiking fever) , FERABFICIZHFHMGH —EVEL VB (R 1) A
L. BEFICITEE TS, BEEREEEOBEIIERMECHEL. FOREEDKE
HiE D ICHRuARE D/MEFHIZEAEND, MERETIL. RIEERBLTHRILTTE. CRP
Sl FhREMOBMmMKEZENAHON ., LIELIENT OO %N L= REME MmO Ee
BEEEES, F-ERFHUERBRLTIE I FESLME IL-18 {EAEMNL ., EES{E
BITIET IO 77— BEALEIEEATBITT 22D H 5, U ITR FRFOHZIAZED
BORAREREETHED. LIELIEEFTLILX—ERITHLALND,

SHHUBORKERE. N IEY—FA 1 BOAOEE L HE (30-40%) . 2) 25
FERDERERYRT ZE LML 5T (30-40%) . 3) BEET A A k. T T HISHE AR
(20-30%) M 3 F/EI-H SN . BB X B CIXEEEET L MELL S, EThlEAH 5N,
FHRRETI/OT7F—UEMHCEERRE . BEELENER . EXTLILY— FF2TH
%,
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F21: BN Sl D ER IR 15 (20144 2 FE R ) ¥

B PRAE K (n) (%)
FE#(=39°C, =1w) 166 91.6
EEIE 166 83.1

REET & 152 50.7
ERM R T 164 62.2
NHEEfE 162 59.3
2 \EifERR 161 44.7
FESiES 161 32.3
FAYE 162 25.9
EE|7LIILE— 165 17.6
s 161 37
N5 161 31
B MER 2% 161 2.5

B (n) (%)
FRIETTHEE = 40mm/h 164 68.9
B M EkEH0=10,000/mm® 165 79.4
SF BRI I0 = 80% 165 715
A REERE 165 73.9
m;EZxFEM 165 88.5
& 1M (Hgb<10g/dl) 169 40.2
ARG 163 25.8
)b RFEFBEE 164 20.1

1:ASD [ZHNBRE
SMHICHEL, REBICH—EVEVVICHEIT 5, AEORBREREZRATSE. RLK
BHREEAMICHIRT S (T ITRILER),
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3. B AR

ASD DERFRIZICITIEFENLGIDNZL HITATENZ Ao TWVENWKSHREREAIZXE2
EIARE#ZIEAZ L, B B 1 EEEHLVIE 2 BIOE—IZEFDORIENER) . BETERK.
R5 (AT FHEC—BLUTHIR - HER Y HAIBE) . [RIESR. o/ \HifERR. FFEE. 5 &
D RAEFT R (BMEKEIZHFRERIEM, FFiETTHE. CRP SiE). FFEEES. &7 F o M
BENETEBRBTHY "2 oA EDLEITEYZEALINDHY, ASD A LLERME
NTHLHIED D, ERICITBRERELGE DBRNAZEEITIENRYIESN TE-, IETTY
FUABIZELTIE. REICKYRBRENER > TEMZLLEILHLLA. cut-off BEELTIE
B ERRD 5 ELIE (BREE 39~82%., HEE 73~82%) % E T HMENLLEMB N 49, &
7z ASD THEMT 27z FUILEED I FULERY ., FEFELEMNEZ LN D (ASD T
(LTI FUDEIEH 20% U TELRS ),

ASD DHFEEEICONTIE, RS IV BHIOHETHBTASF/ONTIZLDELT.,
Yamaguchi D5 $EE#E (1992 4£)% & Fautrel D7 EEE#E (2002 F)Y DS (K 2) . Yamaguchi
DEZEFEE 96.2% - HFEE 921%L0IEL BATO DD EEELRICEVNTRYLS
WA (935%)ZRLT- "IN S  MATHLNBEEELLTREEDATWVS, 212,
Yamaguchi DEE(C(XFTT)FUVMEDNIEENEENTHELT . F-EBEOZHMIERT S
BRICIEREEAELRE DRNZEETOIDLED H D, Fautrel DEE Y ICILRNZHDIEE (375
<. REE 80.6% 45 EE 98.5%LLICHLV. FEIETIUTFY 206U TOEENEENTEY.
—AREEERICIEX MBI, MMiFE T ) FUEE Yamaguchi DR EFHA S HE-E#HE DAL
I FUEEHAANTERE - BEE~NDFTEREIREGIIEDHELHD Y,
ZODIEA . ASD TIXM:EF IL-18- A& M CD25 (R[F M IL-2 L7 4 —) * calprotectin *
hemoxygenase-1 LR ENZM LHEATHILEDHENERA LN, CNODFRNE
BRICHEREELEASHETENRETRATHIN O L FEZAIN T,

LEEDEERKY. Yamaguchi D FEREAEFARFRD ASD ZEICHWAZLIEZHETHY. £f=
mEFEZIVFU LR (EELRD 5 FELUL) IEZEDSE LGS,

(KHEBRAX)

5 2:ASD H¥EHE#E
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Yamaguchi 50D £ #£(1992)% Fautrel > E#£(2002)%

XIEH 1. FH(=39°C, =1 AR 1. RINA7RDOFEE(=39°C)
2. FAEiE (=2 BRE) 2. [EE
3. EEMES 3. —AMHIH
4. BBk (=10,000/mm’) 4. TREER
BV EFHIRIEN (=80%) 5. SFHhIKkIEIN(=80%)
6. MELIZUFUET (=20%)
INEB MR EE 7 1. BREPKES
) \EfERRH DL N AR 2.  HmBkEEH(=10,000/mm?)

