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sS4k ASD [T RE T H DM
cQ 1
F—AR—2 PubMed
Bt 2015/07/14 and 2016/07/08 and 2016/07/31
BRE B2 and FEAEPEF
# BRI B X
#1 “still's disease, adult-onset”[MH] AND (”diagnosis”[SH] OR “diagnosis”[MH]) AND “fever”[MH] AND (Japanese[LA] OR 73
English[la]) AND (2000/01/01[PDAT] : 2015/05/31[PDAT])
#2 “still's disease, adult-onset”[MH] AND (”diagnosis”[SH] OR “diagnosis”[MH]) AND “fever”[MH] AND (Japanese[LA] OR 11
English[la]) AND (1980/01/01[PDAT] : 1999/12/31[PDAT])
#3 ((("stil's"[TIAB] AND “disease”[TIAB]) OR “still's disease”[TIAB]) AND (“adult”[MeSH Terms] OR “adult”[TIAB]) OR “still's 40
disease, adult-onset”[MH]) AND (1980/01/01[PDAT] : 2000/12/31[PDAT]) AND (fever[MH] OR “continuous fever” OR
“sustained fever” OR “intermittent fever” OR “undulant fever” OR “cyclic fever”) AND (Japanese[LA] OR English[la])
A4V ASD [T EEIGREZH LA
cQ 1
T—5R—=2 Efi
aft 2015/07/08
wRE MEHER
L B X
#1 ((((still #F-BLA/TH or BLART4JLFA/AL)) and (DT=2000:2015 and PT=R##X<)) and ([FEE]/TH) 89
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NGC

NICE

PubMed Cochrane EHEE EMBASE WHO

124 0 89

PsycINFO®

CINAHL  Others( )

Total records identified through

database searching (n= 213 )

Additional records identified through

other sources (n =

Records screened (1st Screening)

(n= 218 )

Full-text articles assessed for eligibility

(2nd Screening) (n= 25 )

Studies included in qualitative synthesis

(n= 3 )

Studies included in quantitative synthesis

(meta—analysis) (n= 0 )

Records excluded

(n= 191 )

Full-text articles excluded,

with reasons

(n= 22 )
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Reginato AJ.
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Rheum 1987
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23

NA

Fever

Cush JJ.
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Rheum,
1987
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NA

Fever

Ishag M. Int J
Rheum Dis,
2012

FEBIRTE

NA

Fever

Vanderschueren S.

Clin Exp
Rheumatol, 2012

fiE Bt FR B

NA
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Fever

Chen
PD. Clin
Rheumat
ol, 2012

En3ES
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Fever

Baxevanos
G. Clin
Rheumatol,
2012
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22
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Jiang L. J
Rheumatol,
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HE IR ER BT ZE
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Fever

Kong XD.
Clin
Rheumat
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Fever

Zeng T. J
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Fever

Mehrpoor
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Fever
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Uppal SS.
Clin
Rheumato
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Kédar J. Best Pract
Res Clin Rheumatol,
2004

JEPISETE 20 NA 0 Fever
Mert A. Clin
Rheumatol, 2002

LAa— 0 NA 0 Fever
Carabro JJ. J
Rheumatol, 1986

fE IR 1 NA 0 Fever
Schachna L. Aust N
Z J Med, 1999

JEBIERE 1 NA 0 Fever
Sood A. Bull Rheum
Dis, 1998

fE IR 3 NA 0 Fever
Cohen N. Br J
Rheumatol, 1987

SEBIER 13 NA 0 Fever
Goldman JA. South
Med J, 1980

JEBIERE 1 NA 0 Fever
Hall S. Aust N Z J
Med, 1982

fiE IR 2 NA 0 Fever
Larkin JG. Scott
Med J, 1983

SEBIERE 1 NA 0 Fever
Smith JW. Am J

Med Sci, 1986
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AR Larson EB. Medicine (Baltimore). Adult Still's disease. Evolution of a clinical syndrome and diagnosis, treatment, and follow—-up of
63:82-91, 1984 17 patients.
Reginato AJ. Semin Arthritis Rheum Adult onset Still's disease: Experience in 23 patients and literature review with emphasis on
17:39-57, 1987 organ failure.
Cush JJ. Arthritis Rheum 30:186— Adult-onset Still's disease: Clinical course and outcome.
194, 1987
ES: B Ishag M. Int J Rheum Dis 15:¢96— 'The eyes see what the mind knows.” Adult-onset Still's disease, a case series and review in a

100, 2012

south Asian population.

Vanderschueren S. Clin Exp Rheumatol
30:514-519, 2012

Adult-onset Still's disease: still a diagnosis of exclusion. A nested case—control study in
patients with fever of unknown origin.

Chen PD. Clin Rheumatol 31:175-
181, 2012

Retrospective study of 61 patients with adult-onset Still's disease admitted with fever
unknown origin in China.

Baxevanos G. Clin Rheumatol 31:49—
53, 2012

A series of 22 patients with adult-onset Still's disease presenting with fever of unknown origin.
A difficult diagnosis?

Jiang L. J Rheumatol 38:741-
746, 2011

Evaluation of clinical measures and different criteria for diagnosis of adult-onset Still's disease
in a Chinese population.

Kong XD. Clin Rheumatol
29:1015-1019, 2010

Clinical features and prognosis in adult-onset Still's disease: a study on 104 cases.

Zeng T. J Rheumatol 36:1026—
1031, 2009

Clinical features and prognosis of adult-onset Still's disease: 61 cases from China.

Mehrpoor G. Mod Rheumatol
18:480-485, 2008

Adult-onset Still's disease: a report of 28 cases and review of the literature.

Singh S. Clin Rheumatol
27:35-39, 2008

Adult onset Still's disease: a study of 14 cases.

Sipahi OR. Med Sci Monit
13:CR318-322, 2007

Pooled analysis of 857 published adult fever of unknown origin cases in Turkey between 1990-
2006.

Uppal SS. Clin Rheumatol
26:1055-1060, 2007

Ten years of clinical experience with adult onset Still's disease: is the outcome improving.

Crispin JC. Medicine
(Baltimore) 84:331-337, 2005

Adult-onset Still disease as the cause of fever of unknown origin.

K&dar J. Best Pract Res Clin
rheumatol 18:663-676, 2004

Adult-onset Still's disease.

Mert A. Clin Rheumatol 22:89-
93, 2002

Fever of unknown origin: a review of 20 patients with adult—onset Still's disease.

Carabro JJ. J Rheumatol
13:827-828, 1986

Adult onset Still's disease.

Schachna L. Aust N Z J Med
29:98-99, 1999

Adult-onset Still's disease: a concise review of clues to an important rare syndrome.

Sood A. Bull Rheum Dis 47:1-
4, 1998

Case management study: polyarhtritis with fever.

Cohen N. Br J Rheumatol,
26:65-66, 1987

Adult Still's disease presenting as PUO; a not uncommon disorder.

Goldman JA. South Med J
73:555-563, 1980

Acute febrile juvenile rheumatoid arthritis in adults: cause of polyarthritis and fever.

Hall S. Aust N Z J Med
12:522-524, 1982

Adult onset Still's disease: a cause of pyrexia of unknown origin.

Larkin JG. Scott Med J
28:255-258, 1983

Adult Still's disease: a new consideration in pyrexia of unknown origin.
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Cush JJ, 1987 |fEHIEEHE

AAVMEELT B EIVICEA)

BRAIRS1> CQ1 ASD 4R RR T H DA WAAFRURY, B
ERACOFHEE S (-2)7, "/ (-1)7, “E(0) " DIERRE
HR ASD FEDFE-2)", “h(-1)", "E(0) " DIRMETIE T AR KICRIEE S
*+ FRER
A ZIBEOF@EIE S (+2)", "H(+1)”, "{E(0)" DI
FEDIX"E(+2)7, "B+, “E(0) " DIRMETIE T RBKICRRESEDZET
Pafic] ENGEE IRALIEIZHIFRICELD S
FrohhL ASDEMIERE LR
AT RYR %
ERITR = iE I
REERT Bl Be | zom EREE T YR AR (TN L)
AR ¢
FR |FPR |FR 72
T#E (FTREF + 2 B
H|ETVA> BB 77 VBT LG+ |5 4 *xt B f+ A | A = PR
HEI—K HF o v 0—7 X% B (% B2 BRS (% (;E el | {SRERRR
()} L (w7 @ &# F 53 F = (&)
B
Larson EB,  fEfI&EFE NA NA NA NA NA NA NA NA
1984
Reginato AJ, |fEfI&£FE NA NA NA NA NA NA NA NA
1987
NA [NA [NA |NA [NA |NA |NA |NA
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BL EE (Bl
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BERIIES1> CQ1 ASD |4 HE (E5H 50 ST RYRY, S
FSE ] ASD FRAL QFEIL T (-2) ", "B/ (1), “E(0) " DIEERE
FEDIFE(-2)", (1), “E0) DIRBETIE T RBKIZRBEE D
A w» FRER
% BN HIRE DRI (+2)", "k (+1)", "1E.(0) "D IR
FEDIFE(2)”, " (+1)", "E(0) DIFMETIE TURBKICRMEE ZE
FOMNLTEIZRIRIEEDS
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SRATRYR*
BEABR = fiE Bl
ERET RY 5% zow LREE S YRIAB(F I L)
N A4
TR 7R TR L
FE |Fx2|F + % 2
&R v7 VBT GO+ 9B 3 (xR AT A prages HER
BRaI—F @FRTHFr BEF oz |Vbh A7 X # B2 (%) (BS &9 (% (;! R |EERM
0 LgEvF o8 ¥ g8 |F s @
&

Larson EB, SEGISETE NA NA NA NA NA NA NA NA

1984

Reginato AJ, |fEfI&£FE NA NA NA NA NA NA NA NA

1987

Cush JJ, 1987 |fEI 7S NA NA NA NA NA NA NA NA
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o9 |TA R RE |BE
Bl |mE (HL |ER

7 A kR EE |3%
Bl EE L |ER




[4-7 §E@S—F TEFoR#4K]

CQ1 ASD [T B SR T HHH
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ASDBMHRELS 0 I 1
EE[0)

AV (EET S RIVICEEA)




[4-8 EMMIRTITIvILE21—]

cQ 1 ASD [T B3R T HH A
P ASD B#&
I L
(¢} L
PR PR B9 STAR R
o1 ASD ZHIRELSR
EEEEDFTED BDODIEHIEBEDH THEBHALIL
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SEEEEDELD 3DODEHIEEDH THEBEI LN
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E—EiEZDOHOFELD
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3 ADEFIEBRARERARX 1~3]5LEITHRETLT-. ASD OREE MO FEMERBLLLELI-RITEMN>1=. ASD Tl 1 B 1 BEFE(E 2 B D 39°CLL
EDRNAVIRO BRI EFETHS.
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FRAEERSC Larson EB. Medicine (Baltimore). Adult Still's disease. Evolution of a clinical syndrome and diagnosis, treatment, and follow—up of
63:82-91, 1984[1]. 17 patients.
Reginato AJ. Semin Arthritis Rheum Adult onset Still's disease: Experience in 23 patients and literature review with emphasis on
17:39-57, 1987 [2] organ failure.
Cush JJ Arthritis Rheum 30:186— Adult-onset Still's disease: Clinical course and outcome.
194, 1987 [3]
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[4-1 F—ER—2BFRMBR]

SR E/TH) or (RISAEIR/TH))

4RI ASD [ BT R X8 5 A
cq 2
F—HAR—2 PubMed
Bt 2015/07/16
BRE B2
# ERX R
#1 “still's disease, adult—-onset”[MH] AND (”diagnosis”[SH] OR “diagnosis”[MH]) AND (”Skin 87
Manifestations”[MH] OR “Skin Diseases”[MH]) AND (Japanese[LA] OR English[la]) AND
(2000/01/01[PDAT] : 2015/05/31[PDAT])
B4R ASD [T R IEFT RIEH B
ca 2
F—RR—Z EfiE
B 2015/07/16
BREE gk
# ERX R
# (((still F/-FA/TH or L AR T4 JLIK/AL)) and (DT=2000:2015 and PT=2:%4&F%<)) and (& 179
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NGC

NA

NIGE

NA

PubMed Cochrane [Efi EMBASE WHO

87 0 179 NA

NA

PsycINFO®

NA

CINAHL  Others( )

NA NA

Total records identified through

database searching (n= 266 )

Additional records identified through

other sources (n =

Records screened (1st Screening)

(n= 269 )

Full-text articles assessed for eligibility

(2nd Screening) (n= 12 )

Studies included in qualitative synthesis

(h= 5 )

Studies included in quantitative synthesis

(meta-analysis) (n= 0 )

Records excluded

(n= 257 )

Full-text articles excluded,

with reasons
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fx
R METHILY P I o 5 =P A
Lee JY. Semin retrospective 36 cases clinical records, none clinicopatholo gical
Arthritis Rheum, with AOSD clinical photos, features in  skin
2012 and pathologic lesion
slides
Yamamoto T. review v | systematic review TI&%E
Rheumatol Int, 2012 AV 1
Kong XD. Clin retrospective 104cases with | relevant clnical none clnical (4 REBENG RBOFHM
Rheumatol, 2010 AOSD details manifestations IREFEAVEL =D
Fortna RR. J Cuan retrospective 2 cases clnical and none clnical and v | DEBIERED-OBRN
Pathol, 2010 with AOSD histopathologica | histopathlogic al
and one case | €xaminations of findings
with juvenile skin eruptions
Still's disease
Zeng T. retrospective 61 cases relavent clnical none common v STRBENG RO
J Rheumatol, with AOSD details clnical IERE MWD R4
2009 features
Mohrpoor G. Mod retrospective 28 cases detailed history none common clnical v
Rheumatol, 2008 with AOSD and physical findings SHBEMNLGL, RO
examinations LA AV =D BR S
Singh S. Clin retrospective 14 cases none clnical v BB, RS DM
Rheumatol, 2008 with AOSD clnicalfeatures manifestations ER M AV L= D RS
Uppal SS. Clin retrospective 22 cases sytemic and none clnical v SBENG, RBOEM
Rheumatol, 2007 with AOSD articular features IREME AUV R S
manifestations
Lee JY. J Am Acad retrospective 11patients with| clnical data and none clnical and
Dermatol, 2005 AOSD pathologic pathological form
examinations of skin eruptions
Vanderschueren S. retrospective 22 cases clinical none clinical
Clin Exp Rheumatol, with AOSD manifestations characteristic s,
2012 and 422 treatment, and
cases with outocome
classical
FUO
Jiang L. J retrospective 70 cases clinical and none diagnostic
Rheumatol, with AOSD laboratory effecacy of
2011 and 140 measures clnical and
cases with laboratory
v measures
Crispin JC. i 26 cases clnical clinical
Medicine retrospective with AOSD characteristcs HonS characteristic s
(Baltimore) , and 135 and laboratory
2005 cases with parameters

FUO
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23k b Vanderschueren S. Clin Exp Rheumatol Adult-onset Still's disease: still a diagnosis of exclusion. A nested case—control study in

30:514-519, 2012 patients with fever of unknown origin.
Jiang L. J Rheumatol 38:741- Evaluation of clinical measures and different criteria for diagnosis of adult—onset Still's disease in
746, 2011 a Chinese population.
Crispin JC, Medicine (Baltimore) Adult-onset Still disease as the cause of fever of unknown origin.
84:331-337, 2005
Lee JY. Semin Arthritis Rheum 42: Evanescent and persistent pruritic eruptions of adult—onset still disease: a clinical and
317-326, 2012 pathologic study of 36 patients.
Lee JY. J Am Acad Dermatol Histopathology of persistent papules and plaques in adult-onset Still's disease.
52:1003-1008, 2005

TR AR Yamamoto T. Rheumatol Int 32:2233- Cutaneous manifestations associated with adult-onset Still's disease:
2237, 2012 important .diagnostic values.
Kong XD. Clin Rheumatol 29:1015- Clinical features and prognosis in adult-onset Still's disease: a study of 104 cases.
1019, 2010
Fortna RR. J Cuan Pathol 37:932— Persistent pruritic papules and plaques: a characteristic histopathologic presentation seen in a
937, 2010 subset of patients with adult— onset and juvenile Still's disease.
Zeng T. J Rheumatol Clinical features and prognosis of adult—onset still's disease: 61 cases from China.
36:1026-1031, 2009
Mohrpoor G. Mod Rheumatol 18:48— Adult-onset Still's disease: a report of 28 cases and review of the literature.
45, 2008
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Lee JY, 2005 |fEBISRTE NA [NA [NA [NA [NA |[NA |NA
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in France B(44%), PIPREH(42%). BAEN %
[ZBR(69%), F(67%), PIPRIEH
(44%), MCPEE#i(42%), Z(38%)
fZof=. 1 EUERBHRETE
f-B3& 52 HITIE, 21 Bl CRAER
LUNTUEESY. 17 HlIEE
MRS R B ot FOEME
& 8 5, F1RE
HDERBIRE 2 5, BIREFIR
RHET R 3 5. FEIERFICZRIE %
SEMFIREERENHIEE
2 HERETRBICERT 5D
NEhotz.
Kadvath S. Ann Med, Review ASD v Review
2015
Owlia MB. Indian J Review ASD v Review
Med Sci, 2009
Kong XD. Clin retrospective study 104 ASD ERERAEIRET sl zL v LRI XA 90%IZFERHONI=&
Rheumatol, 2010 ® DAA DA THEEFRRIZD
Bagnari V. Review ASD v Review
Rheumatol Int, 2010
Zeng T. J Rheumatol, retrospective study 61 ASD in ERERAER L Tl v BEET & 82%, 16.4%(L 121 RAET
2009 ) KA
China
Fautrel B. Best Pract | Review ASD v Review
Res Clin Rheumatol ,
2008
Mehrpoor G. Mod retrospective study 28 ASD in ERERAEK, BRE | BL zL v BEET % 92%
Rheumatol, 2008 R
central Iran
Ohta A, BN &% Review ASD v Review
2007
Uppal SS. Clin retrospective study 28 ASD ERERAEK, #BiB | L 7L v RSN 64%
Rheumatol, 2007
Akritidis N. retrospective study 11 ASD long term v
Scand J outcom e
Rheumatol,
2006
Chen DY. J retrospective cohot 82 ASD B& PRIE IR L L v BEETAELR 100%
Formos Med study
Assoc, 2004
Mok CC. J retrospective study 16 ASD in BREREIR, BE | &L L v BAE % 94%
Rheumatol, 1998 China R, il
Nara H. B ARE&ER, 1999 | Review ASD v Review




