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Dis 2012
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FREAMST Arthritis Rheum 17:39-57,
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Adult-onset Still's disease: Clinical course and outcome
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Evaluation of clinical measures and different criteria for diagnosis
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https://www.ncbi.nlm.nih.gov/pubmed/?term=Vanderschueren%20S%5BAuthor%5D&cauthor=true&cauthor_uid=22510428

Kong XD. Clin Rheumatol
29:1015-9, 2010

Clinical features and prognosis in adult-onset Still's disease: a
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Singh S. Clin Rheumatol
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Sipahi OR. Med Sci Monit
13:CR318-22, 2007

Pooled analysis of 857 published adult fever of unknown origin

cases in Turkey between 1990-2006
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Adult-onset Still's disease
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Fever of unknown origin: a review of 20 patients with adult—onset

Still's disease
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Adult onset Still's disease
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Larson EB. Medicine

(Baltimore). 63:82-91, 1984

(1]

Adult Still's disease: Evolution of a clinical syndrome and diagnosis,

treatment, and follow—up of 17 patients

Reginato AJ. Semin

Arthritis Rheum 17:39-57,

1987 [2]

Adult onset Still's disease: Experience in 23 patients and literature

review with emphasis on organ failure

Cush JJ Arthritis Rheum

30:186-94, 1987 [3]

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




ASD CQ2

[4-1 TF—ER—ZBRFHHER]

and PT=25&8kFR<)) and (REFKE/TH) or (RFEEEIR/TH))

A4k ASD
caQ CQ2 ASD [ZHHMIGRERMR T H L5
F—HAR—Z | PubMed
=los 2015/7/16
BRE SR
# BRA X
“still's disease, adult-onset”[MH] AND (”diagnosis”[SH] OR
" “diagnosis”[MH]) AND (”Skin Manifestations”[MH] OR “Skin o
Diseases”[MH]) AND (Japanese[LA] OR English[la]) AND
(2000/01/01[PDAT] : 2015/05/31[PDAT])
A4k ASD
caQ CQ2 ASD [THHMIGRERMRIEHEHH
F—AR—2 | EFEE
=los 2015/7/16
BERE e
# BEX XHERE
1 (((still F/m-FLA/TH or BEART4JLE/AL)) and (DT=2000:2015 10

10




[4-2 XERBER7u—F ¥ —hk] PRISMAFAZHKE

NGC

NA

NICE

NA

PubMed Cochrane EfiE 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 =

3 )

Records screened (1st Screening)

(h= 269 )

Full-text articles assessed for eligibility

(2nd Screening) (n= 12 )

Studies included in qualitative synthesis

Studies included in quantitative synthesis

(meta—analysis) (n= 0 )

11

Records excluded

(n= 257 )

Full-text articles excluded,
with reasons

(n= 7 )




[4-3 —ZRRHYY—=2THD—ER]

i
XXHR _ P I c o] AUk
THLY
clinical records,
Lee JY, Semin 36 cases clinicopatholo
clinical photos,
Arthritis retrospective | with none | gical features
and pathologic
Rheum 2012 AOSD in skin lesion
slides
Yamamoto T,
systematic review
Rheumatol Int | review
TIXEL =S
2012
104 .
Kong XD, Clin SN G KRB
cases relevant clnical clnical _ _ .
Rheumatol retrospective none D M7 5T A £
with details manifestations
2010 AV 5] 1528
AOSD
2 cases
with
clnical and
AOSD
Fortna RR, J histopathologica clnical and .
and one DEFIREDT=O
Cuan Pathol retrospective | examinations none | histopathlogic
case with 2 ZAN
2010 of skin al findings
juvenile
eruptions
Still's
disease
Zeng T, et al. 61 cases common SHREENG KD
relavent clnical _ _ .
J Rheumatol retrospective | with none | clnical DEZ A iy
details
2009 AOSD features LN =8BRST
Mohrpoor G, .
28 cases | detailed history BB R
Mod common - _ .
retrospective | with and physical none DM MO
Rheumatol clnical findings
AOSD examinations W=
2008
Singh S, Clin 14 cases BB R
clnical
Rheumatol retrospective | with clnical features | none D 73 5T A £
manifestations
2008 AOSD AV 5] 1528
Uppal SS, Clin 22 cases | sytemic and BN KB
clnical
Rheumatol retrospective | with articular none DM MO
features
2007 AOSD manifestations W=