]
2.

3. FTHeERE
4. )T FREFEME
BLUiARgE

HE Bt S HELUE(KIEE 2 HEAULE KREB4EBLULE . HIHNE

ZET) KNIEBIEH+/MEB2IER
r=1f=L. BR4ME B IFBR<

BROVEE 1 RBRE gL

I E4ES
I BERE
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4. EEESE

FEAARTFILE (ASD) OEENMEIEIREEL T, RERRTIX R B RBP4 E DERRAEK E B M
BR# . RIEFTR (CRP, FRIMBKGEFEERE) . 7T FU W S-REFMRESELLTREMIC
FIBTLTLBIGENZ L, R KD, MR, ik DIRE. FEXLLIIFHEERERE
EE RE. )2/ EEX, AmEk 15000 /uL Ll L. IREESRE. fifE. RO AEMNDS 0-12 &
TEHli 9% Pouchot RO7 V45, CHORITHLIENE, BEREEFMREEET £ LMFT)F> 3,000
vg/L I EZMZ = Rau X7 ?HHY. WTHIIETURITIFZLL BRERHARICE L TIE
EEMEEHMEBICAVSTERA . EERKRTRASNAICIEE>TLVEL,

L EREFMEFFEMEEE X (JA) ISR 2 EYFHRE OB RAREFCIE. KE)YTF
FL(ACR)D JA 27 vt ® 6 IBE (DEMICKSERFEMEDOKREFTHE. QR EE =L
BREICL DL HIKEHRETE. OFB R X, @B HIR. ©/NEOREIHEICET S
BMZE. ©CRP)H 3 IHHE T 30% U LDHENEDHON, D 30%LL EDELL 1 IEE LA
TEZHESINT= ACR pedi 30Y4°, CNICHHMAEZMA-EEZ AV TBREMBRHNIERIATL
0, EEERDFEENKE BAIZEWLT ACR A7 EYrERALSDMNZ UMNIZDNT
T+ DR EESh TN,

LULZBFER . BEFBAN IR REFNSHFTEEERBAREXEDOBCRERSR
ICEE9 2RABHEI(ARARE EHZZ)IZHLVT, 2010 £(Z ASD OLEEZERAENE
MEN-EOZRABTDHETHoT= ASD169 fEFIDSE BAZE AR ED M HIBAL TLY
% 162 X RELT. ATAMR/NILRAEEDBEICKIYEEE 2 EICHT T, /aE®aE
DEEKRTR . BEBEFRRICOVTHRZEE L BREL T ATAAMR/ULRABITEIZE T
DR WIE %K . Mm% E BAEIEEF (hemophagocytic syndrome:HPS) DEEIZEHHE TRD.
FAHRERLEE FER. ) FURBRICEEEZRL -, LEDRRBLUV—RNIZFETFER
EEZONDSBEETREERL T, EIEX ., HPS, B TE 4 M B M E (disseminated
intravascular coagulation:DIC) . ZHRA /G ERR . 1Fh Bk L E=18H0 (85% LI E) . JxUF
=1{E (3,000 ng/ml KAL) RTFASRAEERME(TLF=V OV HBE 04 mg/ke UL L TAHEE
) D 7TEEEREL. BEEEEZOND HPS, DIC 22 ADEHDITEITLN.0~9 HDE
FEERTEEBLIZ(K 3). 1 RUTEZRE. 2 REHEFE. 3 AU EEEfRELLIGEIC.
LEEFHAE RSN 162 HlFRTOAR/LREENEESNIFERF D 76% 58 3 5= LU
£ (FAE) . 20%H° 2 | (PHFE) ICHBLTEY. TLR=VAVHRE 20mg LT TEHBEAM
AR CTHO-ERRICRIE L EZ DN DEHITHB UL TIL 95%A 1 MLLT (8BIE) 123543 54
ERTT7I T B EBEEZ LN,

SEMERLIZRTTIZDOVTIL,ASD [CTBWTIE TURICEDKEEERATHEELY
Wa. BEUVERRIA7HABRADEERELEIERSNI-AHEEND, ASD DEENS - EAE
EZxf 5 L TRVAEAGBIZEICRILEEZONDD . RETHNIERIaR—FEALVR
AENEBINDEIRETHY . BN+ THDHEWNZ D, BHE. KRIT (L ASD OH#IRIETE

26




[CALLNTEY., BRRIARBEARZLEICLEERRI7 DERRMIEZ SO, B0
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(&3)

ASD Eff EXO7

RERX w0 O 1 O
' DIC o O E2 0O
O S ;
MBRE BAEIREE w0 O B2 O
57 IRt SR (85% L1 ) w0 O £1 0O '
I FUE{E (3,000 ng/ml LLE) | 0 O H1 O
EBAYLETEE mo [ 10 '
BB R ERILESR S w0 O 1 O
RAT7EE R 0~9 5
ASD EfEEE#E
BE: 35LLE
. 2 ALt
B 1HLUT
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EEFTEER e R BRI ER R EEEDBCRERRICETLAEM
Rl WARKEREF FHEFZ)IIHLT, 2010 12 ASD DLEEFRENERSNT-, — R
BEDHER.20100FE0 1 FRHICEEOEREEETZZLI- ASD EEHIT 4760 ALEHEIN,
HEEREEIAD 10 FAHRY 3.7 ATHoIz V. ZRFAEZENSEFTSHLIz ASD169 ]
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DT FAEFEEEL 4619 7% (FRIE 46 F)T<>7=, ASD [£ 16~30 MDEFFRENZL\E
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30:186-94, 1987 [3] outcome