Wakai K. J Epidemiol, nationwide ASD EERE
1997 epidemiologica |
survey
Sanchez Loria DM. Clin | retrospective study 15 ASD B R AE IR L L
Rheumatol, 1992
Ohta A. J Rheumatol, Review ASD Review
1987
Wouters JM. Q J Med, retrospective study 45 ASD Be K fE s £, L BEET2¢ 98%
1986 AR PR &
HHRE
Evensen KJ. Scand J retrospective cohort 13 ASD EERE
Rheumatol, 2006 study
Ohta. J Rheumatol, Retrospective 90 ASD (30 men & &, B IR, L BIED BEETEER IE 2B THY. AHEER
1990 multicenter and 60 women, B-HEWIE, 1T BT B STE K D EAR % 2 38
observational study mean age at onset | IFFEERLL FELARAY 7 51(10%), 2—6 JERE
in Japan 27.6 years in men HY 25 15I(37%), 6B LLEAS 35
and 34.5 years in Bl(52%) 1=o1-. BEMEKIE
women, 32.3 years 1-2 BAEAAY 11 51(15%), 3—4 B8
in both) Hiht 22 $I(31%), 5 BAETLL LAY
39 fl(54%)1=o1=. REHTEFDRIHE
LUKV TIE 15 FlIINTEE
TR o1 (EREDFAFERR,
BHBERIE, JSN, BUDA,
fz, BMEELE). BRKZBE
HEHARY 24%, ZRAHAR 41%,
SRR R EE R ST
14%, [BHREEXZEAHL SR
22%.
Cush. Arthritis Retrospective 21 ASD (8 men and | #&¥&, [ER, L BHED HEHR 4 4], ZEHE 2 4,
Rheum, 1987 observational study | 13 women, median | & -ERB IR AT ZEAEI R BEEHLHE 10 4,
in USA age at onset 21 SRR ZEHLHE 5 4.
years) LEEREHETETIRICE
B0, EHEASROEEET &
TREEEHY. 1R R
MNEEM A TRE, BBLI-E
ETHREEEEZ R TRES RIS
ERT BRI ED o=
Gerfaud- Valentin M. Retrospective 57 ASD in &=, ER, HL BHIED 54 {5l (95%) CEAENEH LIXEIER
Medicine(Baltimore), observational study France (27 B-EHEHIE LT XY EEILUNTUT %D E
2014 in France FITEULAHY. EBRRZBIE
men and 30 HEHEARY 17 51(30%), ZREEA

women, median
age 36 years)

#1425 {51 (44% ) 1€ 12 15 451
(26%) f=o7=. BHER DS 12
BB R ERDHI=. ZH
B ICRAEi B LUV BEUSA (OR
14.21;95%CI: 1.236-763.542,
P=0.004)h'd % £ & (X122
H(chronic course)lZ#E A&
FRIRF=o7=.




lliou C. Clin Exp
Rheumatol, 2013

Retrospective
observational study
in Greece

44 ASD (21 men
and 23 women,
mean age

38.3 years)

=R, iR,
B RERIR

BRIED
E1T

BAEE 97.7% (43/44) FAET £
93.2% (41/44).75% (33/44)D &
ETIERMHERENERIEIX T,
KEEEBAE o=, IFREEE
HIXF, & 2. BEikE
B RIET 2 & B B ILRS
EhBHofz. FRO/NMBEEIE
45.5% (20/44)D B & TR XA
Hohtfz. BELUNT U TIEIC
B LU CMBEET DR/ MED
Hohlz. BULADHIEE
[EUVEED T2

Franchini S. Clin Exp
Rheumatol, 2010

Retrospective
observational study
in Italy

66 ASD (38

women, median
age at onset 37
years)

ml}ﬂ\‘;g
s B
T =
&5

L

BHERD
E1T

BAETEIE 2B TR, 79%TH
SHVEREET R HY. 21%(REHT %
DRSS, BEEIEIE
Hot=. b7 FEREBBETITRR
(65%), F(56%), B(52%)BA&IT=>
1=. BEIL VNS T, 52 il
14 $I(27%) TEREEROH-. B
EEE DB 12451, JSN
8 f5il, BUBA 7 fI(13%). 1 4l
it % B 7 0D 3 BA A B R 1 R
EEZRHT=. JSNIZ, FIRE
i 4 45, DIP BE&T& MCP BAET 2
{51, PIPREE&T 2451, MCP RHET 3
f5l. BUSAILFIREE 4451,
MCPRIET 2 4. 1 I CFEIE
DEHREDHY. BEHRZBITE
A 20%, % EHIEI40%, 121
RE & A B 40% 1= o1=.

Cagatay Y. Int J Clin
Pract, 2009

Retrospective
observational study
in Italy

84 ASD (59

women and 25
men, mean age
33 years)

=58, Bk,
B-REWIER

L

BWERD
E1T

RA&JE 59 14 (96%), PAET# 58
151(69%). 57 Sk BRAETIZRR 43
51(51.1%), F 33 51(39.3%), PIP
RAET 18451(21.4%), Bt 16 41
(19%), 78 11 H1(13.1%). H R &I 2¢
1% 4 (4. 8%), LEhRAE%
10 f5111.9%), 25 RBAET2£48 45l
(57.1%)1=>1=. BEILUrTUT
1%, A& DB AR ERAESS 4l
(41.6%), BU'BAL JSN A 14
51(16.7%), B ERE 6 5l
(71%1=>1=. BHRE(X, F1R
RAE 4 5, FIRBIETS A RRBIEN
A1 B, FIREETE RARBE A
1 flf=>7=. BRERfZ@IE, BE
Hi& 55 28 {5 (33.3%), ZREHA
£ 5 #1 28 {5(33.3%), 2RI
REFHLEE5 §(6%), 18
BEE AL EHE SR 18 4l
(21.4%)f2>1=.

Riera E. Clin Exp
Rheumatol, 2011

Retrospective
observational study
in Spain

41 ASD (25

women and 16
women,

mean age 38
years)

B

, FERR,
SHiE

TR

g

L

BWERD

HEAT

RELE D OTERRER TR A
5L RE&. 40 51(97.5%) T
ZEAEEH Y, 36 15 (88%) T
EiRZFRH, 29 #(80.5%) [£%
BAEI %, 7 51(19.5%) A\ EEHE
Kot FRBEEHIL, F,
B, R, SNV KIF
LAEDEBETERELL. BUD
AbS45I(10%)T, F, B F
RBEIcHDNT=. 4 FIZBEEIE
MEZED, 1 GICAIEEE
BiEETSN . BRRER
1%, EEHAE 26% ZEHE
26%, 2R R R 30% = o7=.
ACR Class 948 Tl Class 1 29
15 (72.5%), Class 11 7 51
(17.5%), Class III 2 51(5%), Class
IV 2 f5ll(5%) f=o7=.




Colina M. Retrospective cohort | 76 ASD (44 ®iE, ER, zL Rk 55 f5l(72%) CRAFTAERHY. B
Semin observational study in . B-REHE E HE RZBITHBAHEEE 26%%
Arthritis Rheum, Italy vn\:om;an an E, B B 5 30%, 2R AR
i en ROHELT 44%. 6 H A HFETOEEMERE
SEIK T (T2 4R £5% L VBE
EMHo1=(P<0.001). MiFEIxY
FEL DAS28 {EIXREFIL >~
4*212&BSENS (The Simple
Erosions NarrowingScore) D1
e ENSHoT=. TFUE
EDAS28 {ENELIZESENS D
BmARM>f=. 6 hAULED
REET A R (LIS R AT R B D
RBEEEN DT
Pay S. Clin Rheumatol, | Retrospective cohort | 95 ASD (45 &E, Bk 25 FWTRR RAEEIL ASD £, sJIA D
2006 observational study in B EHEHIE systemic | B, R 88%. BA&TJ (LASD O 85.3%,
Turkey men and 5°d, juvenile =21 sJIA (D80%. 57 72 BB
:°em:t";)r':’;t'2'; idiopath ic | HEDHEST ASD Tl (55.8%), F(67.4%),
& arthritis 2(38.9%), [H(28.4%). sJIA TIE,
) (sJIA) (12 2(88%), FBR(80%), F(64%), Ft
(56%)f=>1=. BEHILU M7 T
calend [, ASD @ 27.3%, sJIA D24%
1) e TREHY, BHLUMU TR
median age BAH-EHIEFEH AR
at onset 6 Zhot=.
years)
HBEN. UH3F Retrospective 19 ASD &, fERR B -8K| 26 JRA FHED BAEiE LA c2p). BETRE
1991 observational study B E 1T ZEAET 2 ASASD D 53% JRAD
) ( 7men and 12 (6 male R
in Japan women.  mean 77% (NS). B &7 2 ASASD D
age ' and 20 47%, JRA (D23% (NS). [E B #E I
285 years) ::;lzge JRA ) 38%, ASD (5% (p<0.05).
55 years) HiER 1 FLLERBERR
JRA24 {5, ASD164|IZHLNT,
BEEIL VN URT R grade I KL
LEI1X JRA O 58%, ASD M
56%, grade I LLEIX JRA D
29%, ASDD 25% CHEZEXL.
Class Il LL_E DRI EIHEREFES (T
JRA MD42%, ASD D 50%TEE
=L, FRICELT, miELd
ICZBEERZEROILDELE
HREROLDICHEEER
L.
Lin SJ. Retrospective 21 ASD (9 men #=&, EiR, 24systemi ¢ | ESHTRE 6 hAEBADEHMEERER
Clin Rheumatol, 2000 cohort and 12 women, B REWE Juvenile E BE HT-BEILASD D 46%, JOSD
observational study median age at onset Still's | &, B M38% (P=0.82)THEEML. &
in Taiwan onset disease EOHET B REEE F kI SR ERE
29.1 years) (JOSD) (10 RITRERICZEAH LI HoT
men and 4 JOSD BEDHIZFRHLNT=.
women, SR RLHoT
mean age ASD #£E TIXEZHAM (FH
at onset 46 H B) DR E R ARET
9.9 HIEREFoT=.
years)
Asanuma YF . Retrospective 169 ASD (121 K&, ER L BHIED 2 B %X 5 E f&E83.1%
Mod Rheumatol, observational study women BB EHIE ET (138/166) , P8 1 # 50.7%
2015 in Japan SR FEERGL (77/152). % R & % > 4> BA & ¢

and 48 men)

mean age 46
years)

KYZBEBH RN EH oIz 1FH
B IEFEEQ, BE
#i(27%), BEEI(15.8077Z>1=.
BELUNSUTIE 11.7% DE
ETCHHBEREHY. BUSA
HY8.6%, B8 &N S ML/ E A
7.8%, BHREHI16%-HON
f=. 85.9% MEFETIXEHL U+
TUTEELL. BHEEGE
F, i&. PIP EFiICE h otz




Vanderschueren S. Clin
Exp Rheumatol 2012

Retrospective 22 ASD
observational study

BAETE 44 FUO(non | E2MTDR 2000 £ ~2009 D10 FRHI<

ASD) E BE EHON-THREE 447 fI
& MBILO50) ASD B #%

=9 ASD BE 22 fILEEMN
—HLTWA TSR EE 44
FlEHBELT, ILOSDZE
EORRE, HHRE, EREMENT
flisht=. 4 &, BEEER,
B, AR, FhERERLOR
mEkENN, FILTTLEITTEAZRE
ZIZHBLVTASD 22T 5FE
LERERAV T, BE, 1R,
EREMELSIC 95%EFBZ TLM=.
BEERATRIZITEE, 1R 98%
TZo1=MREE 55%, IEREME 83%
CIETLE. WOSDEEEE
IXASD DEZWRICH L TISEEME
HEWD, BRIZEHITBRETH

5.

Yamaguchi M. Retrospective study | 90 ASD B &9 267controls | FZHTD 7% MR (L, KIEE S5, BE

J Rheumatol, 1992 (B, 5| B HE &, EEMKRS, BmkiEm,
HEARSE, | B INBHE ELTIHEESE, )/ \EifE
U< F BRE-(LRRAE, FFHAEREE, RF
ZHMHE EtEELIZANAREEDSS, K
JiE, erone BHE 2 1BA%Z&¢ 5 HEU L
gativeRA, =X, BKE6.2%, HEE
BILRAERY 9221%TH%. LHL, EHIZH
IIF, B (B, BHEES, BR&EEE)
BRI E) IEIHETHS. BETERDEME

SERE (B % 100%f=57=. 2 58
FE1 LA E 354659 B BAETAE IR D 1%
FEIE 90%, HRE(L50%EEH

hiz.
Pouchot J. Medicine 62 ASD (28 &, B | GL BHIRD 58 $ll(94%) CRAET X HY. BHEE
(Baltimore), 1991 ) B-REHIE, T [EFREEFICEALT HIEMRBHY.
women P SEER DHEAEI4 o I, BEAEIZ 49

i, 4 BlIBIE % DL EEE
8. bR B RAENIE, BR(82%),
F(73%), EREAE(55%). 41%
(16/39)D EBE THML UMY
BE (FEEOCMBEEE IC B
EDHEH/ME) HY. 25%D
BETEMREHY. SR
HBAVIEFIR, BIREHITRE
MHbHLEMERBLEELH>
1=.

[4-4 SIRAXEYAR]

AR

Pouchout J. Medicine (Baltimore) 70:
118-36, 1991

Adult Still's disease: manifestations, disease course, and outcome in 62 patients.

Colina M. Semin Arthritis Rheum 41: 279-
285, 2011

The evolution of adult-onset Still disease: an observational and comparative study in a
cohort of 76 ltalian patients.

Gerfaud-Valentin M. Medicine(Baltimore)
93: 91-99, 2014

Adult-onset Still disease. Manifestations, treatment, outcome, and prognostic factors in 57
patients.

Mahfoudhi M. Pan Afr Med J 22:77. doi:
10.11604/pam,;.
2015.22.77.6366. , 2015

Epidemiology and outcome of articular complications in adult onset still's disease.

Masson C. Rev Rhum Engl Ed 62: 748-757,

758-765, 1995

Adult Still” s disease.:part I . Manifestations and complications in sixtyefive cases in France.
Part Il . Management, outcome, and prognostic factors.




Ohta A. J Rheumatol 17: 1058-1063, 1990

Adult Still's disease: a multicenter survey of Japanese patients.

Cush JJ. Arthritis Rheum. 30: 186—194,
1987

Adult-onset Still's disease. Clinical course and outcome.

Iliou C. Clin Exp Rheumatol 31: 47-52, 2013

Adult-onset Stil's disease: clinical, serological and therapeutic considerations.

Franchini S. Clin Exp Rheumatol 28:
41-48, 2010

Adult-onset Still's disease: clinical presentation in a large cohort of Italian patients.

Cagatay Y. Int J Clin Pract 63: 1050-1055,
2009

Adult-onset still's disease.

Riera E. Clin Exp Rheumatol 29: 331-336,
2011

Adult onset Still's disease: review of 41 cases.

Asanuma YF. Mod Rheumatol 25: 393—
400, 2015

Nationwide epidemiological survey of 169 patients with adult Still's disease in Japan.

Pay S. Clin Rheumatol 25: 639-644, 2006

A multicenter study of patients with adult—onset Still's disease compared with systemic
Jjuvenile idiopathic arthritis.

HFEN. o< F 31: 511-518, 1991

EHRREEFHBEHIVIFERARERAFIVCROBK BILLEIRE

Lin SJ. Clin Rheumatol 19: 127-130,
2000

Different articular outcomes of Still's disease in Chinese children and adults.

Vanderschueren S. Clin Exp Rheumatol
30: 514-519, 2012

Adult-onset Still's disease: still a diagnosis of exclusion. A nested case—control study in
patients with fever of unknown origin.

Yamaguchi M. J Rheumatol 19: 424-430,
1992

Preliminary criteria for classification of adult Still's disease.

TERFMSC

Kadvath S. Ann Med 47:6-14, 2015

Adult-onset Still's disease—pathogenesis, clinical manifestations, and new treatment
options.

Owlia MB. Indian J Med Sci 63:207-
221, 2009

Adult-onset Still's disease: a review.

Kong XD. Clin Rheumatol 29:1015—
1019, 2010

Clinical features and prognosis in adult—onset Still's disease: a study of 104 cases.

Bagnari V. Rheumatol Int 30:855—
862, 2010

Adult-onset Still's disease.

Zeng T. J Rheumatol 36:1026- 1031, 2009

Clinical features and prognosis of adult—onset still's disease: 61 cases from China.

Fautrel B. Best Pract Res Clin Rheumatol
22:773-792, 2008

Adult-onset Still disease.

Mehrpoor G. Mod Rheumatol 18:480-485,
2008

Adult-onset Still's disease: a report of 28 cases and review of the literature.

AHBAE. HARRNFFERHE596:2206-
2213, 2007

A Still 5.

Uppal SS. Clin Rheumatol 26:1055—
1060, 2007

Ten years of clinical experience with adult onset Still's disease: is the outcome improving?

Akritidis N. Scand J Rheumatol 35:395-397,

2006

Long—term follow—up of patients with adult-onset Still's disease.

Chen DY. J Formos Med Assoc 103:844—
852, 2004

Clinical manifestations, disease course, and complications of adult—onset Still's disease in
Taiwan.




Mok CC. J Rheumatol 25:2345- 2351, 1998

Clinical characteristics, treatment, and outcome of adult onset Still's disease in southern
Chinese.

ZR&EZ. BAREREK 57:134-137,1999

A Still 5.