12




11 clnical and
Lee JY, J Am clnical data and

patients pathological
Acad Der retrospective pathologic none

with form of skin
2005 examinations

AOSD eruptions

22 cases

with
Vanderschuer AOSD clinical
en S, Clin Exp and 422 clinical characteristic

retrospective none

Rheumatol cases manifestations s, treatment,
2012 with and outocome

classical

FUO

70 cases

with diagnostic
Jiang L, J AOSD clinical and effecacy of
Rheumatol retrospective | and 140 laboratory none | clnical and
2011 cases measures laboratory

with measures

fever

26 cases
Crispin JC, with clnical

clinical
Medicine AOSD characteristcs
retrospective none | characteristic
(Baltimore) and 135 | and laboratory
s

2005 cases parameters

with FUO

[4-4 FIACE)XF]

£R AR 3C

Vanderschueren S. Clin Exp

Rheumatol 30:514-9, 2012

Adult—-onset Still's disease: still a diagnosis of exclusion. A nested

case—control study in patients with fever of unknown origin.

Jiang L. J Rheumatol
38:741-6, 2011

Evaluation of clinical measures and different criteria for diagnosis of

adult—onset Still's disease in a Chinese population.

Crispin JC, Medicine
(Baltimore) 84:31-7, 2005

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

Lee JY. Arthritis Rheum 42:
317-26, 2012

Evanescent and persistent pruritic eruptions of adult—onset still

disease: a clinical and pathologic study of 36 patients.

Lee JY. J Am Acad Der
52:1003-8, 2005

Histopathology of persistent papules and plagues in adult—onset

Still's disease.
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Cutaneous manifestations associated with adult—onset Still's

disease: important diagnostic values.
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Clinical features and prognosis in adult—onset Still's disease: a study
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Fortna RR. J Cuan Pathol
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onset and juvenile Still's disease

Zeng T. J Rheumatol Clinical features and prognosis of adult—onset still's disease: 61
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[4-8 EMHHRTITIvILE1—]

cQ 2 ASD [ZHHIME R IERT R X H DM

P |ASDDRED

I | MK HIREG HREH BREER

cC &
B BR B9 3T AR ASD D E&ERAEIR
o1 ASD 2R E LR

FEEEDFTELD 2 DDEFEBEMR TRIFEREMETSL. 3 DDEHIMBHAETIIFEETH -,

INATFTRVRHD 2 DDEGIEIED. 3 DDEHFIFBHAETNATRAVRVIFEETHo1=,

FEH
E—BiEZOHhD 2 DOEFIEIEH. 3 DDEFIXBAR T —EITPEETHo1=,
FEH
o SDODEFIEAXDIERMNS.ASD ITBITEIRPODREIZEEREZLRSIES
ATREMED BB
02 ASD ZHHEE LR

FEEEDFTELD 2 DDEFEBEMR TRIEEREMETSL. 3 DDEFIMBHAETIIFEETH 1=,

INATRYRHD 2 DDEFIEFREW. 3 DDEHBAET/NATRAYRIIIEETHoT-.

FED
F—RIEETDHD 2 DDEGIKIED. 3 DDEHIHBHAETE-—EREIHEFEETHo=.
FEH
o 3 DODEHIBRARDIERMNS.ASD [CHEITHIRBPOARIZDHIFREEZ LFSE
v

AIREMEASHY . FFIT—iB1E. Still RWIHBA RS HEMLS TV FEIREEASHS

[4-10 SRLAR—rDFEED]

5 RADERRHR (3 ADEFIREEHE RARX 1-3]. 2 ROERIEEAR RARX 4-5] 2R RICSREE
L=,

3 ADAEGI* EBRAZE (R AR 1-3]I1IZH LT, ASD LN DE B EBEMBLLIZIGEICRBOEEN SR
BEZ L RIEDAREMENTEIN (TETUADEE D),

3ADEHIR BT [EFERAFHI 1-3]ITHET.ASD SN DRAMEEZRMBELI-IBZEICRBOAEEN D
BEEZ LFINSEUREMEANRIBIN, HIZ—1BM., ASD ICHEMA KRS ASD ICHEMABVARTHSS