34




(5-3 #E2EiRR]

CQ2: ASD I EERRIEXH S,
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A CQDTIMNLELT, YA T7—IFHALERBOZE. AEAHORE. REIC
F5ER. AHIZEDFEROBILNZBFOIN. CNSICEALT SR ARSI,

SR D#ER. ASD [CEHTHT/OT77—UEMHLEIRE OFEEIC OV TIEHEL DAL,
F- o007 UEMHILERBEOZMBEIREICKYERLSTH—SINTLELD, £D
BHHEEXEE 10~20% L ESNT= (D) . ¥VAT7—U FHALIEIREIES HHIE D Xt HR
MELY. vo077— B HALE RS GHICIZRRIE. 3 RO MERKFD . T FUDEE
=1E(5,000 ng/ml LI L), B ERRHIENFIZHELTHON, OO T7—FHALEE
HEOBHIGERREBLELTRETFONT(C), /T 7—JEHALERBE S HEDAE
[CBET AR BIARIEIERE (DL, BEFR TOZEELSINTIAETEVOA BERMICRTO0
F/OLREL, REIHE, KEA LI/ DI EE IRIBEMEAIN TS, D
ECAH EYPRFN D2 IO T7—O FHLERBEANDFERAEICOVLWTRHERS I MNEETS
THY. &I IL-6 HFNT< /O 77—V B LERE O FBHICI R ETRETHELED
ERAHY. 1 INF EFILFICT/077—UE M LEREZROAREEIRESN TV
MNIETURELTIKIEL(D) . §#%. v/a77—FEHLERBESHESH- ASD DA
BICBEALCRIRAEARINDETHD., BEICHESITRELTIE. /0772 FHALERE
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ThOnBIENZLD, LERDERENDTIOD7—E R LERBSHIEEEEZLON
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GBI BEREOZHADFTEELERTHLEHEROBRAMEIESHVEDOHRENH
%5(D), Ft=. YA T7—UFEHILEEBEEHICKIFROBLITONTIE. &66IILIESE
B XVBRENBRIZE(62% vs 18%) . 2HRDFETELFETEHLGLILELMERIZH
5&En%(9.5% vs 3.4%) (D),

EROFRELY. 7077 —O FBHALERREE ASD DEELSHETHY .. TOERKH
BHEELTRALEKED . BB, 7z FUoBE. DHERSEAHDIELT-,

[4-10 SRLIKR—FDFEED]

6 RNDEREARE (5 ADERA MR BREFZE [(FRAR 1-5]. 1 KOEFIKBEHAREA
W 6])ERRIT SRZE{TOT=0 A3 T HI LV ADHRERDHRITE M 0T,
ROO77—U B ML ERBEOZEICOVT. S DORAMEMET. TNTHLEEILES
£D D, 2007 £ Henter LMMRRLIZER MR E BT 2/ \HREB KIS 2 AE
(hemophagocytic lymphohistiocytosis; HLH)Z Xt R & LT- 2 B B4 TEH S HLH-2004 1S EI(C
S, TEEDEIE 8 DD56., JEEIHA ASD TOIZZALTMD. QWD ELLMNEmI=TH
DELT-FAEM 4 DHRARN 1, 2,3, 4], DEF-TIDDAELI-BAEI 1 D[EFRAGRX
5] THo1=.
HLH-2004 & Y
(1) &
(2) D1acED 2 R ETO MBKFED
ANESOEY <90g/L, MM/MREL < 100 x 10°/L, dFhEREk < 1.0 x 10%/L
) BrIT VR IAEF - IXIET 4T /7 ML fiE
: TG 2265 mg/dl, T4V 15g/L
(4) BEE. BT B TOMRE B EBIKEE
(5) BHEES (VA ABREE)BE
(6) NK HRZE M AMELVE = (T4
(7) 2zJF> 2500 pg/L

(8) "B IL-2 ZE4K 2 2,400 U/ml
F7=. 2009 F D HLH BEEERE (TR ZSEICL TV RS —DH o= [HRARX 61,
Proposed HLH diagnostic criteria, 2009 & U
TEED 4 2D5632FHE-T
(1) &
(2 f2pE
(3) Vet 2 R D MEKE D
O
MO, FTED 42055 1 DEHT
(5) MERKEERE
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(6) 7zUFUEIE

(7) "AN L2 ZRREASIE

(8) NK HifE M RIEFIXIET
ZDIEH . ZEEMAIEE

(9) & TG M

(10) {&EZ4TY) /47 MfE

(11) {&FrYro LdnfE

LROEEICT ASD EFIFTOTIOT7—U B ML IEIZRE S OHERE (. 12[RARX
5], 15.3[£R A 41, 19.3[ R 11, 21 XA 2]. 41.2 %[RRI 31 LELDH
2F=. M1 2% EHETHO-MRIE. BB LERERETITOMESIR-I-FNEITo>TH
Y. AT RYRIWEL BN RS, ZD=0. LT 10~20%DEFETHLHEEZ NS
(D)o