Wakai K. J Epidemiol 7:221-225, 1997

Estimated prevalence and incidence of adult Still's disease: findings by a nationwide
epidemiological survey in Japan.

Sanchez Loria DM. Clin Rheumatol
11:516-520, 1992

Adult onset Still's disease: clinical features and course.

Ohta A. J Rheumatol 14:1139- 1146, 1987

Adult Still's disease: review of 228 cases from the literature.

Wouters JM. Q J Med 61:1055- 1065, 1986

Adult-onset Still's disease; clinical and laboratory features, treatment and progress of 45
cases.

Evensen KJ. Scand J Rheumatol
35:48-51, 2006

Epidemiology and outcome of adult-onset Still's disease in Northern Norway.

ZD4103]
PR




[4-6 FEM@S—F MBHE]

BEF RS> CQ3 ASD DBSEIER DERRR AT H D
h *INATRYRY, EEHEN
R ASDODEE T %, BIETAGIE BRACOOFHEIL" S (-2) ", “Hh/EELN(-1)", “E(0) " DIEXRE
FEDF'E2)", "B (-1)", “E0)"DIRHETIE T RABIKIZRBSES
A A%, M0E, B R AW, R - L REE
BIREDFMIL"E (+2)", "t (+1)”, “1E.(0)" D3I
; 1L (F 1= ZJRA i =
_ SLERIRIRA FEHIZ (2", "B, E0) DIBBETIE 7o A RREE D £k
NLTEIZRIFRIZEEDH D
T INhL ASDDEZHERELR
LT RYRD*
BT = )
AR XA BU me | zom EREREw SER R YRS AB(FIMHLE)
INA INAq (N A "A
TR PR TR 72
Tl T Ft |z, R
e . BB Y57 |67 |7 7% BER TR g xt BB R A |fF A e R
mra—tk T 0 mr TP xn =k N0 T pmomm ox T5 we aa wm 7T FPma ma 00 Ba BH 0 ) EE EEEM
NE LR |—7y ©#& * X |EFS 53 F F (&)
TR )
E B
ma;“;"]"s“hi FEBIETE e | 0 0 0 -1 -1|NA INA O [NA 18I]NA  [NA  [NA  |NA  |NA
Masson C,
1995 I | 0 0 0 -1 -1jNa |NA [NA 65NA  [NA |NA |NA  |NA
Ohta, 1990 |fEIETE -1 -1 -1 -1 -1 -1 -1 0 0 0 -1 -1[NA  [NA |NA 90|NA  |[NA [NA |NA |NA
Cush, 1987 |fEfILETE | 0 0 0 -1 -1jNa |NA [NA 21[NA [NA  |NA  |NA  [NA
Gerfaud-
Valentin M,  |FEfIgEH% | 0 0 0 -1|  -1/Na |NA - [NA 57INA [NA  |NA  [NA  |NA
2014
Iliou C,
2013 I | 0 0 0 -1 -1jNa |NA [NA 44NA NA  |NA [NA  [NA
Franchini S,
2010 I | 0 0 0 -1 -1jNa |NA [NA 66[NA  |NA |NA |NA |NA
Sgggta”’ I | 0 0 0 -1 -1jNa |NA [NA 84INA |NA |NA [NA |NA
ZR;T E Rl | | 0 0 0 -1 -1jNa |NA [NA 41INA NA |NA [NA  [NA
Colina M,
ot Rl | | 0 0 0 -1 -1jNa |NA [NA 76|NA  |NA |NA |NA  |NA




FE 151 R BR

Pay S, 2006 = -1 -1 -1 -1 = = -1
HAEN, | EFIERER

1991 ® -1 -1 -1 -1 = = -1
Lin S-J, FE 5 %3 BB B

2000 = 1 1 1 1 il il 1
Asanuma IR - i i - 1 1 -
YF, 2015 =

Pouchot,

1991 fEBISETE -1 -1 =il -1 =il =il -1

25
-1 -1 WA NA  [NA 95INA  |[NA  [NA INA |NA
-1 -1 26 NA  [NA 19)NA  [NA  |[NA [NA |NA
(JRA)
24
-1 -1/(JOS |[NA  |NA 21INA |[NA  [NA  |NA [NA
D)
-1 -1[NA  [NA [NA 169|NA  [NA [NA |NA |NA
-1 -1[NA  [NA [NA 62[NA  |[NA [NA |NA [NA

AV EEYT B EIVICEA)




[4-6 FEM@S—F MBHE]

BEF RS> CQ3 ASD DREIEMERDERRAIFHYIZHEHA
*INATRYRY, EEHEN
wR ASDOBAE 2%, BAEAKIE ERACODEFHEIL E (-2) ", "Fh/ERLN(-1)7, “IE(0) " DIEXEE
FEDHIX"E(2)", " (-1)", "{E0)"DIRFETIE T RBIKICRBRSES
A ®E, B B REWIE, 7R » FEER
BB QFEL"E (+2)", " ()", "E(0)"DIRME
P -
_ SLERIRIRA FEHIZ (2", "B, E0) DIBBETIE 7o A RREE D £k
AL EIZHIFRICEED S
ForAL ASDOEHHEE LR
LT RYRD*
BT = )
AR XA BU me | zom EREREw SER R YRS AB(FIMHLE)
INA INAq (N A N4
FA TR |[FR 72
Tl T Ft |z, _—
. BB VL7 (2167 |4 BER R 3 B xR A |t A e R
mra—tk T 0 mr TP xn =k N0 T pmomm ox T5 we aa wm 7T FPma ma 00 Ba BH 0 ) EE EEEM
()} LA |—Fy ©#H 7z * XK |ES B =l * 1) (1|
5E B
mazg’]”sdhi EHIE | | e 0 0 0 -1|  -1/NA |NA - [NA 18NA |NA [NA [NA |NA
Masson C,
1995 FEBIEETE -1 -1 -1 -1 -1 -1 -1 0 0 0 -1 -1/[NA  |[NA  |NA 65NA  |[NA |NA [NA [NA
Ohta, 1990 |fEIETE -1 -1 -1 -1 -1 -1 -1 0 0 0 -1 -1[NA  [NA |NA 90|NA  |[NA [NA |NA |NA
Cush, 1987  |JEHIETE -1 -1 -1 -1 -1 -1 -1 0 0 0 -1 -1/[NA  |[NA  |NA 21|NA [NA  |NA  [NA  [NA
Gerfaud-
Valentin M, | fEfISE#E -1 -1 -1 -1 -1 -1 -1 0 0 0 -1 -1/[NA  |[NA  |NA 57/NA  |[NA |[NA |NA |NA
2014
Iliou C,
2013 fEBISRTE -1 -1 -1 -1 -1 -1 -1 0 0 0 -1 -1[NA  [NA |NA 44NA  |[NA  [NA |NA |NA
Franchini S,
2010 fEBISRTE -1 -1 -1 -1 -1 -1 -1 0 0 0 -1 -1[NA  [NA |NA 66/NA |[NA [NA |NA [NA
Sgggta”’ I | 0 0 0 -1 -1jNa |NA [NA 84INA |NA |NA [NA |NA
ZR;T £ fEBISETE -1 -1 -1 -1 -1 -1 -1 0 0 0 -1 -1[NA  [NA |NA 41INA |[NA  [NA  |NA |NA
Colina M,
2011 fEBISETE = -1 -1 -1 -1 -1 -1 0 0 0 -1 -1[NA  [NA |NA 76)NA  [NA  |[NA |[NA |NA




FE 151 R BR

Pay S, 2006 = -1 -1 -1 -1 = = -1
HAEN, | EFIERER

1991 ® -1 -1 -1 -1 = = -1
Lin S-J, FE 5 %3 BB B

2000 = 1 1 1 1 il il 1
Asanuma IR » 4 4 =i 1 1 =i
YF, 2015 =

Pouchot,

1991 fEBISETE -1 -1 =il -1 =il =il -1

25
-1 -1 WA NA  [NA 95INA  |[NA  [NA INA |NA
-1 -1 26 NA  [NA 19)NA  [NA  |[NA [NA |NA
(JRA)
24
-1 -1/(Jos [NA |NA 21INA |[NA  [NA INA |NA
D)
-1 -1[NA  [NA |NA 169INA  |[NA  |[NA [NA [NA
-1 -1[NA  [NA |NA 62INA  |[NA  [NA INA |NA

AV (BT S RIVISEA)




[4-6 FEM@S—F MBHE]

BERAIES1Y CQ3 ASD DOPEAHEIK DERFRAIHEIEH D
P} *INATR)RY, BN
ASDDEIH %, W BRAVDFHEE S (-2)", “Hh/8LN (1), "{E(0) " D IR
it P, BRERIRI FEDHIX"E(2)", " (-1)", "{E0)"DIRFETIE T RBIKICRBRSES
A EiE, Bk B-BEWIE, IR o ERER
BB QFEL"E (+2)", " ()", "E(0)"DIRME
Pagiic] 7L (F1=LJIRA) FEDIFE(+2)7, "R (+1)7, “E(0) " DIEMWTIE TURBRKICRIRSES £F7 I+
AL EIZHIFRICEED S
FrorhL BRIEOET
LT RYR 9%
ERFR £E Bl
BIR ET KU B& 204t R ER JEE M YR ANBU(T LN LK)
INAd 184 18 A R A
FA TR |[FR 7z
Tl FE T+ [z e
—e . BB NE7 (262 |4 & BER R 3 B xR A |t A e R
mra—tk TR mr TTP00 xn =k N0 FE pmomm ox TE ue aa wm 7 FP mg o 00 Ba B 0 5 BE EEEW
nE LE |(—Fv D& % Xk |ES 55 F * (1|
TR )
E 7 B
mazg’]”sdhi EHIE | | e 0 0 -1|  -1/NA |NA - [NA 18NA |NA [NA [NA |NA
Masson C,
1995 fEBISETE -1 -1 -1 -1 -1 -1 -1 0 0 -1 -1[NA  [NA |NA 65NA  |[NA [NA |NA [NA
Ohta, 1990 |fEIETE -1 -1 -1 -1 -1 -1 -1 0 0 -1 -1[NA  [NA |NA 90|NA  |[NA [NA |NA |NA
Cush, 1987 |fEIETE -1 -1 -1 -1 -1 -1 -1 0 0 -1 -1[NA  [NA |NA 21INA |[NA  [NA  |NA |NA
Gerfaud-
Valentin M, |fEffISETE -1 -1 -1 -1 -1 -1 -1 0 0 -1 -1/[NA  |[NA  |NA 57/[NA  |[NA |[NA |NA |NA
2014
Tiou C,
2013 fEBISRTE -1 -1 -1 -1 -1 -1 -1 0 0 -1 -1[NA  [NA |NA 44NA  |[NA  [NA |NA |NA
Franchini S,
2010 fEBISRTE -1 -1 -1 -1 -1 -1 -1 0 0 -1 -1[NA  [NA |NA 66/NA |[NA [NA |NA [NA
Sggsta”’ I | 0 0 -1 -1jNa |NA [NA 84INA |NA |NA |NA  |NA
ZR;T £ e =1 =l =] = = =] = 0 0 -1l -1NA |NA |NA 41NA [NA NA [NA |NA
Colina M,
2011 fEBISETE = -1 -1 -1 -1 -1 -1 0 0 -1 -1[NA  [NA |NA 76)NA  [NA  |[NA |[NA |NA




FiE {51 % BR B
zo

Pay S, 2006 -1 -1 -1 -1 = = -1
E

mbEn,  Eesms | |

1991 A

Lin S-J, FEB %3 HR B

2000 = -1 -1 -1 -1 = = -1

Asanuma IR 4 = = o = - >

YF, 2015 =

Vanderschu

eren S, SEBIERE =il =il =il =il -1 -1 =

2012

Yamaguchi

M, 1992 EBISETE -1 -1 =il -1 =il =il -1

Pouchot,

1991 FEBI &1 -1 -1 -1 -1 -1 -1 -1

25
-1 -1 WA NA  [NA 95INA  |[NA  [NA INA |NA
-1 -1 26 NA  [NA 19]NA [NA  |[NA  [NA |NA
(JRA)
24
-1 -1/(JOS |NA NA 21|NA NA NA NA NA
D)
-1 -1[NA  [NA |NA 169INA  |[NA  |[NA [NA [NA
-1 -1 44 NA  [NA 22INA [NA  [NA  INA |NA
(FUO)
-1 -1| 267 |NA |NA 90INA  |[NA [NA INA |NA
-1 -1[NA  [NA |NA 62INA  |[NA  [NA INA |NA

AV (T S RIVISEEA)




[4-7 @i —b TETUREBHEK]

BERIIES1>

CQ3 ASD OEEETEK DERRAIF (T H LD

R

ASDOOEEST %, BAEIBRIE

TA

£, Bk B REWMIE, PR

PoLic]

7L (FF=IEJIA)

IETU ARG

IETURDBSIERCTIL 3 (A) "MdRE—b, BEHRILFE(C) hERE—k

* BRADIEE(2)", "H/BELN(-1)7, "{E(0)" DIEXRE

o TETURADBRSE (A", "H(B)", "§§(C)", "&THLHEL\D)" DIERRE

ok BRERETIMLOEEM(1~9)

YRIANB(TIMDLE)

T IrhA

v/ B |RURY fEx e

%=
THA |17 FE—R | TR+ JFERE

O
(HhR
AT
R
Ex

LtRE
=S|
(%
Bt
AL

bl e
R

(%)

T
OF |

il

P
STEEN

P

(%)

Baws

i

b 54 ¥

EERM

=

ITETY
ADEE

EER

*¥k

ASDDZEIRE LR

75

NA NA

928

NA

NA

NA

NA

NA

55(C)

~

JEBIEIEATT12 4,
JALDFEH] xtHEBZE3
H THREELORE
I BRR R 14, R
iE, BIRAF, FRARGE
ExBERBELIIES
STEBHZR 4. BAETER
IZASDIZE T3
SKEFERDVEDOTH
Y, FEEFICEETERS
By AEmbHY. BEE
(%83~ 100%, FEHTI%
[£51~94% D EHIZR
HohTW3. SEET%
EEETHINEL B
F, BESICITR. RE
W61 8 LI EDREEI %
HELEEEm AR
BALEENHoT-. B
LU URE (14~
40%ZEBHENTLND
HY, 1990 FERDIET
40% & 1221=M H¥2000
FRIZ o T20%E [
BoTETWS.




ASDOZHHEELR

17

75

NA

NA

928

NA

NA

NA

NA

NA

55(C)

~

FEGISRIETAT12 4
JAEDFER] 3 FRFRFES
. BAERAEIK IFASDIC
BIFBHIREEKDVE
DTHY, & FOBIFIZ
$725h%, ASDIZHER
AEREEWLER AL . Y
amaguchi SNDFRE(Z
&5 LEAETEK D 5
SERE (RREE) IFASDEE
N100% Zot=. ASDD
ZERIZHELT, 2:8 B
LT BBEERD
REEEIX90%, HEEX
50%EEHENT-. DF
Yo HRIZH AAEIR TS
M, BEEREET- i
DRBEERN T DLE
hHb.

EHIRAET

75

NA

NA

928

NA

NA

NA

NA

NA

55(C)

IS

FEGIETERAZ12 4,
JIAL D JE Bl 3t BREA 283
. ASDTZEETRE
FREOFLEHY (&,
BRIEOETIZREEN
HUZSTHD. BHWiR
IS F A, FARBEEIC
2L\, BIREFORBE&
BLUEBULADHY
(TS HRBRRIHITT
BN FRIERFZo
t=. mMEFE7TFEE
DAS28{E (LREETIL >
TUITEBBULALE
JSNDEMERSEMN H
Y, Jz)FUlEE
DAS28M &L BIEE
BHIEOETAEND
1=,

AAVMFEETHEIVISREA)




[4-8 FEHEMIRTITIvILE2—]

cQ 3

ASD DBIHTEIR DERR IR EIZH D0

ASD DRESET %, BAETIIR

=R B B BEWIER R

Tl
B ER BRI 3T e ASD DFRERIEIK
o1 ASD OPHEE LS
FEREEOFELD FEEEEPEE
IAFTRYRYDFEED NATRYRY (TR EE

F—RIEZEDHDFEED

F-EHEREE

FEBIETEMR 12 ¢, JIA EOEFBHR 3 4 THRBELOESBHR 14, BEE BRERK, THRGEEHR
RBELT-FEGI X BT 1 4. BIEAEIRIFASD (28115 3 KEFEKRDOVEDOTHY, REKICBFERLELT 2ERHY.

=P ) BEETEIL 83~ 100%, BEEI 2t 51~94% DBEICEHOLN TS, SEEAREE-THNZL, &, F, BEMITHHE. FKiE
M5 6 H A LI E DRSS ISR MR AR OBBLEELNH - BHILUNTUEE(E 14~40%2RBHSN TS, 1990
FERDIMET 0% B 221D A 2000 FRITHHT 20% B ZF - TETLNS.
02 ASD DEHHEELR
FEEEDOFELD FEEEEPEE
NATRYRHIDEELSD INATRA)RYIEHEE

F—HHEETDMHOFELD

F-EHEREE

FEGISRFETRR 12 4, JIA EDEFIBEIT 3 4. BETAEIRIT ASD (25115 3 KEEEKRDVEDTHY, ZHDBIITHIZIFA
%%, ASD [ZHREIGER LTV ALY, yamaguchis DERE I &5 LRI R D IS IESEE () (L ASD BED 100%f=>

Sy t-. ASDOBMIZHELT, 2 BRI LT SEEEROBED 0% BREL 50%EEHIn. DEYBKICERL
FEARED, BEERES T MORBERINT IVEN DD,
03 BREOEST
FEEEOELD FEEEEPEE
INAPRYRIDEED INATRAYRGIEREE

FE—RiEZDHDFEED

F—EHEREE

AAVE

SEGIETETRE 12 ¥, JIA LOEHIXEBIRR 3 4. ASDTEZEEREFREORESHY (&, BHEOLTICEENHYZST
H5. BWIEEFEL, FREMHICSL. ZHEBEOBSIABSIUBULANHYIZIEHRBRICHITT IRV FARFE-
f=. &  JxV)FEL DAS28 fEIXBAEIL UM UIZk D BUDAL JSN DIEMEEENHY, T FEEL DAS28 NELiE
BIFEBHIEDEITNEM OT=.