EMTRIEEINT= (D),

BHOMHRICEALTIX EFNBAETIEBARINTOVEWNS, 2 KOEFEBAEDERMNS ASD ORF
BHRC— @M B EFERICEEE . a0, A, mAR AL S CHEMEIA SEE (64-78%) [TRHLON  fREE
PRI — BN RENERFEOREMEZETHIOICHLT, AR IEAL L EMBEOETRES
FAEOXEMERZETHIIEMNHESN TV [FRAHRIE-5],

LUEDHR, TIETUREIHBVN, RBSOHEIXASD OZHBRE,. BEEZ LRSEIT8MENADH S,
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Vanderschueren S. Clin Exp
Rheumatol 30:514-9, 2012
(1]

Adult-onset Still's disease: still a diagnosis of exclusion. A nested

case—control study in patients with fever of unknown origin.

Jiang L. J Rheumatol
38:741-6, 2011 [2]

Evaluation of clinical measures and different criteria for diagnosis of

adult—onset Still's disease in a Chinese population.

Crispin JC, Medicine
(Baltimore) 84:31-7, 2005
(3]

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

Lee JY. Arthritis Rheum 42:
317-26, 2012 [4]

Evanescent and persistent pruritic eruptions of adult—onset still

disease: a clinical and pathologic study of 36 patients.

Lee JY. J Am Acad Der
52:1003-8, 2005 [5]

Histopathology of persistent papules and plaques in adult—onset

Still's disease.

21




ASD CQ3

[4-1 T—ER—ZRBRFEHER]
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ASD O BAERfiE IR DER PR B FF (38 5 0

cQ

3

T—AR—=2

PubMed

B {F

2016/9/12

RRE

MEAEDE F

#

‘rER

X

#1 ((("stil’'s”"[TIAB] AND “disease”[TIAB]) AND (“adult”[MeSH Terms] OR “adult”[TIAB]))
OR “still's disease, adult—-onset”[MH]) AND (Japanese[LA] OR English[la]) AND
(1980/01/01[PDAT] : 2015/12/31[PDAT]) AND (“joint diseases”[MeSH Terms] OR
arthritis OR polyarthritis OR “joint pain” OR arthralgia OR “joint tenderness” OR “joint
destruction” OR “articular destruction”) AND (classification[SH] OR physiopathology[SH]
OR diagnosis [SH] OR pathology [SH] OR complications [SH] OR epidemiology [SH] OR

ethnology) NOT (Letter, Commnet and Case Report)

241

BALRIL

ASD OO FAERAE IR DER PR FI 38 5 h

ca

3

T—AR—=2

EEs

B

2015/7/15

BRE

SR

BRA

X

#1 (((Still FF-FA/MTH)) and (DT=2000:2015 and PT=255%F4%<)) and (B3&1/TA)

159
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[4-2 XXERBFE7v—F ¥ —F] PRISMAEBHAHZE ASD CQ3

NGC NICE PubMed Cochrane [EfEE EMBASE WHO PsycINFO® CINAHL  Others( )
NA NA 242 NA 0 NA NA NA NA NA
Total records identified through Additional records identified through
database searching (n= 242 ) other sources (n= 0 )
Records screened (1st Screening) Records excluded
—
(n= 242 ) (n= 207 )
Full-text articles assessed for eligibility Full-text articles excluded,
—
(2nd Screening) (n= 35 ) with reasons
(n= 18 )

Studies included in qualitative synthesis

Studies included in quantitative synthesis

(meta—analysis) (n= 0 )
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TR B% P I o AR
THAY

Mahfoudhi M, et | Cross- 18ASD (11 | EfRE.E | % BHIR £fITEERHY. 13

al. Pan African | sectional women and | k. B -EX DHEST I CRAEI R HY ., 17 F

Medical Journal | single center | 7 men, mean | BHEIE. &F B R ET (X F R (7

2015; 22: 77 studyin age 27 FERR AL 1) LRRRAE (9 ) 1=

Tunisia years) >z, 4 HITFIBER

HY. 1 HITFEE D
BHRE. 1 HITHE
D EHEHY . B
LU URRRIE 10
PITEELL, 25%1%
HRHAZY ., 40%(XRR
B 35%ITISTERR S ¢
Bfot=,

Masson C et al. | Retrospective | 65 ASD (34 | ¥&J&. & A B IE BEEEliEEfTHhY.

Rev Rhum 1995; | multicenter women) BR. & -8R DHEST REET 2% (X 69.2% TR

62: 748-57, observational BIIR. 4F btz BERDIFHE

805-814 study in FEERL T B B &R (L AR(73%).