GRIETIE, 2 DDEHIRBRAR T, EEHBLVARIZEHOFEREL T, IFE. VY
NEEXAHYHRART 4], thOM B TIEEEE [T ofz, S EER LIEHDH.
HEETENEDEEZ SN (D),

2 DOEFIR B T/, 3 RiFTIBRE A (BiBkEk <3,400/uL, NESBAEY <100
g/dL, M/pR%EE <10 B/pL)Z 23 5HIXFEICZHRARX 1, 4], — D DERIxT B
THEMFI- AMERBIEE ~ETHNFERIZZ Ao [FRARX 5], ffZL. —DOHETIL
HOEREFFEECETLTEST . thDMERRICDOVDTIERE I G o7 [FRARX 2], Bk
BEEZHMICERGRREEZ NS (D),

TTUFUIE. 3 DOERIRBAT TY IO T7—U B HLEREIES GBI B LY A 5HHIEE
THEITEHRRAMHX 1, 2, 4], — DDA E TIFHEFIZ. 5000 ng/mL LI EDSEFE T 558
EIZEEENH AR 1], BERAE IV FUVNEXZWICERGY—H—EEZD
1% (D),

TG IE. 2 DOMETHEICELLG>THEY. EMICERGY—H—&EZ 5N 5 (D),

ZOMh, —DDOHARTIE. v /O77—UFHLERBEEHHITIIILEEZIY BI2 KA FE
ITEWELTHYHRAR 31 (D). £ D—2DHETIE, MmiFH CX3CL1 AFEICEL
ELTWB#EARX 2] (D),

BHATRTIE, —D2OHART, ¥/A77—VEMHLERBE S 6% 38.9% TMHRERE
MNREoN, FEEHFITILOBITHI-HRARX 1], —2OMKI. v /OT77—TiE ML
EHOZHERHERTONKERGBOARICI > TRELTWV[FRARX 5], BT
MERERBIBOONIIGEEICITHEEZHELDIN. BOLNEINIGEICELBEILTE
BWEEZBNS (D), Ff-. —DDEFIBEMRRTIE. HENMBEATHLILOD, BEE-AT
[ZH VT, CD68 [GIEMAaN L-Ix)F o LYB H-Dx)FUoaELELTNAI LD, WEEHE
ELTWALIERHEL TS R/ 6],
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ARICBELTIE 1 DOEFIRBHAETIE, v /077— B HLEIRESHEITE. EAH
Bl EEEEL . ATAAR/NILRBREN 100% & 40%, KEH YT AT UEED 50%E 6.7%
L. ETNTNZLFEDONTOWBERIZHSTA . BEEIFLGL FRICOVWTITEE L GA o1
[(HFRAMRX 2], —DDEFIFBHAE TIE. ATAMRPREA LTI AT MTX, i TNFo
HAOEREEICEIEL THFA T ENSADs, AFIDEREEFARICEL &
HBEIDAENBEREREMN 61.9%E, FEAHHITD 182%LYEEEITEN o=, FBTEIL 9.5%
L 3A%THEE(TAISTHRARX 1], 1 DDEFIXEBIHZE T, 4 HIH MTX, 2 FIAE A
EXTAAR, 2 5IH TNF A TRESINTEY . TR TEREL-TUL=[RBAHI 4],
—DDEFFBHAETIE. A FINATASR A FINERERTACR . 1 HINSHEXTOA
FEXREAVRIOIT)UEE N FINEAERTAAR MTX,. RKEAVIT AT UEE
BINEHEITHBEINTEY. BRERTAAREREA LT/ OT)UEED 1 HIOAHIET
LTW=[HRAMRX 5] REFTOESAH, EHBIICHFTHZEELIZAEITLG BED
ASD DREMNMTHNTLNSEEZ NS (D), BEIESEFRELTIK. T /0I7—JF N
LERBEICBVTREZHSBREEBRHERTH D, —DDEFIRBHAET. EHHITD
BRARICHITZ2MHKEBIRSTEIEE T 389%THY ., EEEM 16.7%., RSHELH
444%THH —A. BERENOTIAT7—U B LEEBENE EMLHITIHEMEIZHAL (0%)
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2077 —UE MRS HHI KD FERDOBICOVNTIE, —DDEHI BRI T
(X, BHEIDOANBREE 21 Fldh 13 151 (61.9%) & FEAHHFITD 88 b 16 15| (18.2%) &
YEBEICEMN oA, FETEIE 21 Bl 2 451 (9.5%) & 88 ik 3 5 (3.4%) T, EmLMERIEXH S
LD, BEEFEI>Z[FRAMRX 1], — D DEFIXIEBHITIL, FETEIL 6 i 1451
(16.7%) & 659 fllFh 19 511 (2.9%) TIHRLEEMNGFLIEAREINT=A . FEFIEH D=8,
HEEMTIERO ERAGRX 5], 1 DOEFIXBEAZE T, 66 8 flHY BEICHMHST
FTRTEMEG>TWRAMRX 4], U EKY. v/007—J B LERBESHTIE. BR
DEEEENE VA, REMNBRICE T AR ERICEREGEEFBENEEZ LN (D),