[4-10 SRLER—FDFELED]

SEGIEFETAZE 12 H-FERAMRI 1-12], JA EOFEFIBHHE 3 HRMAMX 13-15], RAMRBELOEHIXBHE 1 HHEAR 16], BLE, BERK, T
BAENE EE N RERBRELESIXBHE 1 HERRX 1712/ RIZ SREERLE. WThIBEMEOHRETHS.

BAEAEIR (& ASD 1285115 3 KEFERDOVEDTHY, BIETfEIL 83~100%, BHEI2IL 51~94%D ASD BETRHOLNTLVS. BEAEIK L FKEEAEE (Spike fever)
BT RIERMMNH D IRARI 1]. Ffz ASD FERHIAERIEL. SEHREE-THN LS B F, BEHITFHTS. ASD BEDH 1/3 (LIBMERHI%
BTHDH, 6 18 LI EOREEREGITISEREE AR OBKZBLEENH = [FEAMX 2]. FLZWBHICHSRABLIUBULAHYITEHBE AT DR
RBBIZHITT 2L FRIEF oz [($RARX 3].

ASD OZMIZEWTEESEIROADRERE, HFEEZREFTLTLNADIE, Yamaguchi D& 1 THAHERAMRX 17]. Yamaguchin D& 1L D EREEE K
DIETESERE (RE) £ ASD BED 100%72>1=. ASD MEEFIZHINT, 2 BRI EHEGT HETERDRE L 90%, $FEEIL 50%EH SN -, BETEKIE ASD
128115 3 KEFERDOVEDTERMEIZITARLERIEA ASD IZHEMNGEREIWVZT, EEERES-THOREZENTILELNSHS (TETFUALRNIL
C).

ASD BEDHEHILUM VEEI 14~40%IZRHSNTLVEHY, 1990 FROHETIE 40%E FZ>F=DH%2000 FRITHST 20% B (CFH>TE TS, BRI
FEH, FREHICZL. ASD BEOEEKETREILBMBRITTHIN, FREFOCFEMBULA®, BHRI/ME, BEE - BIEREEE-TILNHIH
[RARSC 1-4-5-8-12]. MEBEEE-IHIH 1990 FRDIMETIL 15~25% L L MoF=h%, 2000 FHRIZIE 1.6~71%EFH>TETEY, ASD DEHIZMTLARED
AREICHS S ENEELTVADTIEHELMNEEZLNS.

Colona bI2&k5&, ASD BEIZHITEHEHIERTT7 (BULALEHHEM/NME) OEMNIXMET ) FEP0.001)E KU DAS28 {E (P<0.00N)EEEAHY, MiF
TV FUAEL DAS28 B ELLEDIEFEBHIE (BULA LB REIR/ME) DETHEMN>=RARN 2]. =L, 1 HOREDAHLEDTIE TV ALALIEIEE(T
3500,

[4-4 SIATEKYAR]

AR Pouchou J. Medicine (Baltimore) 70: 118-136, | Adult Stil's disease: manifestations, disease course, and outcome in 62 patients.
1991 [1]
Colina M. Arthritis Rheum 41: 279-285, The evolution of adult-onset Still disease: an observational and comparative study in a
2011 [2] cohort of 76 Italian patients.
Gerfaud-Valentin M. Medicine(Baltimore) Adult-onset Still disease. Manifestations, treatment, outcome, and prognostic factors in 57
93: 91-99, 2014 [3] patients.
Mahfoudhi M. Pan Afr Med J 22:77. doi: Epidemiology and outcome of articular complications in adult onset still's disease.

10.11604/pam;j.2015.22.77.6366. , 2015 [4]

Masson C. Rev Rhum Engl Ed 62: 748-757, Adult Still” s disease.:part I . Manifestations and complications in sixtyefive cases in France.
758-765, 1995 [5] PartII. Management, outcome, and prognostic factors.

Ohta A. J Rheumatol 17: 10581063, 1990 [6] | Adult Still's disease: a multicenter survey of Japanese patients.

Cush JJ. Arthritis Rheum. 30: 186-194, Adult-onset Still's disease. Clinical course and outcome.

1987 [7]

lliou C. Clin Exp Rheumatol 31: 47-52, 2013 Adult-onset Still's disease: clinical, serological and therapeutic considerations.

[8]

Franchini S. Clin Exp Rheumatol 28: 41-48, Adult-onset Still's disease: clinical presentation in a large cohort of Italian patients.
2010 [9]

Cagatay Y. Int J Clin Pract 63: 1050-1055, Adult-onset still's disease.

2009 [10]

Riera E. Clin Exp Rheumatol 29: 331-336, Adult onset Still's disease: review of 41 cases.

2011 [11]

Asanuma YF. Mod Rheumatol 25: 393-400, Nationwide epidemiological survey of 169 patients with adult Still's disease in Japan.
2015 [12]

Pay S. Clin Rheumatol 25: 639-644, 2006 [13] | A multicenter study of patients with adult—onset Still's disease compared with systemic
Jjuvenile idiopathic arthritis.

BFREST. U =F 31:511-518, 1991 [14] LERREEEHEGUIIFERARERFILUROBERN iR

Lin SJ. Clin Rheumatol 19: 127-130, Different articular outcomes of Still's disease in Chinese children and adults.

2000 [15]

Vanderschueren S. Clin Exp Rheumatol 30: Adult-onset Still's disease: still a diagnosis of exclusion. A nested case—control study in
514-519, 2012[16] patients with fever of unknown origin.

Yamaguchi M. J Rheumatol 19: 424-430, Preliminary criteria for classification of adult Still's disease.

1992 [17]

=HBRIZES



ASD CQ4

[4-1 F—ER—2BRHER]

a4k INREASES (£ BB A FHR R R) (CH 1T DERKMFEIEH DN
cq 4
T—ER—Z PubMed
aft 2015/07/22
BRE e
# BmRI SCHR%L
#1 (“Arthritis, Juvenile”[MH] AND (Japanese[LA] OR English[la]) AND (2000/01/01[PDAT] : 285
2015/05/31[PDAT])) AND “signs and
symptoms”“[MeSH Terms]
A4k INREASAES] (£ BB A FHRRMEEER) (21T DERKIFEEH DN
cQ 4
T—HER—Z EdE
Bt 2015/07/15
BRE th B
# BmR=X SCHER%L
#1 (([RAER - E 1]/ TH)) and (DT=2000:2015 and PT=5:#%8%FR<)) and (BB EAEIR/TH) 110




[4-2 XE#®FEIA—Fv—F] PRISMAFEBRAZHE

NGC

NA

NICE

NA

PubMed Cochrane Efi EMBASE WHO

285 0 110 NA

NA

PsycINFO®

NA

CINAHL  Others( )

NA NA

Total records identified through

database searching (n= 395 )

Additional records identified through

other sources (n =

Records screened (1st Screening)

(n= 397 )

Full-text articles assessed for eligibility

(2nd Screening) (n = 5 )

Studies included in qualitative synthesis

(n= 5 )

Studies included in quantitative synthesis

(meta—analysis) (n= 0o )

Records excluded

(n= 392 )

Full-text articles excluded,

with reasons

(n= 0 )




[4-3 —RRYY—=2THBD—ER]

B
X WETFHAY P I c o 5 =AY

Huang H. Clin retrospective 202 caseswith JIA | clinical symptoms and none clinical
Rheumatol, 2013 (95 cases with laboratory parameters features

systemic JIA)
Tsai HY. J retrospective 28 cases clinical none clinical
Formos Med with manifestations and manifestations on
Assoc, 2012 systemic JIA clinical course presentation
Yeh TL. JMicrobiol retrospective 16 cases clinical none clinical
Immunol Infect, 2010 with manifestations manifestations

systemic JIA
Shen CC. J prospective 195 cases clinical none clinical
Microbiol with JIA characteristics characteristic s
Immunol Infect, (19.0%;
2013 systemic arthritis)
Behrens EM. J retrospecive 136 cases data from the first none clnical
Rheumatol, 2008 with systemic encounter with the characteristic s

onset JIA rheumatologists

[4-4 SIAXXEYAR]

RAMRX Huang H. Clin Rheumatol 32:1021- Clinical analysis in 202 children with juvenile idiopathic arthritis.

1027, 2013 [1]
Tsai HY. J Formos Med Assoc 111:542— Initial manifestations and clinical course of systemic onset juvenile idiopathic
549, 2012 [2] arthritis: a ten—year retrospective study.
Yeh TL. J Microbiol Immunol Infect 43:169— Juvenile idiopathic arthritis presenting with prolonged fever.
174, 2010 [3]
Behrens EM. J Rheumatol 35:343— Evaluation of the presentation of systemic onset juvenile rheumatoid arthritis: data
348, 2008 [4] from the Pennsylvania Systemic Onset Juvenile Arthritis Registry (PASOJAR)
Shen CC. J Microbiol Immunol Infect Clinical features of children with juvenile idoopathic arthritis using the ILAR
46:288-294, 2013 [5] classification criteria: A community—based cohort study in Taiwan

TFRAR

ZDHDEI

A




[4-6 FEM@S—F MBHE]

_ CQ4 IMNEHIRAES (S S REEERMEDS
BRAIESIA4> Hi45) 1281+ BERERHOIE KI5 BN
— *INATRYRY, EEEN
ey EHRNEFMHERRIEEBRORR, KD, BRALDFEIL T (-2)", “Hh/EELN(-1)", “IE(0) " DIERXRE
RAEA % FEDIR B2, " (-1)", “1E0) " DIRETIE T RRKICRBSE S
SR ik, IR, FEAIR, BEAER, o ERER
AR, SR8 S KRIEE QL E (+2)", " (+1)”, "{E(0)” DIEEME
o po FEHIFE )7, "R, TE0) DIRRETIE FURBIKICRMEED K79k
! HLTEIZBIRISELD D
FrhL PHBELS
LT RYRH*
BRwE - = #
ﬁ#} ;%1; ﬁ H} e 204t ERER- JERE YRYANB(PIHLE)
A
FR TR TR L
FE |5 &R
e |E R vL7 |27 B A (A e R
ko PRIV g 2% o0 £ BS (0 BHY BH (% fg’ R ((EERm
nE LF |—Fw 7 g |7 w (D
g |7

Huang .| g sl
2013

-1 -1 NA NA NA NA NA NA NA

Tsai HY , EWIEE
2012

NA NA NA NA NA NA NA

Ve TL, gt i
2010

NA NA NA NA NA NA NA

Shen CC, JR—hAR
2013

NA NA NA NA NA NA NA

Behrens FEBIETE
EM, 2008

NA NA NA NA NA NA NA

AV EET S RIVISEEA)

systemicJIA |ILAR Eo ol L T i ®E
ZELIAL |criteri naq |\ osaq B F N & 1= B
ﬁi’CEﬁﬁlﬁ a'GE’? E>7“ E>7“ D ﬁ 7‘3(‘ + j— 6
W h{ﬂﬂh(ﬂﬂ&li +45 iz #r
D oxlm oxAE [ESIE S
ny hy S D =i

T n

(A




systemic JIA ILAR syste E i} x B

B criteri micJl PSS »n 7F
P73 a T AD H MmN F £ L

o A +4 12U




ILAR ILAR

criteria criteria

TR Edhife)) T2

=hi- [A= . hif- _
systemic JIA TEf) 7 _ B syste i F @tﬁ' ;T{ ="
D HET RS mi ¢ & N B »n F

1986 nyg, JIA D 1986 |[AY & # L

7 data # FE |+5 A

7T &=L fifi #T

) HY )

- hiz

JE fE 5

HiR HR

= =
TeMERAET % RHEEA
FEFITR—F AR BiET |BAER | FO R A R
[ZBNT criteria REL B \FE L3O RE 3] (=B
ILARcriteria  |-wap 5 Ho  |Ho  |1FFH & DB O EXG)
TIADE# R |FHE  |ES SE |SHE iy
iU HL L AT =& S
15l % BT [Av-y £l

R

s o

N IR N IR =g
systemic JIA 1) 5 syste Yy w [ R

il m c IR nF
D3 5F I; '=);- JA D I; [7_' P 7 L
z = z \ 2L

t 3 % E ¥ 3 +45 L

& ER F&ER

Bl il




[4-6 FEM@S—F MBHE]

_ CQ4 /NRYIRER (£ SR FIEIERMEE
BRAAES1> B %) 12851+ BERER AR IZ H B
- *INATRYRY, EEEN
ey EHUEFMHEREBHRORR, KD, BRACDOFEIL B (-2)", “H/ERLN (-1)", "B (0) " D3IEXRE
RS FEDIZ B2, "H(-1)7, "E(0)" DIFMETIE T RBEKITRBEE S
SR Mk, IR, R, BERER, hE o ERER
i 2., BESE R D IF F 8B KIEE DL (+2)”, “H(+1)", “{E(0)” DIELRE
e p FEDIEE (+2)7, "R (+1)7, "E(0)" DIRMETIE T RBIKIZRBREE D KT HH
! AL EIZBHRIZELD S
FYorhL PUHEELS
IRATRYRY*
{ERIBFE = iE Bl
KA iS4 kg T
FA 7R TR 55
FE |7 T+ [, 5 2 R
e e, B R Qa7 257 |9 & BER R #R B (B A | A MR
gga—k PRz TTPor rn xe (NG 25 mm o mE ox 5 owm aa mm 200 TP ms ma 0 B B 00 BR s mexm
Y3 LB |—7y @ 8 3 |EE T 2 |F g (@
g |7
;lg:;g H, EBIETE -1 -1 0 0 -1 NA NA NA NA NA NA NA NA
;g]aizHY, e -1 0 0 -1 NA [NA [NA NA INA [NA [NA |NA
\zfgroTL, RIS -1 0 0 -1 NA [NA NA [NA [NA NA [NA |NA
38182 CC, |ak—hHR -1 0 0 -1 NA  NA |[NA [NA INA |NA |NA |NA
Behrens S =i 0 0 -1 - NA INA NA [NA INA [NA |NA |NA
EM, 2008
AV (EESTBEIVISREA)
systemicJIA |ILAR i R K & (2
SV IAL [criteri naq loaq |B F N & E
ﬁi‘CEﬁﬁlﬁ a T2 4 E:/’j D = " x B 4
b B ¢ B [E & T % @
#oxln s|AE W
ng |hg SN0 * =
T W i
Ly




systemic JIA
D FH 5

ILARcri
teria |

syste
micJl
ADH
it

Bl
LKL
»n R
+5

ol
L
2




ILAR ILAR

criteria criteria

TR i) TER

ni- FREN ni- _
systemic JIA [P 7 B syste |5 16 "R
D H AT & RS mi ¢ & A B »n 7

1986 nhy, JIA D 1986 |AY F £ L

FH data () # 5T FH |+45 TR

#7T xiEL i #

il HY i

nif Ehiz

FE5 FEF

HiR AR

= =
18 14 R A 5t X & -
D fEHl 3k AR IR B | = -
—MZHEWT |[criteria % LK LD EF L ONE-J0)] B
ILARcriteria | ToHi s 05 0E I B D|H D 7 &
TUADEE B | Bl |FHE ¥ I
Eit=LI=E L BL & oh % =
kil T W -

A

s s

N IR N ISE g
syste_mic JA (1) 5 :/istec Ty “Ii; g ?" ;:
D r?g ‘={— JA O l; ?_: el £ L

- o = A

£ 3 fﬂ’ﬁ‘ i t 3 +5 L

BRER BRER

ECi 2?2




[4-6 FHES—F BWEHRK]

CQ4 /NEIMRES (& 5B B FIERREMLR

BERAIFS1> Hi3) 1265 (T DRRRI T S D
*INATRYRY, EEEMHE

g S BREEHERUETRDORES, KD, BRADOFHEIE S (-2)7, “H/ERLN(-1)7, "B (0) " DIERE

REE & FEDIF B (-2, "B (-, "E0) DIFMTIE TURBHIZRMEE S

e £ s e =4 ** JZ;-E
A ;ﬁ; ;;’Eﬁiwfgﬁi B, fh FIEBOFHEE " E (+2)7, " (+1)", "{E(0) " DIEXFE
' a FEDIE B (+2)7, "t (+1)”, "E(0) " DIEMWTIE TV RBKICRSED £ET7 Ik
Pagiic] " ALTEIZBIRISEEDHD
T orhL BRIEDET
IR TR R *

BAITRE fiE

% #} ;%; ?3 ﬁ Hj Bg | o FRERE SEE YRIAB(TILDLZE)

TR TR TR 17(14

F#E A% |F T+
0 % 2
e, | BB DL7 (217 |5 & = * B At A PRE

FEa—k PR Ry TTPor r0 x o 2w BH 6 EH BH 0 TP @ mEEM

nE LE |—Fy D #H 153 F ¥ (&)

FR 5
E B

;‘g:;g Hoo Emes =i NA [NA NA |NA [NA |NA |NA
Z;:;HY’ EPIER = NA [NA |NA [NA [NA INA |NA
z;:'noTL, e 5| £ 7 - NA NA NA NA NA NA NA
2319; CC.  |Ah—hEIZR 1 NA [NA |NA [NA [NA |NA |NA
Egggens EM, | ooy e 3 = NA NA NA |NA |NA |NA |NA

AV (ST S RIVISEA)

systemicJIA
EETIAR
fCE A

ILAR BOWE WX K
criteria - ORI W0 ¥
TEM 5T @ |3F fE =

& A 0RO HE R
o

p=]
-

#m
LKL
s
+5




systemic JIA
D F 5

ILAR
criteria

B

EET L
ERE

EET L
ERE

systei
cJIA
D H
2]

+Z 3%
T =

OO mp

HOH




ILAR ILAR

criteria criteria

B THE

nit- ahf- |
systemic JIA JEHI & W B W syste fEH  |EE @tﬁ‘ & W
D HET EOEOmMm o & N B ® 0