France F(63%). 2(44%). PIP

BEEI(42%). BAEIXIX
fR(69%), FF(67%). PIP
RE &(44%), MCPRA &
(42%). B(38%W)1=>7=,
1 EL ERBBRETE
—B & 52 fiTIE. 21
RGN [P
BEHY, 17 GlIKIEHERS
B>z, FOF
TH5AE 8 5. FHRES
EiDEE R 2 1.
IRIRMEFAREAET 2 3
B, SEAERSICZBEET &
LRI FIREHRE
HdEEITIEMER
HiIRBICERTHLD
NEhotz,
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Kadvath S. Ann | Review ASD v Review
Med 2015

Owlia MB. Review ASD v Review

Indian J Med

Sci 2009

Kong XD. Clin | retrospective | 104 ASD BREREEIR | L mL v | ZEEEA 9065

Rheumatol study EFE& Honf=EDAA D
A THEERIZON
THMEREEL

Bagnari V. Review ASD v Review

Rheumatol Int

2010

Zeng T. J retrospective | 61 ASD in BRERAELR | &L L v/ BB 82%, 16.4%(%
Rheumatol 2009 | study China 12 REET R Y
Fautrel B. Best | Review ASD v Review

Pract Res Clin
Rheumatol 2008

Mehrpoor G. retrospective | 28 ASD in BEERAEIR. | 2L L v BAET & 92%
Mod Rheumatol | study central Iran | RE&FTR
2008
Ohta A. HAXA | Review ASD v Review
MEEREE 2007
Uppal SS. Clin retrospective | 28 ASD BRERGEIR. | &2l 7L v REET 2% 64%
Rheumatol 2007 | study i
Akritidis N. retrospective | 11 ASD long v
2006 study term

outcom

e
Chen DY. J retrospective | 82 ASD BRERGEIR | &L 7L v REETAEIK 100%
Formos Med cohot study
Assoc 2004
Mok CC. J retrospective | 16 ASD in BRERGEIR. | 2L L v RBAET A 94%
Rheumatol 1998 | study China BEFR.
Nara H. BAXES | Review ASD v Review
BR 1999
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Wakai K. J nationwide ASD &PRE
Epidemiol 1997 epidemiologica

| survey
Sanchez Loria retrospective 15 ASD B& PRJE IR A A
DM. Clin study
Rheumatol 1992
Ohta A. J Review ASD Review
Rheumatol 1987
Wouters JM. Q retrospective | 45 ASD B&FKJES A BHET & 98%
J Med 1986 study L. AR,

Fi&. &0
fiE

Evensen KJ. retrospective 13 ASD ERRE
Scand J cohort study
Rheumatol 2006
Ohta et al. J Retrospective | 90 ASD (30 | &¥&. & VAN BE B EAEIK (T 2B TH
Rheumatol multicenter men and 60 | iR, B -EX DEST Y, ;AR BIa AT DR
1990; 17: 1058~ | observational | women, BIRER. 0F FEIR D HARE 1S 2 5B
63 study in mean age at | FEER{L LIAA 7 151(10%), 2—

Japan onset 27.6 6 B RS A 25 151(37%). 6

years in men
and 34.5
years in
women, 32.3
years in

both)

26

JERE L LAY 35 f51(52%)
fot=. BRI
1-2 gAY 11 4
(15%), 3—4 BAEA 22
fI(31%). 5 EAEALLEAS
39 fI(54%) 1= o1z, 32
EREFDRESIL MY
TIE 15 Hl21%TEE
rR Ao 1= (ErERHE
HER. BHERE. J
SN, BUBA., Ef.
BHRELE) BRK
R (T B E AR 24%,
Z EHAR 41%, 1214ES
iR BEEHAL ST
14%, 12MERRET X % E
HE5E 22%,