UEKY, o007 — B HALEIRE SO K DAEBRIRDEV O TR OELILBEREITT
STV O, BHOFREOEEZHEITIERLEEL TLVAL,

[4-4 SIRAXERF]

Reactive hemophagocytic syndrome in adult—onset
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AEfon, ChiblZBILT SR ARfEShT=,
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D EIE A% A 11— OFEFIxT BRI TIX. BETY o< FICLLEL T ASD TIEEEEICEIER
AHIELTULV=(60% vs 15%) , ASD TIXEEIZx 3 2EEAIERIYVPLTETREEAHY . B
K 5 ICFREELGIBRBDOEL RSN, BRI TLILX—BIERADOEEMEE
ERTIDENHDHER DN, ASD IZETAERT7LIILF—DFEEIZDOVNTIE, EAEITH
(1% 1988 D L HEEABETIE 53.7%. 2010~ 11 ENLEFERIC(L 17.6%EHEINTES
Y, ZOEERFERI7UILX—DER-DWMNAEETLHENILIZESERDNS, FITREDIES
EBEARICEVT. ZERITLUILX—ICET 2| EFTBOH TR, 1988 FDO L HEFRAERT
(X.ASD DEHIT7LIILX—/BIERZERETHERIIZHKICHTI-Y ., TOBRKELEE TH
. ES. . MEKEADE)ASD EELOBANNBEIEDILELZ NESN T, BEDES
TFUILX—LIRZBDAh . drug allergy/toxicity EL TIEEDEFIFMEREL THREA BARELDH,
RECHFEATHDOEET, HIDOONDIETURLRBEATIEZLLY, 5%, ASD [TEHT
SEEITLILF—ELT, EROEZEMNGRIERZRAT 5A R TORIAE OAEFILEATH
HETHD.
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nHd,

[4-4 BIRAXEURK]

Jung JH. Clin Exp Rheum High toxicity of sulfasalazine in adult—onset Still's
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Initial manifestations and clinical course of systemic
Tsai HY. J Formos Med

onset juvenile idiopathic arthritis: a ten—year
Assoc 111:542-9, 2012 [1]
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R AR X Rheumatol 7:416-26, 2011 [2] | some answers, more questions.
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&% 99:2453-59, 2010 [4] FEE 2%
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K CQDT7IMILELT /NREIRES (£FE JA) B ITE57/0T77—IE L AER
HOZW. ARAHORE. REBEITHEIER. EHEICESIFEROELLFE TN, Chiblc
LT SR AT,

WEICKYTIOD7—UEMLERBEOZMBENELGSTEY ., WThOTIMILIC
BLWTEATFIDRIEFEHBETH LD, 25 JA IZEHTH57/077—2 B HLERE
DHEEICDLTIE 10%ETE ESN . subclinical HEDHLEHBIEEHE! JIA D 30~40%I|ZH
SNDEDHENH D, LEA—DLEINHMXDF T, RIADEREHZERAEICLDE.
258 JAIIB15ToR77— FHALERBDORN) A —EL TITE BT (52%) | B
(34%) . ¥ (4%) BNEITHA., 22%(EEHE JIA ORERICII/OT77—U B LEERE
FEoTUWV = VRATFITAVILE A —DIER. v /0 77—E ML EIR S G DERER & &
LTHE, FFIEX. BRIE. o/ \EIfERR. BRET . PIRMBEERDSZ (Foh, REMRELLT
(FM/MREAD . FBERER. 7o) FUSE. BB LR . D-dmer SEMNTIAT7—IF
LIRS HFRICEEE THo-. COERNSHEFEAEDEREZDLIZ, 2016 &I
EULAR/ACR [Ck AR FERENFERINT- (R TIHLH5E JA BEITTT)F> 684 ng/ml
MHY . SHIZMm/MrEC 181x10° /L, AST> 48 u/l, FERERA> 156 mg/dl, 74T1) /45°< 360
mg/dl D 2 BEULEHNIEI/OT7—O FHLERBSHENETESD . BE 073, 1FEE
0.99) , ZDIFH . RIEHEIE (EAELVAY IL-18-A[A 4 CD25 (A[F M4 IL-2 L= T42—)-CD163 &

66
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E. IL-18 BEXRIA T CD25 (A IL-2 2 R{K) -CD163 BfEAALNDEL . EFEHME
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E=®IZIF, & 7 /R77—FHILERBSHE SR JIA OBEICEAL THIREHEN
DETHS REICHESERELTIL. v /077—C B HLERBCIXREZFEIRELLT
BHRENHY. v/077—VE ML ERBEOBESHDOI-OITITHNEIEN BN, &
BTEBEIROONLIDIL 6 BIEETHY. LMLERBOFELEBKGICIIBEENZL
WEDFHEDHDHLND, REEDLCETMADTEEERETHLEEHRBEOEARET G
EENB (D), Ff=. Z/OT77—UEMHILEEREHIZESFROEICOVLTIE, ATRD
ERMSHERAEICEDESHBID 1/3 (X ICU #EELELL, RTEL 8% THoI=2M
5, RUO77—UEMILERBEHIEITREBLIEDAREEAH D (C),

4 E 0 SR TIERFELI=H/XA DL, LERDERM S HERAE THEHIRIT 362 4
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BREFEDBREFICRESNATNSIENS, TETVRDRIEIX C(58) &LT=,