1986 5F ff |3 @ |JIA O 1986 |AY F 5T i

7 3 3 # & F +5 3

#T i HET

2 ZHE

hiz N

JE BIHYE

HiR b

=
12 PEREET % THE
IERIAR—F 1 AR & w8 m| TP B & B W
[2HLT criteria b= O NG 0] ﬁ;&: O30} ® 0
ILAR TB 3 | |3 HD|HD i
9 15| % 5T A

EZ S EZi S

IR =% =% INR |5 =,
syste_mic JA (1) 5 ;; % ;; % :/istec Uy} : g )‘; g%
DHEFE |3 F A | B JA O T F IR g

EL e 2




[4-7 Sl —F TETUREBE]

CQ4 /NREAKER (£ HREEHEFRMEBER) IS
BERAIFS1> BT HERRAEHEIEHHH
S SAREFEREERERORR, KT, EK TEFLROBEERCTIE 8 (A) D BRI—b, MEFEIL (C) hdRI—k
* %F%\{yli”%}(—zy’, “eh/BELN (1), "B (0) " D3RS
A PER, IR, HAEHIT, B, MR, B N g PO RO DR
B R D 47 S 5Dz
P fiic] =
TEFU R YRIANB(T I H LK)
ZDfth
W R (kR 5= R R
FobhL TYA |13M7 |F—R FEHE FEE | gy B[ R (%) f+ At A (% & B R (EEEH IETY EEM |axvbk
>/ B |RYRY HE* Ex 2t |EE OB S B S #o B2 (72 # & ADEE |wkk
- L S B & F (5] F ) fiE **
AL
iE 3l L EREEHEREE
&% ETHE HRDDEREICHE
PHRELR /4, 2 -1 -1 0|NA NA NA NA NA NA NA NA NA L)D) 5|9 B &SRR AISFE
=k IERIE TELZL
[
) 2 EREEHEREE
fiE 5l HRDZHHFEEICE
PHRBEELS i -1 -1 0|NA NA NA NA NA NA NA NA NA ETEE 5| B9 B LMK
/4.3 L\D) HIFRETEAL
=+
[
FES5I S EREEHHREE
&1 ETHH HADOBHERICETS
BHIEDET /4, a7k -1 -1 0[NA NA NA NA NA NA NA NA NA L\D) 3 IETURIGHERTE
—k AR

[5iEA




AV EETBEIVISEA)




[4-8 FEHEMIRTITIvILE2—]

cQ 4

NSRS (£ B BB FHRREREER) 251 MR EIEH S,

P RURFHRREMBHRORR, K5, BHi%

I K, HERY, ek BRERK BRER, BEERO R

c 3
il ER B4 3T B ASD MDERERIEIR
o1 PHRELSR
FEEMEDFLD 4 DDEFEBHE, 1| 2OIR—MARICEVTFEEMEIEETH 1
IMTRYRIDFEED 4 DOEFIEFEHARE, 1 DOAR—MARITENT NI TRYRIIETEETH>1=

F—RIEZEDHDFEED

4 DOEFIEFEHR, 1 DOIR—MARICENTE—BERIEPFEETH1=

L EREFHFREESROBRBEE LRICOUMNIEBERMBFRIIRETELAL>

=B
02 PHREELR
EEBEEDFTLD 4 DOEFIEEHAE, 1 DOIR—MRAEICEVTHEREEEETHo1-
NATRYRIDFELD 4 DOEFIEBEHAE, 1 DOAR—MARICEVT A TRYRYEEETH-T-

F—HHEETDMOFELD

4 DOEFIEEHR, 1 DOIR—MRRICENTHE—BERIBIHPEETH 1=

£ EREEMHBRMEAHAOZHFEELRICOUNIEBRMFHEIRE CEL, o
AV
03 BHRIRDEST
FEEEOELD 4 DOEFIEBHARE, 1| 2OIFR—MARICEVTEEEEIEETETH1-
ILTFRIYRYDFEED 4 DDREFIEFEMARE, 1 DOAR—FARICEVTNAFTR)RVITEETHT-

F—HHEETDMHOFELD

4 DOEBIEBEHAR, 1 DOIR—MRRICENTHF-BERIIBETHO=

AV

LHREFHREEESTAOERRICETIIE T R IHER TEEM 1=

[4-10 SRLE—rDFELEDH]

KTHAHFREMENHS.

4 KOBRE (4 KOEFIEBREUZARI 1-4], 1 KOR—MAEHREARX 51) ERRIC SR EHMELE-.
SE® SR IZHELTIE, HEHNRESNGVMENTR THol=f=8, 25 JIA ORE, BEEZ L RIEIERMNBEMORTEICEESG, o= F-BHIE
12B8Y 2L TIE TR EE TEEAOF=.
253 JA IZBEWTIE, 4 DOEFIEBEARICE VD TRIERICIE 98~100% THEERD, RFI1E 67.9~100%(ZFBH-[HFRAR 1-4]. ZD55 JIA DS
DEMNTEFREZTOMDREEE LB LI-MRICEVTIE, HE2HGREMNETHhATOENS, B, REOBEEZIZNOFRICHEL TEHEE TH--[ERBRX
1], &z, REFICEEIRERODID(E 88~100%THY, %F LERERFICIIBEHAEROLEIVERANFETIIENTESNT-. BEBETOHKICOLTIE,
WFhORRICBVWTLROBEENRLEL, SHEE, FREE, FEEE, PIP EHiGEAThITHKCEMRENTz.
LEDFHERMS, BRE, BEECOVWTOREIETARETHLN, HE, KD, REE- REHZROEL-EHROFEN, 257 JA OFHNTERKAE




[4-4 SIAXEKYRF]

FRAMAX

Huang H. Clin Rheumatol 32:1021-
1027, 2013 [1]

Clinical analysis in 202 children with juvenile idiopathic arthritis

Tsai HY. J Formos Med Assoc 111:542-
549, 2012 [2]

Initial manifestations and clinical course of systemic onset juvenile idiopathic
arthritis: a ten—year retrospective study

Yeh TL. J Microbiol Immunol Infect 43:169—
174, 2010 [3]

Juvenile idiopathic arthritis presenting with prolonged fever

Behrens EM. J Rheumatol 35:343-
348, 2008 [4]

Evaluation of the presentation of systemic onset juvenile rheumatoid arthritis: data from the
Pennsylvania Systemic Onset Juvenile Arthritis Registry (PASOJAR)

Shen CC. J Microbiol Immunol Infect
46:288-294, 2013 [5]

Clinical features of children with juvenile idoopathic arthritis using the ILAR classification
criteria: A community—based cohort study in Taiwan

=B RIZRS



ASD CQ5

[4-1 F—ER—2BRHER]

B4R ASD MW, #AlIcE AGIBRERREH M
cQ 5
T—ER—Z PubMed
Bt 2015/08/17
BRE e
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# 2000/01/01[PDAT] : 2015/05/31[PDAT]
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# mR= SCERBL
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Med Assoc, 2014 and 13 inactive), healthy controls 2E ASD DFEHHAE LIV
ASD [FlhO D& sepsis Tal\. ferritin
%2 FHEE 1% ASD ;EEIHAL sepsis
Pouchot M E#E DERIHHIEESR
T&H5hsCD163 IFH A
TIEAL, & D4ERE
% ASD TOAHE
(r=0.4755).
Priori R. J 9iE 151l 58 BR B 25 39 ASD (23active IL-18, ferritin 16 inactiveASD, ASD DREE - 4% IL-18 level [£Rau's
Rheumatol, 2014 and 16 inactive), 18sepsis 2E score, ferritin, ESR &8
ASD [FIhO & ENMHEEERL, EF
# FEHME(XRau B KU sepsis &
DEHE DERI<HHEA
(148.9pg/mL @ cut-
off TREE 88.6% - 4F
B 78.3%)
Kim HA. Clin 5 >t FR A 2T, 52 ASD ( ZM>% | serum growth 21 inactive ASD DREEE -4 ASD Tl& HC &YUEL
Rheumatol, 2014 BT - BT 37 (& active, 21| arrest— specific ASD. 40 HG BE v A, BRE-SEEICH
BliLaEE protein 6 ' FTEHRHEMET 424
inactive), ASD & L.
IWOQE#E, EE
T (ZPouchot M E
Park HJ. Yonsei Med | fEIXTEBHFZE 13 ASD, ASDIZLL | delta neutrophil 33 sepsis (SIRS ASD DREEE -4 DNI 2.75%LL I, sepsis
J, 2014 ONE#E index (ratio of with bacteremia) 2E IZxfL T ASD TI&Rk E
immature 84.6%, HFEE 97.0%T
granulocytes) ASD DEERIIZTx!)
FULRFRICHA.
Ichida H. Arthritis SEGISETE 18 71 ASD, ASDILIL | ferritin, IL-18 None ASD DRXE v | ferritin, IL-18 £ ASD
Care Res(hoboken), T - 0t BT OME#E D220 subset 7348
2014 IZ#&IL DAY, ASD D
FRAI~DHAMER
FLI-BAR TIEALY.
Wakabayashi K. JEBISRTE 18 7ASD (2T BMG 16 SLE,(MAS &% | ASD DREELE -4 v EERICEL, AEE
: i : RE - - o
Clin Rheumatol, [T - Gt BT active), ASD (E AOSD3 fl. SLE 2 2E Lﬁ‘.: 4#[_ MAS &
2013 ODXE #, EE ) HTEE FEEoE
(XA AT, SLE 1k EHNVENTHIKL D
ACR E#, MAS (£ A AN
ERER1RH K UMARE
FRIZ.
Xun C. Rheumatol SEI Xt ERFF 2T 26 ASD (£T adenosine 40 active SLE,48 HC | ASD DREE 4% v ASD IZ8I1FT3ADA (%
Int, 2013 active, deaminase 2E LDHWBC &&4(Z SLE
untreated),ASD (& I HCKYBEIZEL
WO E%E, FE diagnosticmarker [Z7%
PEIL AR, SLE 5 L LEE-HEES
& ACRE # DEHMET—21E7 L
lliou C. Clin SEIEETE, #EBT | 44 ASD, ASDIZIL | WBC, CRPESR, None ASD DRELE vV | —HEERTOERIERE
Rheumatol, 2013 #y OOEE, FEHE | ferritin THHH, FHLWT—
[$Rau E#E A1E BRI,
Chen DY. 9iE 151l BB BA 3R, 24 ASD, ASDIZIL | CRP, ESRferritin, IL- | 12 HC ASD OEE-# | v | IFIL-6 & IL-17A [X
BMC Med, MR, —EME | OOEE EEE | 1AIL-2R IL-6, IL- BE activeASD T HC &Y
2012 B [&Pouchot MEHE | 17A, TNF- W, BRE-HEESD
o HELWLWT—421L




Kim HA. J
Rheumatol, 2012

FE 151 R B
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— BBt

36 ASD, ASDI&ILE
DEE, FEHE
Pouchot M #

WBC,CRP,ESR,
ferritin,ST00A8/A9,
IL-18

40 RA, 33 HC

ASD DR -4%
BE

IL-18 A ERBEWRICIE
EHTHY cutoff
value366.1pg/mL TRE
B 91T%- 45 EE
99.1% , ST00A8/A9 &
cutoff value4.55g/mL
TRRE 69.4%- HEE
98.0%, ferritin (&
cutoff value
237.3ng/mL TREE
66.7% FFRE 97.0%T
HoTf=.

Kasama T. Clin
Rheumatol,
2012

FE 151 5% FRER
H

19 ASD (Factive £
& UWinactive B%),ASD
[FOnEE, FE
T1E Pouchot ME#E

WBC, CRP,ESR,
ferritin, IL-18,

chemokines

19 HC

CX3CL1 [EFEME
score ¥°CRP

ESR ferritin, IL-18 &5
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YSEZRLT-.
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fEI% HPS & #tL1=
ASD Mmarker (27
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EEoREIEAL.

Yoshida Y.
Intern Med,
2011

FEPI R &

1 ASD

CRP, ferritin, IL-6,
IL-18

None

ASD OREEE

SBEERAICTCZ %
T#Ho1= 14, CRP %>
ferritin (EEXELT=h 1L
18 [(EHEDFEETH-
1=

Colina M.
Semin
Arthritis
Rheum, 2011

FEBISRTE

76 ASD (RZETBFH &
U'6M ), ASD Il
OnE#%

WBC, CRP, ESR|
ferritin, BET L b4
R

None

ASD DREE

WBC10000 LA EIX
69/76, 18000 LA L%
34/76,Hb10 LLFI[&
40/76, ESR40LL E (X
73/76,CRP5mg/L LA E
%

74/76 ferritin400ng/mL
PLEF
68/76,2000ng/mLEL E (&
33/76, it R LERIZ
57/76. ¥ REIT%L.

Novak S. Rheumatol
Int, 2012

FEPI R &

6 ASD ASDIZILO®D

WBC, AT #8E,
ferritin

None

WBC10000 LA E, FFiaE
BH, ferritin5000ng/mL
EIFFTRT6/6 (CH
btz FEEFLL.

Jiang L. J Rheumatol,

2011

FE {31l %t R B

£

70 ASD, ASDIZE&ER
B FIRICE2 BT
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ratio, ferritin

69 infectiousdiseases,

19neoplasms, 52
systemic autoimmune
diseases

WBC10000 LAt [XREEE
78.6% 2 E 68.6% ,
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WBC10000 Lk,
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FE 151 R B
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CRP, ferritin, IL-1,8
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active ASD TId,

2010 % 6 chronic), ASD &Il | IL-6,L-8, IL- MfE, 7 HC 2E #& R Mcytokine level
ODEE EBEE | 101L-12, IL- MEIEICESA, B
Rau DEL#E (AR T| 18IFN-7INF-a JE DA X R T,
MH) S100A8/A9 & B % score DIFS
HEH. Rau's score(4
PAE)IXREEE92%- 45 2
FE93% , CRP1.56%L
EITRREEQ - SR E
48%, IL-1 310.9pg/mL
LAEIXRERE 92%- 152
B 52% , IL-
67.2pg/mL LA E [
E 83%-FFERE 48Y%,
1L-840.6 pg/ml LA E
XREE 75%- R &
41% ,
S100A8/A93.6ng/mL
LA EITRREE 83%- 152
E 62%TdHY, AUC H
5#& T3 Rau'sscore(4
PLE)HDE M & D
AIZERBBLY.
Lian F. Rheumatol Int, | fEI%EBHF 48 ASD, ASD ferritin 86 controls ASD DRLE -4 L O @ £ #E Lferritin750)
2012 g . 8 2 ULEMAEDEHER
LA D (fever >39° , FE 83.5%- 45 2 98.8%
iw LLE) ferritin1250 LKL £ %
HAEHhEHERE
70.9%- 1 F£99.3%,
ferritin2500 LA £ %
HABOBEHERE
43.0% - % 2 £ 99.9%
Thol=. (FEHE
[FRELLRN?)
Kalyoncu U. SEGISRTE, 17 ASD (TMAS &#t | serum VitB12 10 MAS FEAH# ASD (DREE -4 MAS & ASDIE MAS
Joint Bone T ASD H&U10 MAS ASD BE EEH LY VitB12 BNEF
Spine, 2010 JEA B ASD), ASDIE EIIEL< JVitB12 (F
WA & & WFautrel D MAS & #f D REE100%-
K BEEISYTH>=. (I
HOEETH)
Zhu G. J Clin SEGISETE, 77 ASD, ASDIZILIO | RF#sE, ZL ASD DRXE hepatomegaly [
Rheumatol, 2009 1E DEHE FESIE hepatomegaly( B 5 11.7%transaminase
hepatomegalyand/or | &) EFIF 623%R5
I BRLER n, M %<IF5N
(ASTALTALP,GTP, LRDOBEELERT
LDHD 5% %o 1=. ZDfh,
transaminaseZ &> 2 ESR k&
DLUEMNESR) 89.8%CRP £ &
100%, WBC #&/n
81.8%.
Chen DY. JiE 15t BR BF 38 ASD (12fF X | procalsitonin, CRP, 26 infection— free ASD D % & procalcitonin1.4ng/mLLEL
Ann Rheum £ 15 ASD LU IL-6, TNFa active ASD AHIzBITS LIFHEREESGHD
Dis, 2009 26 BEF D7 active PCT (DREEE- RREE 100%, BRE
ASD), ASD [FILA®MD HEE 100%, CRP10.1 Ll k(&
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LA EIXEEEES0.0%, 52
F£80.8%,

TNF a1 4.0pg/mL Tl
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2006 LIEFDEER)
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F—RMHEZOMhDEES BE.