[4-10 SR LIKR—FDELED]

5 VA [CEITA57/077—UEMALERBED S HEEIL 10%81# &SN, subclinical
BEDLEDHDHE 30~40%ICHLNDEDHENHHHIRAMX 2. 4], SREEMLIZH/H XD
BT, REDEBRNSEEARICESE. 258 JA B T4 /077 —VEHILEEED
RUH—ELTIEERBFENE (52%) . BE2E (34%) . =Y (4%) B E(THN., 22%I(X 2 HE JIA D
RAERICYIO77— OB MR EE > TUOVRAMRX 1. 3], SROFER. v /0 77—
DEMCERBSHEFORKRGELTHEL., FFIEX. IRIE. )/ \ETIEER. BIEI . hRERE
FERDFFon, REFMRELTIERIU/MRELD ., FBERLR. Jz)FUBE. PHERLE
5. D-dimer RENTI/OT7—UE LIRS HFICIRE TH oA 1-6], RIX
WG EARUAY IL-18- A58 14 CD25 (A[A M IL-2 L+ 74 —) -CD163 BiEH~YI/R77—U5F
PEALIEIRBE S GHEFIC (XS LS DR AR 24,50,
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R CQ DT IhNL%E ASD DIEKHE . MEDHRE. BRING. EXICKLLHHELERSE.
RHNZEDBREE. ZEFRI7LILT—ELT, EEERFHLLLELT- NSAIDs DAL TLME
Wi 5120, 7 ADOEHIEREHARE. 2 ROEFIHREETRIC SR ARSI,

T ADEGIEBHAREVDITNLERHART, BARFLLRU-ARBER TG,
NSAIDs #5245 ASD DIREERESRIL 0~13.6%&. BREFBENZENTERSNT=, 1=
=L, REFEZZBATD ASD KU, ASD IZH T HERAE D FE OB ENE . BT RO ERELL
T NSADs [EEGEZENRESN TS, BRINFIZNREASH TIEAGE M o=, NSAIDs D
FEBRELTHLEERELERTLUILXF—DHRESNTLSH, EABH LKL
AEFER L,

LEDFERMNG, TETURIEFELD, EAED ASD BE THRKRIERERZ BRELT-
NSAIDs & 53 H LA H 5.

[4-10 SR LIKR—FDEED]

69




7 ROEFIEBAZ HRARX 1-71. 2 ROEFIHE [RARX 8-9]1Z X RIZ SREENE
Lt=,

7T ARDIEFIEFEAZRIZHE LT, ASD IZxtd % NSAIDs DAL 0-13.6% LI ESNTH
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in adult—onset Still's disease: A retrospective,
25:401-4, 2015 [1]

single—center study.

Efficacy of tocilizumab in conventional
Ortiz—Sanjuan F. Arthrtis treatment—refractory adult—-onset Still's disease:
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32:141-7, 2013 [5] Still's disease: current clinical evidence.

Therapeutic response of patients with adult
Suematsu R. Mod Rheumatol

Still's disease to biologic agents: multicenter
22:712-9, 2012 [6]
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arthritis and systemic features

) 2013 update of the 2011 American College of
AR

Rheumatology recommendations for the

treatment of juvenile idiopathic arthritis:
Ringold S. Arthritis Rheum

recommendations for the medical therapy of
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(95% Cl:2.42-6.40) L EBLREN RN HERINT, T, U XTI TITEWTRATACMRFHES
R-BERAEVDR -BEERETREDRN AFTEXITICEVCRIBREXATAMNRFEEMN
ROMERSIN T, BRIDG- < /0 07—UF HLERE - XD —ER-ERE- AT 5%
ZEHHEFIOREIC OV TIFRER SN TULVEL, TNF EEZETFHEBAGED L FERKIZHLIR
MZ L 7N\ ThTRESERITHLES SN ED LGN >f — AR IXITDAZT
F1)S RIZHLVT p=0.0001, RR2.25(95% Cl:1.48-3.41) &, TS5HRBELLLBLTHELRRE
BmARDHENTz, LD FERITIERRDAIT FIS R (FHINTHE LT . frRAEDOFE
BRESNTLVEWN SN, FMURITDADNEREITRELE) R LFRFEITERTELRD, BIT
RERTAOMRIZKABREENRELGHETHS/NEHTE, BIBRERATAOSMRBEENRIE
FER-REWREDNREAZFOEEMFL D, U LKLY, EFKABRIIRENZLLVEEE JA D
BIZBVWT MY RTTE LUV T EXRTIEER - REOREBLATOMNFHENR -BHRSE
PMRICEREEAS ELRRECDRLEICITIEEZET S,

253 JA T £FERNEFELB N -RICESROANEBIET SRELNHD, TARILE
TETHREERRL., BB TIEALIIFIRTELETEYLITICRAYFUIESIEENZE
TIE TNF BEEREDOER G LEK - REOHEIZNRELHY | HITE2FEREEDLLEVVES THE
MELNBED I BD IR T R ESN T EFEBEARTIRIBERERTOMFDRBE
MBEMNRSNI, BRI - /07— B HALERE - R0 —EfR-EREE-tRATLHR
FHNFIF O E - BEEREREE LDV TIEHERINA TGN, 127UFIITELUVTH ) L
RITEIARIETRERICEHTHEL-XEKIE7%<. 8T 2 BEO A MEICET S5l XREM &
EZB. EREREZHEOTEH RN EROEFIHLT N\2ET 2R ELIZHARTIK. T35t
RELOLRITEVNILOD., FER - FEOREICHENRON-. BEOHEEZA-HETIE.
TouRBELBL T\ AT N ETHEICBRENMEN oz, /077 — U E L EIREE -
EHID)—BfE-ERE-FATLRENFFIORE -BERERESIC OV TIEHERIA TG
W UEFBDHDE, EEABICRIENZLLVEERDBREICENT, EBERNELE V&
[CBEETRABIES DIHEE . TARILET S LUT N2 TMNIAEDERBO—DI2Y55L
EZ%.

BHEELEE JA DESEREBEH XOTA ICRIREGEB T 5D I XTT (R DH
THb, ZEEHICEEMZE TS JA ICRHLTRBRIE S TWDSIARIILETETH ) LT
(X, £5% JA TEEHERIPLTELZEHF RN TERDGEEICRYIESHAROLNTIND
M. 2 BERKICHLTIERRRINEE THD. F-OUNDEMZHMEFZOLTIE. £ 5F
JIA [ L TIERIERIE THA=0. TDFERIZHI=>TIE VRIERR T4 ERELT=S
AT BE -REDAVI+—LF -2V b RAGERGTOEELHIALETH D,
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[4-10 SRLAR—rDFEED]

XA ENSEONI=SHERICIMA T, 2013 FIZHRIN-KEITFFEEL(ACR)D JA I
B9 HHET recommendation [FRARX 11ICEVWTEFEKRERDIEHE JIA (TRTHE
PR RF DR ERINT 27 ADBRBIIZDNTRY—=U 5 %17, RIRMIZIL-6
FERELLTAUXTTICETS T RAORX [FRAMRX 2-8]. IL-1 RERELLTTFFU7
2R3 % 7 ADBXRAMRX 9-15]. hFFXTTIBET5 2 AN/ [RAR/I 16-17].
DEFETMINT S 1 RAOBIIRARI 18], INFIREZICEET 5 2 KO M IRAHX
19-20]. THERAZMI B FIEL T7 /N2 LT MBI 5 2 KD [FRAMX 21-22](2DULVTE
BT &I SREERMLT=,

IL-6 FRERATH DLV XTTIZDONTIE, 3 ARD RCTHRARX 2-4]. 1 KD #
RCT#R A 5], 3 KADR—MAR [ERARX 6-8]I= DL THRETL 1=, ACR pediatrics 30
WERFBIZELLIER. FREOHEDRICOVTIE FFIC RCT [2EWVWTT SR ICHL
TN AITHEREIZEDEELGHELRHTEY. 2 K0 RCT ALV 12 BEF R TD ACR
pediatrics 30 EHE(ZBHT HART F1 T RIZHELVTH p<0.00001, RR3.93(95% Cl:2.42-
6.40) THELRENRI RSN [EFRAMRX 2-3]. 1 KD RCT Tl&, b RXTTITLBX
TAMRDFEMREIREFSINTEY . BELGRHENRIERIN-IRARX 4.1 XD
RCT Tl FNRAITHHRICEZDEENFHESNTEY . £5E JA OFEHITIE
baseline [CH ULV TIFE-2.2SD DFEFKEEZEFRH TNV, FUXRTERE(ICE>TREIRTE
HOEREMICLLLTEELERIEMAERIN[FRARX 4], 2 DOBEHAETIL. b
ATk BEEHEEEET DRELMRINTVS [RAMRI 7-8], — AT, BEEIEICDL
TIE 2 2D RCT [TEVWTr ) AR THEREICLDEELGREREEDEMMAFERIN, AT T
L RIZH VT p=0.0001, RR2.25(95% CI:1.48-3.41) EHELRREMMNEDHONT= AR
X 2-3], §EFHEX RELIZBIXICHEVTERING], EHT)—EfF. v/0I77—E ML
FEIREE. EEE. FATARENFFIOTIICETAIEFURIEERING A>T, U E
Mo F)XTTRFEHE JA OFERK, FEREICAEDTHY . ATOMRDBENR. R
EENMOBRENR. BEREEEOREMNRLGELALTNSEZZONSMN, — A TR
RAEFEMIELHENTEREINT=,