B D BB DEFEERENSHDIDHT, NATFRTKES TETURLEHL. FBGILEEE, articular JIA, D
=P FHEMRBLE—BLTULVEL =8 metaanalysis [FEEE. MF7x!)F> 500ng/mL LLE, sCD25 7500ng/mL LA E, 1L-18
1600ng/mL LLEIZBEVTEELVFREASRESA TS,

[4-10 SRLKR—FDFED]

17 OREBIEFERE FRAMX 1-17]1ERRIC SR #1727z WTNOMEL/ N\ ATINKES TETUREBAELTIEIEREICHELY. ASD DIARREMRLL TR
ELRIZHFSL32REBER LLTIEAMmMERSIEM, FrhikintEm, m/hREKEM, CRP 8N, MikTTHE, JTUFAEMLEELNHS (D). BHBEELRICESL
S5HREMRBELTMmMETTF 500 ng/mL LLE R 2], AIAH CD25 (AIEM IL-2 L7 4—) 7,500 ng/mL LA L [#RAER3C 91, IL-18 1,600 ng/mL LI E
[RARX 61 ENHESN TN (D).
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IE%/TH or $ZFE2¢/AL) or CHIEE /TH or JHILE /AL or (RFE/TH or FF/AL) or BTEIK M0 & M
B &R /AL)

B4R ASD [ZEHT DEBEEICFZEDLSGLEDMNH I
cQ 9
F—HR—Z PubMed
Bt 2015/08/03
BRE e
# BmRI XERE
#1 “still's disease, adult-onset/complications”[MH] AND (Japanese[LA] OR English[la]) AND 263
(2000/01/01[PDAT] : 2015/05/31[PDAT])
LR D% ASD & H T PEBBEEICEEDLSELONH I
cQ 9
T—HER—Z EdE
aft 2015/08/17
BRRE h S
# BRI X
#1 (Still f&-F A/MTH) and (DT=2000:2015 and PT=25&§%BX<) and(ily/AL or (fifi/TH or fifi/AL) or (4% 121




[4-2 X#BRFEIO—Fv—k] PRISMAFEAZRE

NGC NICE PubMed Cochrane Efi EMBASE WHO PsycINFO® CINAHL  Others( )
263 121
Total records identified through Additional records identified through
database searching (n= 384 ) other sources (n = )

Records excluded

(n= 366 )

Records screened (1st Screening)
—
(hn= 384 )
Full-text articles assessed for eligibility
—

(2nd Screening) (n= 17 )

Full-text articles excluded,

with reasons

Studies included in qualitative synthesis

(h= 12 )

Studies included in quantitative synthesis

(meta—analysis) (n = )
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3
X WRTFHA> P o 5 QAU
Bae CB. retrospective 109 none pneumonitis: 4/88 vs Korea 109 cases, reactive
Medicine AOSD 0/21, hepatomegaly: hemophagocytic syndrome
(Baltimore), 2015 11/88 vs7/21: (RHS) DHFE T4 88
cases >40 AST: 57/88 without RHS vs 21 with RHS
HAEB LSBT SR8
vs 18/21, >41 ALT: 2 L-HPS JE& 51T ICU
52/88 vs 11/21,>1.2 admb.7%, relaps 18.2%, death
bilirubin: 5/88 vs 3/21, 3.4% vs HPS &5 T IcU
death 3/88 vs 2/21 adm 19%, relapse 61.9%,
death9.5% HEEMNHDDIE
relapse MD&. HPS DA EEIH
AT Steroid H 5[ 95.2-
95.5%, azathioprine |£IEE 5
10.2% vs & f 28.6%
methotrexisate IES 65£47.7%
vs & fif 42.9%, IVIG JE & Bt
20.5% vs & 38.1% aTNF &
#8.0% vs JEEHF 48WAEE
DHBDIE aza T0.039 DH
Tliou C. Clin Exp retrospective 44 none elevated liver enzymes: v Yamaguchi's criteria LA§} D
Rheumatol, 2013 AOSD 50%, hepatosplenome criteria Z =9 EHEEL T
galy: 20.5%, pericarditis in HYERS
cases 15.9%, pleural
effusion in 9%,
vomiting/diarrh
ea/abdomina pain : 1pt
Priori R. retrospective 41 none incleased AST in 32% Italy 41 cases FFH#REIZE B
Rheumatology AOSD and incleased ALT in
(Oxford), 2011 39%.
cases Hepatosplenom egaly in
41%.
Hot A. retrospective none v Hemophagocytic syndrome
Medicine (Baltimore), HDECHEHIZEFT YRS
2010
Zhu G. Clin retrospective 77 none hepatomegaly in 11.7%, China 77 cases, death 1 i3
Rheumatol, 2009 pleuritis L), FF#4EEfE=. Favorable
AOSD .
in 11.7%, outcome 45 vs unfavorable
cases outcome 16: polycyclic,
pericarlditis o 26 chronic, death(6 cases: 4 with
abdominal pneumonia and respiratory
pain in 20.8%, abnormal failure, 1 liver failure, 1
transamiase in 62.3%, hemophagocytic syndrome),
Jjaundice 141%77LV T NSAIDS T
in 6.5%, >28 of total ZTAAR, FFisgefEEDE%E
bilirubinemia in 7.8%, HENTELV O EEHEL
elevated IBH [ threshold DRRENE
gGT in 48.1%, Lhiziy.
elevated ALP in 32.9%
Zeng T. retrospective 61 none hepatomegaly in 13.1%, China 61 cases
J Rheumatol, 2009 liver dysfunction in 23%,
RoslD pericarditis
cases in 24.6%,
pleuritis in 18%,
Mehrpoor G. Mod retrospective 28 none abnormal AST/ALT Iran 28 cases S HHEICEE T 5
Rheumatol, 2008 AOSD in 89%, BREAEELLALY
splenomegaly in 32%,
cases pericarditis

in 21%




Appenzeller S.
J Clin Rheumatol,
2005

retrospective

16
AOSD

cases

none

Liver involvement was
observed in all cases,
with hepatomegaly in
81.3%, increased liver
enzymes in 50.0%, and
hypergammaglo bulinemia
in 68.8%. Cardiac
involvement was
observed in 12.6%,
pleuritis

in 6.3%, and renal
involvement in 25.0%.

Brazil 16 cases

Chen DY. Arthritis
Rheum, 2005

retrospective

none

China 50 caess & HHED T
A TR

Andrés E.

Hepatogastr
oenterology, 2003

retrospective

17 ASD

cases

none

moderate (2N—
5N)transaminas es in 65%
and severe >5N
transaminases in 12%,
elevated gGT and or PAL
in 65%

FFig DA 17 cases

Ichida H. Arthritis
Care Res (Hoboken),
2014

retrospective

7
AOSD

cases

none

Liver dysfunction: 34/55
vs 7/16, hepatomegaly:
18/55 vs 5/16,
pericarditis: 3/55 vs
0/16, pleuritis: 6/55 vs
0/18, interstitial lung
disease: 4/55 vs 1/16,
ARDS:

2/55 vs0/16

Japan 71 cases, 55 non— RA
type vs 16 RA type

Kasama T. Clin
Rheumatol, 2012

retrospective

19
AOSD

cases

none

Liver dysfunction: 4/4
with HPS vs 3/15
without HPS ,
hepatosplenome galy: 1/4
with HPS vs 4/15 without
HPS.

Japan 19 cases, HPS IZ;EH

Kim HA.
Rheumatol Int,
2012

retrospective

54
AOSD

cases

none

hepatomegaly in 22.2%,
>1.2 total
bilirubin in 7.4%,

>40 AST or >41

ALT in 81.5%pericarditi s
in 20.4%, pleuritis in
20.4%,

proteinurea in 9.3%,

pneumonitis in 9.3%,

Korea 54 cases, good
prognosis & poor prognosis [Z
4+ TdHBgood: monocyclic,
poor: plycyclic, chronic or
mortality

Franchini S.

Clin Exp
Rheumatol, 2010

retrospective

66
AOSD

cases

none

hepatomegaly in 41%,
abdominal

pain in 24%,

pleuritis in 18%,
pericarditis in 14%,

pneumonitis in 5%

Italy 66 cases

Uppal SS.

Clin Rheumatol,
2007

retrospective

28
AOSD

cases

none

splenomegaly in 57%,
hepatomegaly in 35%,
pleural effusion in 17.9%,

pericardial effusion in
3.6%

Kuwait 28 cases

Kadar J. Best
Pract Res Clin
Rheumatol, 2004

retrospective

AOSD

cases

none

hepatomegaly in 55%,
abdominal

pain in 32%,

elevated ALT/ADT
in 4/18,

proteinurea in 3/18,
high ALP in 9/18

FHEEICEY SRR
4




Mert A. Clin
Rheumatol, 2003

retrospective 20
AOSD

cases

Yamaguchi's criteria Z ALY
THLT RS

hepatomegaly in 25%, v
elevated transaminase in
65%, pleuritis in

none

5%, pericarditis

in 10%, abdominal pain
in 20%,

pneumonia in 0%
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AR Bae CB. Medicine (Baltimore), 94:¢451, Reactive hemophagocytic syndrome in adult-onset Still disease: clinical features,

2015 predictive factors, and prognosis in 21 patients.
Ichida H. Arthritis Care Res (Hoboken) Clinical manifestations of Adult-onset Still's disease presenting with erosive arthritis:
66:642-646, 2014 Association with low levels of ferritin and Interleukin—18.
Kasama T. Clin Rheumatol 31:853— Correlation of serum CX3CL1 level with disease activity in adult—onset Still's
860, 2012 disease and significant involvement in hemophagocytic syndrome.
Priori R. Rheumatology (Oxford) 50:776-780, Markedly increased IL—18 liver expression in adult-onset Still's disease-related hepatitis.
2011
Zhu G. J Clin Rheumatol. 15:284- Liver abnormalities in adult onset Still's disease: a retrospective study
288, 2009 of 77 Chinese patients.
Zeng T. J Rheumatol, 36:1026— 1031, 2009 Clinical features and prognosis of adult—onset still's disease: 61 cases from China.
Mehrpoor G. Mod Rheumatol 18:480-485, Adult-onset Still's disease: a report of 28 cases and review of the literature.
2008
Appenzeller S. J Clin Rheumatol Adult-onset Still disease in southeast Brazil.
11:76-80, 2005
Andres E. Retrospective monocentric study of 17 patients with adult Still's disease, with
Hepatogastroenterology 50:192— special focus on liver abnormalities.
195, 2003
Kim HA. Rheumatol Int 32:1291-1298, 2012 Therapeutic responses and prognosis in adult-onset Still's disease.
Franchini S. Clin Exp Rheumatol 28:41-48, Adult onset Still's disease: clinical presentation in a large cohort of Italian
2010 patients.
Uppal SS. Clin Rheumatol 26:1055— Ten years of clinical experience with adult onset Still's disease: is the outcome improving?
1060, 2007

TR lliou C. Clin Exp Rheumatol 31:47-52, Adult-onset Still's disease: clinical, serological and therapeutic considerations.
2013
Hot A. Medicine (Baltimore) 89:37-46, Reactive hemophagocytic syndrome in adult-onset Still disease: clinical features
2010 and long—term outcome: a case— control study of 8 patients.
Chen DY. Arthritis Rheum 53:320— Association of intercellular adhesion molecule=1 with clinical manifestations and
327, 2005 interleukin—18 in patients with active, untreated adult-onset Still's disease.
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Mert A. Clin Rheumatol 22:89- 93, 2003

Fever of unknown origin: a review of 20 patients with adult— onset Still's disease
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SEAIES A 93?%:)12%:5;\#?6%55@%l:liEU)J:
2% *I\ATRYRY, FEESE
HR ASD FRALL DFHEIL B (-2)", “H/EE (1), “{E(0)” DIERRE
- - FEDIE B ()", "B, HE(0) DIRBTIE T REKIEMEE S
A DL, WRE, HCERE, FRE - LRERE
REEOFHEIL S (+2)", & (+1)”, "{E(0) " D IR
Faf:ich L FEDHIXE(+2)”, " (+1)”, K (0)"DIRFETIE TURBIKICRMESES ET7 I
ML EIZRRICEED S
T IrAL ASDDEBHEDE
AT RYR %
HERE i 4l
BRIRT BY \5g | 2om EREREw SER R YRHAB(FINHLE)
INA INAq (N A NA
TR PR TR 72
7% At [z " m
—. B® Y57 |67 |7 7% 2R BE L Poll: Qb ol AT A HE
S 1) _
wra—k gy T7P01 o x# (00 T @ BB ox 35 we oA wE 0T FPms ma o0 ma s 00 BF mm mmzm
nE LE =7y DR % T |FE 54 F F ) (|
7 &
Bae CB, 2015 AP 0 0 0 0 1 =1 -] -lna [NA NA O NA INA INA NA |NA
n
;gf;‘ R I 0 0 0 0 =i -1 -1|Na [NA NA NA INA INA INA|NA
ZhuG2009 | g iy 0 0 0 0 =i <1 -|Na [NA NA NA INA INA INA|NA
Zeng T, 2009 | g i) e g 0 0 0 0 =i <1 -1|Na [NA NA NA INA INA INA|NA
g"oz'gpwe' I 0 0 0 of -] - —1| -1lNa [NA [NA [NA [NA [NA INA NA
’;gg;”ze”ersf I 0 0 0 of -] - -1  -1lNA [NA [NA [NA [NA [NA INA NA
’z*gg;éSE' FEBIETE 0 0 0 o -1 - -] -1[NA [NA [NA INA [NA [NA [NA |NA
Ichida H, 2014, I R o0 o o 0- -1 ) -1NA NA NA [NA INA [NA [NA [NA
H
KasamaT, i)t REBR 0 0 0 o | - -1 -1|Na [NA NA NA INA INA INA|NA
2012 %=
Kim HA, 2012 | o s 36 0 0 0 0 =i -1 -1lNA [NA [NA [NA [NA [NA INA NA
z;al'ghimsf B 0 0 0 0 =i -1l  -1|NA INA [NA |NA INA [NA |NA  |NA
;Jgg;\lss, TEBIEH 0 0 0 of -1 -1 <1 -1fNa [NA NA NA INA INA INA|NA
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Kim HA, 2012 FEBIETE NA NA NA NA NA NA NA NA

BEAAES A CQ9 ASD [CEHT DIEBREEICTED LS
71 BEDDHHD KATRURY, FEESE
xR ASD BRACO DAL S (-2) ", “H/ERLN(-1)7, B (0) " DIEXEE
FEDF'E(2)", "B (-1)", “E0)"DIRHETIE T RABIKIZRBSES
A DRE, IRE, HCERE, S wrinEm
REBOFHEIL S (+2)", “H(+1)", "{E(0)" D IR
- HL FEDIFX ' EH2)”, "R (+1)7, “E0)"DIRHETIE T RBIKIZRMSES ET7OF
& HLZEIZRIFRIZEED D
FIorhLl AEFHORE
LT RYRD*
HERE i 4l
ERXT B B2 zow EREE FERE YRS AR (P IRDLE)
N A
FR TR |FR 72
7% At |z o -
eap g = Y57 |67 |7 7% BER DR B xt 18 B ft A T A & R
wra—k P gy T7P 00 o kw007 TE mm BB ox 25 we oA wE 70T FPms ma o0 ma s 00 BF mm mmzm
nE LE =7y DR * X |EFS & B F ) (fi&)
&
Bae CB2015 | oo oy e 0 0 0 o -1 -1 -1 -1lNa |NA [NA [NA [NA [NA INA NA
'zcgija N RIS 0 0 0 0. =i —1.NA NA INA INA |NA [NA [NA |NA
, ®
ggslaz’“”’ TR TR 0 0 0 o | - <1 -|Na [NA NA NA INA INA INA|NA
H

AAVMEELT B EIVICEA)
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CQ9 ASD ITEH T BIEBEZICIFED L

BRAIKSA2
71 SHADHBHD KATRURY, FEESE
% ASD BRALOOFHEIE B (-2) 7, “H/8LN(-1)", “E(0) " DIEXFE
FEHIF (2", "R (1), "E0) DIRETIE T RBIKICRMEED
A IMRZE, RE, HILERES, FES ok FRER i
KRIEE QL E (+2)", "B (+1)”, "{E(0)" DIERME
- £L FEDIFX ' EH2)”, "R (+1)7, “E0)"DIRHETIE T RBIKIZRMSES ET7OF
< AL EIZRIMEICEEDD
T INhL EHIZEDFERDOEL
LT RYRH*
BERTRE i 4l
ERXT B s zow L REE EEEE YR AP AE)
N A
TR TR TR L
TR L[ .
NP = L7 (262 |4 = xR ft AT A A R
gga—r T gy TTP0ks xo mm MO FE g BH 0 B BH 00 TF mm mEzm
nNE LR |—7y ©#& % F 8 F =) (&)
8
Bae CB, 2015 | v o e NA [NA |NA [NA |NA |NA |NA
Zhu G, 2009 S NA NA NA NA NA NA NA
Zeng T, 2009 eI NA NA NA NA NA NA NA
Kim HA,2012 FEBIETE NA NA NA NA NA NA NA
Uppal SS, IR NA NA NA NA NA NA NA
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BRI A CQY ASD IZ&HT BMBEEICIFED LS5 DA
: HdH
PO ASD IETYRADBEERCTIE 38 (A) " MDRA—, BEHFRIEFHE(C)ADRE—F
* BRADEE )7, "R/ (1), E(0) 7 D3RR
. #* IETUXMIRSIE"5R(A)”, “H(B)”, "§8(C)", "ETHHLND) D4R
*HER L
TEFU B YR NB (T oA LER)
Z0Hh
# % iR | LRE me WE
FIrHL ;;f% N7 (K |TEE EHE K;(? * B ox ®E (% (A A e om ;;E {EHERR IEFY EEf A
wm AURZ Ex ke BE gpamw s B9 #H B & ADBE bowk
* wx B ¥ 5] ¥ 5 [~
iE
) o | kY B AR
01 ASDDEHHEDNE 4 E -1 -1 -1 0|NA NA NA NA NA NA NA NA NA EEI T k2= tmrYhies
Bl & 55(D)
it
. . B
02 BRAHDIRE % B -1 0|NA NA NA NA NA NA NA NA NA JEHIC 6|t BHEL
W % (D)
2/ E
%
03 BHH- LD FHDEL ErLES =1 O|NA NA NA NA NA NA NA NA NA FEEIC S\ngenpRmIL
&5 55(D)
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caQ 9

ASD IZA#HI IEBEZTICIZEDNLSLGLDOINH LN

P ASD DfEsES

I MRE, fRE, HILERS, FEE

(¢} L
i ER A 3C A ASD D& BHE
o1 ASD D& HHED T
FEEEOFELD 3 DOERIRERRAZ, 9 DDEFEEAR THEETH-T-
NAFRYRYDFELD 2 DDERIFBARTEE, 1 DDEFIXBHAEL 5 DOEFEERARTHEE, 4 DOEFHEBAR CIEETHo1=

F—RIEZEDHDFEED

3 DDIEFIRRIATE 9 DDEFIKEAR TIE—EEFIEMI 1=

12 DEAREHET ASD IZEH T LBIJEE RSN TV, FFIEX, AST/ALT £/, ALP 5, (DEH, MR,
¢ GEMBE R 2), TH-BUH-EE BEENZBFON:. FEXE 11 RETERIO, 11.7%05 81.3%DAH RS
iz AIEEEORETRHE TEGMN 1Y, 81.3%, 62.3%ELVSEENIMEFRLE, 10%E ~30% BICthDMENEF>
THY, BELTIDEEEHELEZDIENEEDESS.

AST/ALT LR Tl AST>40, ALT>41 ARBIERITHE ARSI ZIEIETHY, 23%~89% LXEL MU RLNTz. REND
BIEFETOBFHICERELDEINGC, GHESNLLEETHREN 11 B3t 8 HETHY, 50~80%EDEFHERLEZS
h3. ALPIZBALTIZ2TAR TE RSN, 65%, 48.1%ThHof=. DMEXIE 9 AR TRIIN, 2.6%MD 24.6%EfRmI=UAKEL
Y, B%RFED 3 FMEZEICE 10%DD 20%BTHE THY, BELF 10~20%EHHTEMNHED. MELIL 6 FETRIISAT
BY, 6.3%~18%EMESNTIND. Fiz, IMEMEMAIL 5 ARMSDMETIE 0%~9.3%5ThHo1=. DIEL - MR 4 - JEHE
R IEVT LB A EABRTINTOEL,. TH-IEHE 1 IR T23%EDHMENH DDA THoT=. £ HILBEE
ETRETEMALLTHEAENRLEESREASNATEY, 5 RKY 2.3%505 24%ERESNTLVDAY, 2.3%D 1 FEERRLY
f= 4 I TIL 20% B DI/E LTS THY, H 200D EFHELEZDIONZLLBEDLN . BREEEAR-MEILTF=UIE
MoIEETSN, 2 AR T9.3% 25%ThHho7z. LEDKSICHRIZYDZWRETHY, FIEHIXBHARH LU LEH KB
BTHHHOIETURIFIEFEIZFHL(D).

02

BEAHORE

FEEMEDELD

1 DOEGIFEHRE | DDEFIEFAERTRE, 1 DDEFRBIHESE | DOEFHEEARCTHERETH1=

ILFPRYRIDEED

1 DOEFIFBIARE | DOEHNEBARCTEE, 1 DDEHIXBHAERE | DOEASEEAR THEETH-

F-RitzDMhDFEED

2 DDEFIRHBHARE 2 DDEHNEBRARTEETH-

FMRESNTBBREETOFEICLLABEALICEAL TR LIZBE LM >z, ASD O 80%LL LT NSAIDs %5, 90%LL E

Hemophagocytic syndrom & 5 CRFEZMNROHONHMEEAEHY, hemophagocytic syndrome TlAzathioprine, IVIG D {#
SENSWMERMNHELET HIEM 1 Hldo7z. EL<hemophagocytic syndrome DHHETLLEILFHIF TIL, hemophagocytic
syndrome EHHHICHEZENEEICHRISECY, BIBRERIVEL/NILRER, IVIG BAEOEENSLMERICH 1. &z,
ASD % RA B1& non-RA BRI TR AL =3} & TIE, non-RA B TR XD EHENBULMERIZHY, non-RA BITIL MTX,
SSZ &Lvof= DMARs A YR ELEI D FAEEE M H EIZE< cyclophosphamide /SILABEDSEENSILMERIZHoT=. =
NoDEERMNS(E, BOHTRENTIEH DD, FESEHESIEFCIYRNAEREZRIRT SERIREINT-. —AT, BT
RERIVEAARGS RIGAEGI EAR SRS X AL CEsREEL LLBERETLHRE 1 fiTE FESE, DEX RIEXOSHOE
FEIFRBREERILEOADRGEIEHELGENDEAERTTONTL 5. ULE&Y, FESEE6HTHERNTIYRAIAEI B
IMENBERMNREESNDEDOD, BIBREERILESADRIGHELEREZTO S HEBRLEEEZILNS.

03

EHICEDFHROEBAL

FEEMEOELD

3ONEFIEEARTEE, 2 DOEHNEEARTHEETHO

IMFRYRYDEED

3ONEFIEEARTEE, 2 DOEHNEEARTHEETHO

F-RitzDMOFEED

5 DOIEFIEEHARCTEETHO1=

AV

1 RICEWVT, BIBREBHELF % (polycyclic, chronic FREER LI-EA, RLHEFEFREALELTVD) EOEBM A
WESRESNTIVS. —A T, chronic RS ERUIES, B DA EFEFREALLIIGEOBBAHEL TR OKRET
(Fi&BITF 45 BI- FHRTR 16 ) TIE, MIEs, EHEMERM KR, RTOCFNULATENEFEICFETREAET HEHRE
SN Tz, Ff= hemophagocytic syndrome &HH5I TAHEZ & HAZIMERMNHY, BREORCELSSIMERICHDETS
|EMN1 Bl ot-. OEGIEBEMAFRTIE, ETHOERERBTHICEFEY, BEFEZRVTLAHTHERES, DIC %
ERELTL . LKL, FFEEH ASD IZRDEDHNERIEORELEDRRICKDEDHDRETHEINTLVEN Tz LI E
Mo, TETURIGIERICHOA KRS, MEERMEDOESHMNFTERT R (chronic 1HFE, L) LT ELEZ5N5.
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12 KOBEFAE (3 DOEERIXT FBEFZE RFARX 1-31& 9 DOEHFIERE FRARX 4-12]) 2RI SR 2L -

ASD (& HHT DlfisrEE ICBL TIE, FFIEX, AST/ALT £, ALP £J, IDE%, MIfR%, fhik GEMEMSMK), TH-IBL-iEfE BESHAEFO NI, &
HICKYEHFITKELGRYLHof-. RLEEHNSVOXFFEE cHY [IRAMRXI 2-12], FFEEKRA 10%E ~30%E, AST/ALT LFEH 50~80%E D EHEL
EZbhf-.

ALP ERICEALTIX 2 AR TOHERIN, 65%[$EFARX 9], 48.1% [EAMX 51 THo1=. DIER[FAMI2-5-7-10-12], Ml A 2-5-6-8-10-
12], JEMBE MR 2 (ERAMX 2-10-12] VT LB AELIHRBIA TES T, EHFEETNThEH LT 10~20%, 6.3~18%, 0~9.3% THo7-. JHILFRES
ICEL CHIEREVSBRGETHEEENETHY, | IREBRVTEE & T 206D EHETH>1-. BERBEFIEAR -IBILT7F=UEISEEHSIN, 2 AR T 9.3%
[£RAR 10], 25% [{RARX 81 THo1z. LD KSIZBLYDKEVHARTHYIE TURIEIEFEIZFHELV(D) A, ASD (ZEHT IBBEZTIXFESIRLE

< DEZ, MRE, EMEER %, HIERES, BEENEIYSHLEZILNT-.

[EEEEDHELARAREICEAL TEERITLZERE (XA 27=h%, hemophagocytic syndrome SHHIIZEVWTHEENFEICEEICEIY, XTAAF
RNIVRER, KEAVTY OIYUERGERAIGAREEMT 2EENSMERIZH>=[FAMRX 1]. —AT, BIBEERILEV RS RISEF EFBERICK
BIL TR EE LLEARET L3RS 1 BITIE, FFEE, DIEXR, MIEXOSHOFEERIBTRERILEY RIGHELHBELEV SR D ToN - [ERAMRX 10]. >
T, FFEEZ &6 5 ASD fEAITIZLYRALABRIERSNAERMMNTESNLED0, BlIBRERILEVADORICEEEFEZDEHLERLTEEZLND.

IETFURLALIGIEREIZHELVD).

[BBREHHELFRICELTE, MEMICHBENFRTRICHUDETOTVLERRTHMELRHA, BIHEZEERUIES, RTHEFRTRELS
BLESAOBBEHECHROBRE 1 HlIZBEVTIE, BWEX, FMEEMAAARICFRIRICEET 25N, FEEEFRICIIHEBEI G > HRARX
5]. 2 TIETUALALIEFRIZHEN DA, MR, FMBEEMXOGHSFRFREFICEFONIAIRESHERESA
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B4R ASD [ZEH#T 57077 —UEHALER B OBRRBI T ZITH
cq 10
T—ER—Z PubMed
Bt 2015/07/29
BRE K
# BmRI SCHR%L
#1 Search Still's Disease, Adult-Onset[MH] 997
#2 Search Macrophage Activation Syndrome[MH] OR “macrophage activation syndrome”[TIAB] OR 2,911
Lymphohistiocytosis, Hemophagocytic[MH] OR “hemophagocytic syndrome”[TIAB]
#3 Search “2000/01/01”[DP] : “2015/05/31"[DP] AND (English[LA] 6,378,525
OR Japanese[LA]) AND humans[MH]
#4 Search #1 AND #2 AND #3 62
sS4k ASD (2B BT B3 o077 — U B AE IR B OB REF BT AR < H
cQ 10
F—HR—ZR EdE
B
BRE
# BRN SCERBL
#1 (Still JF-FLA/TH or BRARF JLIK/AL) 1,704
#2 (RHOI7—UFEMACEIREE/TH or 7077 —F AL AEIREE/AL) 281
#3 (MERE RN/ SHABEBRAE/TH or MEKE BIAEIREE/AL 4110
#a #2 or #3 4,351
#5 #1 and #4 155
#6 (#5) and (PT=2E < CK=EM) 67
#7 (#6) and (DT=2000/01/01:2015/05/31) 62
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NGC

NICE

PubMed Cochrane [E™HiE EMBASE WHO

62 62

PsycINFO®

CINAHL  Others( )

Total records identified through

database searching (n= 124 )

Additional records identified through

other sources (n =

Records screened (1st Screening)

(n= 124 )

Full-text articles assessed for eligibility

(2nd Screening) (n= 16 )

Studies included in qualitative synthesis

(n= 6 )

Studies included in quantitative synthesis

(meta—analysis) (n= 0o )

Records excluded

(n= 108 )

Full-text articles excluded,

with reasons
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3
Xk BT P 1 0 2 axvb
Bae CB. retrospective 21 cases with clinical and none Possible triggering Diagnostic
Medicine HPS, 88 cases laboratory data factors, splenomegaly, confirmation by
(Baltimore), without HPS and hepatomegaly, and biopsy may not be
2015 17 cases with lymphadenopat hy, essential if typical

HLH relapse rates, clinical findings of
leukopenia, anemia, RHS are present.
thrombocytope nia,
hypoalbuminemi a,
hypofibrinogene mia,
hypertriglycerid emia,
hyperferritinemi a, and
elevated lactate
dehydrogenase levels,
long— term prognosis

Ruscitti P. retrospective 21 cases liver and none H—ferritin, L— increased number of
Autoimmun Rev, with HPS BM ferritin and CD68 CD68/H- ferritin positive
2015 biopsies, clinical expression in BM and cells significantly
and laboratory liver by IHC, the correlated with the
data severity of clinical severity of clinical
picture, the mortality picture and this specific
rate BM infiltrate correlated
with the mortality rate
Kasama T. Clin retrospective 5 cases with HPS, | clinical and none serum levels of IL-18, high serum CX3CL1 and
Rheumatol, 2012 and 14 cases laboratory data sIL-2R, CX3CL1, ferritin in patients with
without HPS CXCL8, CXCL10, AOSD reflected the
CCL2, CCL3 and presence of HPS.
ferritin
Kalyoncu U. Joint |retrospective 7 cases with clinical and none complete blood count, Vitamin B(12) levels
Bone Spine, 2010 HPS, and ?? laboratory data serum levels of were significantly

cases without ferritin, higher in the pts with

HPS transaminases, MAS than without
triglyceride and rMAS. The specificity
vitamin B(12) (75%) was 75%

and sensitivity was
100%.
Hot A. Medicine retrospective 8 cases with clinical and none Admission to the Low haptoglobin levels,
(Baltimore) ,2010 laboratory data intensive care unit, very high ferritin levels
HPS, and 44 . .
X including fever, salmon rash, (>10,000

cases without . .

HPS treatments arthralgia, microg/L), and a normal
lymphadenopat hy, or low neutrophil count
and shock, Serum seem to be predictive
ferritin and factors of the occurrence
glycosylated ferritin, of RHS in AOSD.
coagulopathy;
hypertriglycerid emia

Arlet JB. Ann retrospective 6 cases with clinical and none fever, polyarthralgias RHS should be evoked in
Rheum Dis, 2006 laboratory data or myalgias, a patient with AOSD in

HPS, and 44 . .

cases without including lymphadenopat hy or the absence of -

treatments splenomegaly, hyperleucocytosis ,throm

HPS ", . .
pharyngitis, rash, bocytopenia, lymphopenia
pleuritis, and coagulopathy, or in
hepatomegaly, the presence of high
leucocyte count, serum ferritin and
anaemia, triglyceride levels.
lymphocytopeni a,
thrombocytope nia,
hyperbasophilic
lymphocytes,
abnormal liver
function tests,
triglyceride, ferritin

Maria AT. v | MRS HYLELTHITTHL

Autoimmun Rev,
2014




Gerfaud—
Valentin M.
Autoimmun Rey,
2014

v | Review

Gerfaud— Valentin
M. Medicine
(Baltimore), 2014

v | 7ono7—UFEMALE
&8zl

Ichida H.
Arthritis Care
Res (Hoboken),
2014

v | RA LR

Moore C. J Clin
Rheumatol,
2013

v | ZTUFUBLADKRE
LY

Reddy
Munagala
VV.Int J
Rheum Dis,
2012

v | ASD &{&

Wang A. Int J
Hematol,
2009

v | HLH ®3/ix

Singh S. Clin
Rheumatol,
2008

v | 2BlIEENRLDH

Kirino Y. Arthritis
Res Ther, 2005

v | HLH & ASD 2+ TLV%

Aeberli D.
Swiss Med
Wkly, 2002

v | HSP [ZHHELTHLY
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correlate with the severity of the disease.
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cytokine and clinical expressions.
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13:708-722,2014
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93:91-99, 2014

Adult-onset still disease: manifestations, treatment, outcome, and prognostic factors in 57
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Clinical manifestations of Adult-onset Still's disease presenting with erosive arthritis:
Association with low levels of ferritin and Interleukin—18.
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Singh S. Clin Rheumatol 27:35- 39, 2008

Adult onset Still's disease: a study of 14 cases.
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624, 2005
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BEH RS2 CQ10 ASD IZ&HT BT /nI7—UiE N
BRIARSA LR B DERFREOHHIE 1= 10 AT AR R
& ROAT7—UEALE IR EFSASD BRALL DL (-2) ", “Hh/BELN(-1)", “{E(0) " DIEXRE
ey BB RERE (RN J)F FEOIEED), B, EO) DIRBTIE T RBAIRREE D
> 10). BHHR MFARE) " ERE ORI B2, (1), ) DI
@ RHOAT7—UEELEREFHEASD FEDIEE (+2)7, "R (+1)7, "E(0)" DIRMETIE T RBIKIZRBREED KT Ih
AL EIZRIRIZELD S
FobAL OBV EEALERBEDZ
IRLFRYRH*
BEATHE i 4l
%#} ;%;?j ﬁﬂj ﬁ(‘ 2 | zom ERERE JEE YR (T IHLER)
AR
FRX PR |FR 54
FTE |Fx B
L 9a7 &k 2 A |t A R
WRa—k BRI Y% |+ 0 o [mu BH 0 BF mm mEsm
F (1)
)
Bae CB, 2015 EWI%}‘E@E& NA |NA [NA |NA |NA |NA
H
2R(l;1$50itti P, S NA NA NA NA NA NA
Z(;s:ma T, EWI?‘TZ‘EW NA NA NA NA NA NA
H
Zg%oncu u, EW]?‘H’EH NA NA NA NA NA NA
H
Hot A, 2010 | IEBUAHRER NA |NA INA [NA  INA  [NA
H
Arlet JB, Eﬁl?ﬁﬁ!ﬁﬁﬁ NA |NA [NA [NA |NA |NA

2006 £

AV (ST S RIVISEA)
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CQ10 ASD IZE#T 27 InT7—UFE M

UERAIES 12
SRR LA 1B DBRER AV BRI A KNATRYRY, FHEEHE
HE OO P — S E A S RH A ESASD BRAL L OFFEIE E (-2)", “5/FEN ()", “IE(0) O3B
FEDIEE(-2)7, " (-1)", "E(0) " DIFFETIE T RBKICRBSE S
A S, ﬁﬁlif%,_ﬁﬁiﬁiﬂﬂﬁﬁ, JzF o+ ERBER N
v, T6), BHMR (MKEEH) ZIBEOFHEIE S (+2)", "t (+1)”, "{E(0)" D IEERE
- THO77— S E AR IR B E 1 LVASD FEHIFE ), "R+, E(0) " DIRETIE T ABKICRBREE S HT I
AL EIZRIRIZELD S
FobAL ABRAHDIRTE
LT RYRD*
BEAHE i 4l
%#} ;%;?j ﬁﬂj ﬁ(‘ 2| zo# FRERE SEE YRIAB(TILDLZE)
AR ¢
FA TR |[FR 72
Tl FE R+ [, o .
e, ER VL7 267 |48 & = } A | A = DRI
gEa—k TR g P70, 0 mm N0 FE g GO [ BH 00 TR @ EEEM
LAl ;7"7 D F f*® 8 F ) (fi&)
&
Bae CB, 2015 EWI?@‘E@E& NA NA NA NA NA  |[NA
H
Zg?:ma T, i‘m;wmﬂﬁﬁﬁ NA NA NA NA NA  |[NA
Ea
Hot A, 2010 Eﬁlmﬁﬁﬁ NA |NA [NA |NA |NA |NA
H
lec: JB, EWI?@IEEB? NA NA NA NA NA  |NA
H