IL-1 BEERELTIK., 7FFUS5. hF-FXTT UAFETMIDLNTRETLE, IL-1 2B
FUORAIAZARTHAST FTFUFITDLTIE 1 KD RCTHEAX 9]. 6 KDAEHILFEDZ
(2R 10-15]I12DULVTHRETLT=, 1 AD RCT Tl&. ACR pediatrics 30 tiE ({4 38°C
R 1 BELLEZ I Z = modified ACR pedi 30 tREREFIBIZELI-EIR. JEDTEEIC
DWTIE, TSR EELBE L THELGRELRO-HRARX 91, 2 AOEFIEEMRET
(X, SBEIEREINTOEND, 258 JIA I2E&HLIEI077—2 F S LEREE IR L
TT7HFUSHEDILTHEY . AL TRB SN [$RAMRS 14-15], £ RCT TlE, 75t
REDETREEDRIEICREAL THEELEMEZEDOSNGEN > [RARX 9], 7FHF23IC
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BLWTEREIG, ATACMBEE., £/ —EHF. K. BERE, fEIIHFIPL. B
BEEEICETAIE TUORIEHRINGE M of<. 1 IL-1 BRIATH DA FTFIXTTITDOLTIE,
1AM RCTHRAMX 16]. 1 KOMEFIEEMAZE[ERARX 17][CDOVTHEEILTz. 1 XD
RCT TlX. LFE®D modified ACR pedi 30 EFRZEIEE LI-FER . WEDTLIHRIZDONT
(X, T5ERISHLTEELRELZRO . T REDOLLEILED CRP, 7 FURED M
BREMROBELRO-[EEAMX 161, 1 KD RCT TlE, ACR30 EEMZICHTFX
TIMGEETSERBELBELTAY . hFXIXTTHTOEELHFROBLEEHT-[IZA
3 161, 1 AD RCT H&U 1 ROEFIERBMARICENT, T REDELEITENM, T
FXYTRBEBEDORATOMRDFEN RSN [RARX 16-17], —A. 1 AD RCT Tl&
BREFEICODVTEAT IV ITHTREESHABEETHoA . MAFHEHEEEZLR
HEM=[FRAFHX 161, hFFXITIZEWNTERID)—, vo0 77— B ML EERE. B
R.ERE. fEIHFIOS L. BEEEEESICETIIE T RITHERINGE N of=, IL-1
SZRAER-FcMEEATHAOFTETMIDNTIE. 1 RO RCTHRAR 18]I2DULV\TH
FtL7=. ACR pedi 30 BNEBFZEIZL LR, MEBOBENRICOVTIE, TF7 R EEEL
THELGHREFED ., ACRI0 WEICHEEH. RTOMFDOFEEZMA AR RIS HED X
FEARBELRLTERICREIISERSIN . FEMEATENARETIERSN TUELAY,
CRP. 7x!)FUihE DIETARERSN - (HERAM 18], — A BREIEICDOVTIF TS ARE
DEICEERZXBDONGEIS[FRARX 18], UBFET MBS TERIMS . EHITY
—.RA77—UFEMLERS. R BERE. REINGIFIOPIE, BEEKEESICETS
IETURIFHERINGL =, LEMD, IL-1 BEZEFT L SR JA OER. BEHREICH
PMTHY. BRINFIHRE. ATAOMFDBEMR. v/0 77— FHLERBEICIT 585
HEALTLAAREMEAEZ oM, BREIED B ELIEMLRH oA 0T,

TNF [HERIZDWTIE, TR T TREZFAIBLTENDHIZ DL TIEA2T7U X7
THLLETH)LRTADEELIIEBZED TEFTLI- | ROEFIERHARIRARX
19]&. TARILETMZDWNTEM LIz 1 ROAEFIEEAE (RAHX 20] ISDLTHREL

=o | RDIEHILFEMI TIEL. TNF FHEZFEE 52KV ACR pedi 30 ZFERED 78% . ERRHE
FREREBIAS 24% TH>1=H, BIRRETIC 2 SAERZHSES CTIIEEICEMEREHIES,
ST=[RAMRX 19], ¥ 1 AOEHIEBARTIEIIRIL LT RRATIE R SR RRBRREF
EOBTESER. BEBIC OV THEAZMICHERLREN BRI G > [RARX
201, 1 KROWMETIE ATAMNREEOFAELRENER SN [EEFARX 201, TNF AE
RICBVLWTER. EHID)— w0 07—JFHALERE. R, BEE. ERE. REIH
Kl ik, BAETHREEEICBI I A IE TURFRERSNAGAN 1=, LI EAD, TNF HEE
£ 5E JIA OER, REZRESESAEMEEHI0. HIZLBEREFESISEICTENMNE
HIREMTHAATREMA RSN,

T HERRIZRRAF LTI, CTLAY-Fc EIEERTHDT/\ 2T 5 1 KD RCT[R
FRX 21]1B LV RAOEFISEHAEERARX 22]21ETRELD, BHARELE SR
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JIASEBIE 2 AR DH 20% THY . SHIZRCT TIEEBEREFALTUVVEWIEAHAANE
e TS0, 25 E JA OFHRELTILEEEENEEDHE TH D, RCT, EHIE
R TIE, EBITTSEREDLLELIE LAY, ACR pedi 30 REEFIFIZELIEIK. fREE
DREDRMNHERSN ., RCT TIXABEAIED LLETHEL CRP DB A RSN [IRH
$X 21:22],RCT TlE, 7N\ TTHEMNESNIEFIZDNT, T/ T ML
TS5 ERBETEEODEEEZRHL. 7\ N CHEELB RGN EAERSN- 1R
X 211, FHREEEDREICOVTIE. TS5 RBELORMTERLGEERHONE I ST
[(HRAX 21], 722 THIBWNT, ATASMRRE. EFIDU—. /077 —CF M LER
B.OER.ERE. REINSIFIP L, BEERERESICETHIIE TUOREERINGN ST,
LUEDS TN\ TMNIBEEERE EARLETEHLE5E JIA ICBVLWTEK., BEOHRE. H&
UBRINFIOMREZELTODAEEENTEBINA. 2HEREZFETIHIHEEDIETUX
[FEHE TEGE M o=,
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