AV EET S RIVISEEA)
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BRAARS A CQ10 ASD [Z&H#T 23077 —UE R
BRAAFSA~ D At KT RYRY, FEEEM
wtE THOT7— S E AR E ESASD BHRADOFHEIE & (-2)", “H/ERWN(-1)7, “E(0) " DIERRE
FEDIE"E(-2)7, "B (-1)", & (0) " DIEFETIE T RBIKICRBRESE D
A EE, BRKE, RERE (MR, JzUF ok FRER
>, TG), B R (MKEREZ) £IEEOFHEIL S (+2)7, "dh(+1)”, "{E(0) " D IR
. AT —SE AR B DL ASD FEDIE T (+2)", "B (+1)", HE(0) DIRMTIE T RGBS D BTk
A ALTEIZHIFRIZELD D
T oLAL BREICHESIER
IAFRYRD*
BAHFHE - 1E )
RERT B 5% zom LRER SR YRY A (TS L)
n A
72 7R PR D2
FE FE At [z " e
NN = DE7 267 |2 & BER R R R xR A | A e R
mra—k TR 0wz TTP00 xn xk N0 T mmomm ox 25 we aa mm 70 FP s ma oo Ba BH 0 5 EE EEEE
0 LA =7y om 7 & |x@ oz 8 |7 8 |7 (D
E 7 B
Bae CB, 2015 IERIAER | _ B | - o o0 - oo o o o o o o o oNa NA [NA INA NA |NA [NA |NA
n

AV (T S RIVISEEA)

[ N I I B
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CQ10 ASD IZ&#T B3R T7—UE M

BRAMFS12
> AR DB R R 3751 0 WAATRYRY, FEEH
FSP) THOT7—SEMAL R E ESASD BHRADOFHEIE & (-2)", “H/ERWN(-1)7, “IE(0) " DIERRE
FEDIF B (-2)", " (-1)", "E(0)"DIEBETIE TURBIKICRBSE S
A HHE, BRRR, RERE (%K, 7zUF o FHER
v, TG), BHATR (MKRERK) FIEBOFHEE E (+2)7, " (+1)", "€ (0) " DIEXFE
s THO77— S E AL IR R A DT LVASD FEDEXEH2)", " (+1)", E(0) "DIRBETIE T RBKICRBRSE S KT I+
; ALZEICHIFRICEED D
FobAaL BHIZEBFROEL
IRATRYRY*
EAFE = iE 7
:;!i#j ;%;?:r{ ﬁlﬁ ﬁ(‘ﬁ T ERERE JEE YR (T IHLER)
AR ¢
FRA |FR PR 7z
T8 Fx |F+
N = - O = R
g B R 9L7 2% |4 7 £ A RA L g MR
mgra—k T 0 mr TTP0m k0 w00 T oo [mu BH o0 BF @ mE=m
DE LE |—7v D & 72 153 B F ) (€]
E b
Bae CB, 2015 Ewmﬁﬁﬂ - B - =i NA |NA [NA [NA |NA |NA
v
Hot A, 2010 | TEBURIFERR -1 NA NA NA INA |NA [NA
v
/ngsg JB, Eﬁlmﬁﬁﬁ = = = -1 NA |NA [NA [NA |NA |NA
v

AT S RIVISEEA)
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BRIAIRSM1> CQ10 ASD IZ&HT B7oO77— U B ML RERE
DEE R HIEARITh
PIE-3 X077 —UEACER L SASD . . B
IETURDESIERCTIE 58 (A) " HHRE—b, B REILTE (C) Mo RE—k
- . * BRACUIEE(-2)", "H/ERN (1), “IE(0)" DIERRE
A SR BEIR(R, RERR(MARM, 72T, 10, o TEFUROBELHA), "B (B)”, "BH(0)", "ETHEND) DI
BRI R (MR ARR) ook BEMETYNLDEE (1~9)
%@ 2077 —EHALEREE EHIELASD
TEFURBH YR ANB(TILhLEK)
£30%
B R g | EFE R MR e
TIMAL FHA M7 E—R TR FEE P # Boxt B g (AT A ) (g R B |EEERM IETY EEE oAb
v/ B | AYRY g T 27 =g (B 2 B 9 H o9 B o (78 o & ADBE | s
nH E wx (B ¥ & F ) & *k
9iE 451l 5t
o777 —UERLERE  |BH%ES
D 2, i -1 -1 -1 0|NA NA NA NA NA NA NA NA NA EE((O)) 8
BT
2
FiE {5150
ABRAHDIRE B -1 0|NA NA NA NA NA NA NA NA NA ETELE 8 ABUAD LLBAREHHE
4o L\D) REL
e
BREICHIERE BERR -1 =i 0[NA NA NA NA NA NA NA NA NA LTEE 7
12 L\D)
FiE {5150t
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caQ 10

ASD (& #5077 —UEMALE R OBRKRMHRITZITH

2077 —UEMALERE

B, BKg REER (MKEK, J1UFY, T6), BHAR (MKERB)

L
i ER A 3C A ASD D& BHE
o1 RYAT7F—UEMALEIRBEDZE
FEHEMEDFLD 1 DOEFIXBHAR CIETIFEEMETIELS, 3 DOEFIBHARTIERREE, 1 DOEFIXEHRIE 1 DOEHEEMARET
[IEmMot=.
NAFTRYRHDFELSD 1 DOEFIEBHARTIENATRYRVIFEL, 2 DOEFIREBEHFETIEFEE, 3 DOEFBHAETIEEL o1

F-RitzDthDFEED

1 DOEFEBEARE 1 DDEFIRBHARTER~FE, 4 DOEFIHBHARTIIMEETH 1=

5 DDEAMEHMET, ASD BERTYI/OT7—UEMALERBEEHEEIL, 12,153,193, 21, 41.2 %EELDH B,
N2%EBETH-HRIL, BHERETOIEFICRSBINETO>THEY, NATRYRINERNHED. 2018,
BEZ 10~20%DFEHTHEEEALND. BERETIE, 2 DOMETEESHBLVERICZASIERELT, BIE, Vo E
BAHLHY, thD—DOMETHEIELZ L MERIZH 1=, 2 DOHMETIETEEE LM 1. 2 DOHETIE, 3 ZEFETMH

B (MK <3400/mm°, AESOEY <100g/dL, /MR <10 5/mmS) 22 3HIEHEIZE{, —DOHETH
BInF - AMBRHBES~ETHANEEIZEZL —DOHETIIAMBKIZIARITIETLTL M1,

AV IUFUIE, 3 DOMERTYIAT7—UFHALEREFESHHALVERIZEL —DOAFETIEHFIZ, 5000 ng/mL L ED
BlEZETRHEECEEENH 1= TG I, 2 DOHETHEIZEH- TV -,
ZOt, —DOWMRETIK, v /AT7—UFEHCEREEHAITERMEE 23> B12 AFREICHELELTEY, £RO—D20
R TIE, MiEH CX3CL1 AEEITELELTNS.
BHAMRTIX, —DOMRT, v/a77— R HLERF SIS 38.9% CTOHKERGMNRLh, EEHHITIE O HIT
Hotz. —DOMRIL, TURT7—UEHILERBOZHESHERTONKERBOFEICI>THELTLV . —D
DEGIEETIE, ABEHAREATHIELOD, B¥E-FFICHUT, CD68 [BIEMMA L-IFr &YL H-OZ)FUoEEE
LTWBIED, RBLEELTLALIERHELTLNS.

02 BEASORE
FEEEOETLD —DOEFIBAE CIIIFEREIEHEET, 3 DOEARBHRETIEEZETH> 1.
NALFRYRODFELSH 2 DDERFIRBHAE TIENATR)RVIEHEET, 2 DOEHNBHAECIETEETHo1=.

FE—EiEZDHOFELD

4 DOEFIHBAE T - BERFEETHO-.

1 DOEFIRBHETIE, v/AT77— B LERFES AT, FFEHHHILLEL, RTOAR/ULREGED 100%E
40%, IVIG HY50%¢& 6.7%<&, ZNENELEHONTOAIERICH =AY, BREITELS FRICOVTIEREL M o1=.
— D OEFIFBHE TIE, RTACRO IVIG, MTX, H1 TNFRIADERMEEICE TS, 7Y F4 T2 L NSADs, LS
DERBEETEAEICEL GHOIDANEREN 61.9% &, FEHHITD 182%LYLBFEIZE N o1=HY, ETEE 95%

JAVE L 3ANTHEE(T G, o1 1 DOEFIRBHART, 4 HINMTX, 2 SINSHAERTACE, 2 HlHH

TNFRATABEINTEY, $RTERELS>TL . —DDEFFBEHRETIE, 1 HINRTOCE, 1 fINESHERTOAS
K BIANEREXTOARENVIG, 1 IAERAEXTOAR, MTX, IVIG, 1 fINEHKTARINTSY, BREATASRE
IVIG JAEHIDAHFETL TL V=,

BEFETOHEDS, AHHIIHEITIZHEELIARITEL, BEO ASD OBBENTHOhTWSEEZLND.

03 BREICHSIER
FEEEOELD — D OAEFI X B TIREEHE LEM 1.
IRATFRYRYDEESD — D DGR BIRAE T/NATRYRYIEHIEETHoT-.

E—EHEZOHhDELD

— DDIEGIRBHR TIE—EMHESELIF=.

REZHSIREIBEHRERTH DN, —DOEFRBHRT, v/0T77—OFMHILERBFSHATOERERIZE TS

=P ) MEREBEBIEEEIL 389%THY, BERELYTIOT77—UFHLEREE MR E H TOHBHEELY (100%), TH
BB LY ELEBITIEBHICHAL(0) VST ENTEINT. &2 T, BRERE, RUVHIOEEZHICERTIEL
WeEZLNT.
04 EHHZEDFHOEL
FEEEOELD 2 DOEFIRBHAE TIXIEEEMETIES, 1 DOEFHBHRETIIHEETH 1=
IRATPRYRIDEESD 2 DOEFIFRHBHAETIZ/NATRYRYIEHEET, 1 DOEFIRMBRARCEEETHT-.




F-RitZOMDFELD

3 DDIEFINBHARET, F—EHIIBETH-.

—DDEFIFBHETIE, SHAOEMNEREM 21 5t 13 §1(61.9%) &, FESHHITD 88 Fildh 16 41(18.2%) LY H
BITED o=, FETEIE 21 fieh 2 451 (9.5%) &£88 Hilth 3 $1(3.4%) T, BLMERIEHDEDD, HFEEE G >Tz. —DD
EBIXBIETIL, FETEIL 6 Hldh 1 51(16.7%) & 659 Hd1 19 {51(2.9%) TRLEEASF I EINRBINT=HS, EHEH D
N8, BEEMITIEARL. 1 DOEFIREBIAZET, G608 FIAS, AEICHhDIHET, TRTEMLGOTLV:.
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6 KDOERHR (5 ADERARESAEFIXTBHAZ (EEARX 1-5], 1 ROEFIKFAR RARN 61) ZXARITSR 217012, AT FULADORERELGDIAEILMR
Mofe. IYATF—UERERBDOZEICONT, 5 DOERIMEHRKT, ThENEELITEILDD, 2007 FHenter HAMRRLIEREMIKE REME) /S
FEEBRIE 2 (hemophagocytic lymphohistiocytosis; HLH)ZE R &L= EAETH D HLH-2004 ANSE(IZEh, TLDEIE 8 DMD55, SEEIH ASD TGH)IZEZHL
ThD, @) DELLNEmIZFTEDELIZRAZEA 4 DIHRAMRX 1,2, 3, 4], WZEBLTELODHELIZHAZA 1 DIRARIS] THo 1=

HLH-2004 &Y
(1) =

(2) Picest 2 R TOMERGD
CAESOEY < 00g/L, H/MESE < 100 x 10%/L, 17 HhERE < 1.0 x 109/L
(3) BTV RURIMESIFET(TY /5
: TG 2 265 mg/dl, 74T /5< 15 g/L
(4) B8 BREE BTOMRERBHREE
(5) BHBEE(ILABRE)FE
(6) NK #ERGEHEAMEL EF2 (AL
(7) 2zuyF> 2500 pg/L
(8) wIs&tE IL-2 BAE > 2,400 U/ml
F1z, 2000 £ HLH DHRAIRE (FR)ESEICLTOEHRA— DB [HEAARX 6].

Proposed HLH diagnostic criteria, 2009 &t

TED 4 DN363DFH=T
(1) sm
(2) pm
(3) 7cEs 2 REFOMIKTL

(4) prs
WD, FED 4 D2D55 1 DEiET

(5) mxEBE
(6) zuFo=iE
(7) st IL-2 2EASIE

(8) NK #ERE M RIBE-(ZIET
ZDIED, BURBMIER

(9) & T
(10)g747 Y /5w s
(1)EFRy™ L




LROEEICT, ASD EHFTOIYOT7—UERALERBHEHHERE L, 123 51, 153 4], 19.3[#FRAMRX 1], 21 [HFRAMX 2], 41.2 %[#F
SR 31 EBVLA BT M 2%ESFETHO-FEL, HBRLBHAEREToESICREBAEToTHEY, NITRURINEL, BRIV HES. 2010, &
&Z 10~20%DEFETHHLEEZSNS (D). ERERETIE, 2 DOEFIRBIHART, FEHBEIVERICEHSIIEIRELT, BRIE U/ EEANGHY IRAMX 4], #h
OHRETIEEEEEGA o1z BHMBSBEBLITALN, BEEIEVLDLEEZLNS (D). 2 DOEFIBHETIE, 3 R THLERE/D (AMmEkER <3400/ L, ~
ES/OEY <100 g/dL, M/MR%EE <10 B/ L) Z 2T 5HFEEIZES<HRART 1, 4], — 2 OEFINBHETLEMNY - AMRBEE~ETHNEEICSH =R
A 5], =1L, —DOMETIEIAMKIIFEEICETLTELT, thOMERRICOVWTIXERE N A >F-[RARX 2]. mMEBEVEZHICERERMREEZLN
% (D). ZxUFUIE, 3 DOEFIRBHAETIIAT7—U B ELEERHESHEIEIYEHABTHEREICEIRARX 1, 2, 4], —DOHETIFFIZ, 5,000 ng/mL LL
LOEEEETIHEEICTHEENH>IRARX 1]. ERALS I FUMEXBIHICEREY—H—LEZL5N5 (D). TG L, 2 DOHRTHEICEH-THY,
ZWICHERLGY—N—LEZONS (D). ZOM, —DOWMETIE, v/OT77—JFHLERESHHITIIMEBE 43> B12 NEREICEVELTHEY [EMAM 3]
(D), ¥#=RID—DOAETIE, MmiFH CX3CLI NFEITHEVELTLS[RARX 2]1(D). BRARTE, —DOWMRET, ¥VAT7—UFE L EIRES H5It
BINTMHEREMNELN, FEAHHITIE 0 FITHHRARX 1]. —DOMEL, v/077—CEHLERROZHEERERTONKERBOEEIZL
STHELTWV:-[RARX 5]. BRTONKERBINBOOSNIZISEICITEELHELDIN, BOSNENIIBZEICEEEIFTERNEEZSN S (D). Ff:, —
DOEHFIERMARTIE, RHESPBEATHLLO0, BFE-FFICHSLT, CD68 BIEMAAA L-I)Fo &Yd H-OTUFUEEELTVDILEN, FBLEELTLD
LIEHLTWA RAEMRX 6]. ARICEALTIE, 1 DOEFIRBAETIE, /07— F HLEREEAHAITIE, IESHFILLEEL, RTOAR/ ULREED 100%E
40%, KEHU T OTYUEEN 50%E 6.7%E, FRENEMEHONATVDERIZH>1=HY, BEEEHL, FRICOVDTITRE LM o=[RRAMX 2]. —DDE
B BHETIE, ATAMROREHAII AT, MTX, it INFRADFEREEICE LG, 7HFFHT & NSADs, RERIDOFEREEIXERICEL 4660
HHBEEMN 61.9%E, EEHBEITD 182%LYLAEIZE A=A, BLEE 05%E34% THEEZITLAST=RARX 11. 1 DOEFIIBRET, 4 FIA
MTX, 2 BINERERTEAAER, 2 HINHTINFEETABRINTEY, TRTEMLL>TOEHRARX 4]. —DOEHFIRBHAETIE, 1 HINRTOA K1 HIHNEH
EXT0O4K, 1 fINERERATOAREREH VI OTYVEE 1 fINSREXTACR, MTX, KEH VS OTUUEE, 1| HIARAFTERSNTEY, SRERT
AOAREREH VT AT EED 1 FIOAHFETELTW=HRARX 5]. MEETTOETS, AHHIICHITIELLISAEELS BED ASD DEABEMSTHATL
2EEZLND (D). BREICHESIERELTIL, v/077—UEHLERBICEVTREZEIBREXERERTHSD, —DOEFIMBHAET, SHHITHOERE
RIZBIT2MHREREGHEEIL 389% THY, EEBMN 16.7%, RICHEEILMN 444% THD—H, BERENSIIOT7—UFHLERENE ENLZHITIXEME
IZHARLN(0%) EVWSTEM RSN [RARX 1]. UE&Y, BHERE, SHRERES FTRREBCPEELZFOLAVMARETRENICEHTEINELEZL
hi=(D). v9O77—CFHALERBEEHICLDFHRDOBAISOVTIE, —DDEFIMBHAETIE, SHEADANEREMN 21 fich 13 51(61.9%) &, EEHFITD
88 f5ilth 16 il (18.2%) KYLBEITEN o1=A%, FETLTIL 21 Fildh 2 41(9.5%) & 88 T 3 1(3.4%) T, EWMERIEHZELDD, BEZIFA, AKX 1]1. —D
DEFIFBHETIE, FELHRIL 6 Bk 1 51(16.7%) & 659 Fich 19 5(2.9%) TRELTERABDEMNRBEINT A, FEFIEA DL, BEMTIIAVDRARX
5]. 1 DDEHIXEBHET, E6:51 8 FIAS, AEICHHIDHLT, TRTERELLG->TWHRARX 4], LLE&Y, von77—UF M LERBEEHTIE, BROTEES
AELS, REMBEICETARERICERELFEEIHNEEZLONT=(D).

LlE&Y, 2on07—CFE M LERRAHICEIARBROENVOCFEOELFIHAEIRIA TGS, ESHOAEOEELHETIERLE
FELTULVERLY.
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