Cush et al. Retrospective | 21 ASD (8 ZiE. B VA BHiE HEHAT 45, 28
Arthritis Rheum | observational | men and 13 | iR, B -¥X DHEST HAZY 2 . ZEAET %
1987; 30: 186— | study in USA | women, BIIE HEREHE 10 6.
194 median age SEMRZEARES
at onset 21 54l 2 FERE
years) HEETBRIFARICEE
2L, B ER K AV
RFTRTREEED
Y, 2R R E NS
BEN X TRIE. Fi@L
~BETHREEREEZ
FIREEKIERT
BRI @M1,
Gerfaud- Retrospective | 57 ASDin | &EJ&E. 8 |4 BRI 54 45 (95%) TRAHIED
Valentin M, et | observational | France 27 | iR, &R DHEST LLIZEAET X dpY). B
al. Medicine study in men and 30 | BEiE HLURT VT T9DE
2014; 93: 91-99 | France women, BIZBULABHY. B
median age PREZ @IS EFEE 17
36 years) 1(30%) . % EHAR
25 {5l (449%) 1 1E 2! 15
51 (26%) f=o1=, 1814
D55 12 flTigH
RS R Z RO, DY
FrICEE R B LUV E
UbA (OR 14.21;
95%ClI 1.236-763.542,
P=0.00)1'% 5 EE (&
1814 #18 2 (chronic
course)|ZHE ARV
BIRFo1=,
lliou G, et al. Retrospective | 44 ASD 21 | &&E. B |4 BRI RE i 97.7% (43/44),
Clin Exp observational | menand 23 | fiE. B - & DHEST RE i ¢ 93.2% (41/44).
Rheumatol study in women, FiEiE 75% (33/44)DEE T
2013; 31: 47-52 | Greece mean age [ FRiE R Eh it B &
38.3 years) RT, KESHEEZ>
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of=. FRD/MEEETIE
45.5% (20/44)DEET
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Franchini S, et
al. Clin Exp
Rheumatol

2010; 28: 41-48

Retrospective
observational

study in Italy
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median age
at onset 37

years)

EiR. &
AR B -8
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B
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gL LBl TR,
79% TEAS AVEEA & 2%
HY, 21%LRET XD
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Cagatay Y et al.
Int J Clin Pract
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2009; 63: 7:
1050-55

mean age 33

years)

(51.1%). F 33 4l
(39.3%), PIP FA&f 18
f5il(21.4%). B+ 16 41
(19%). 78 11 51(13.1%).
HEAE 1 4 51 (4.
8%) . L EEAEI % 10
fil(11.9%), ZBA&T2¢
48 f51(57.1%)f=>1=, 8
LT T, B
& B D B M RRAE
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Riera E et al.
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Colina M, et al.
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None

ASD =%
E

WBC10000 Ll E
I 69/76, 18000
LI E(X 34/76,
Hb10 LLFI&
40/76, ESR40
LI E(Z 73/76,
CRP5mg/I LA E
1% 74/76,
ferritin400ng/ml
LI E(X 68/76,
2000ng/ml LL_E
(% 33/76, BT
FLEHRE
57/76, ¥ EE
[FL,

Novak S, 2012

FE 151 ¥R

r==%
=

6 ASD ASD
EqIT{u]oP-2:4

WBC, BT

HE. ferritin

None

ASD (D%
;-4

WBC10000 LA
£, FFHEeER
R
ferritin5000ng/
ml L EIET R
T6/6IHDBN
1= HEEFL
Lo
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Jiang L, 2011

fiE 151

RHtE

70 ASD, ASD
(XERRRIICE
PR 232 Bt

WBC, PMN

ratio, ferritin

69 infectious
diseases, 19
neoplasms, 52
systemic
autoimmune

diseases

ASD =%
E-HEE

WBC10000 Ll E
(X% 78.6%-
HEE 68.6% .
WBC15000 Ll E
(X 51.4%-
YHERE 87.9%.
PMN75%2L £ [&
FRFE 84.3% 4%
2 59.3% .
PMN80% 2L E &
FRFE 70.0% 4%
EE 74.3%.
PMN85% 2L E &
FRFE 42.9% 4%
2 85.0% .
ferritin 2N Ll E
[F % 90.0%-
YERE 50.8%.
ferritin 4N L1 E
[F % 88.0%-
YRR 63.5%.
ferritin 5N Ll E
(F R 82.0%-
YRR 73.0%.
T#H-o1=., AUC
ho#HdE
WBC10000 LL
. PMN80% LL
E . ferritin 5N
ULEARLER
LYo
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RHtE

28 ASD (22
active and 6
chronic), ASD
FluOonE
#, EPER
Rau DE#
(KX TH)
H)

CRP, ferritin,
IL-1/, I1L-6,
IL-8, IL-10,
IL-12, IL-18,
IFN- 7, TNF-
a,
S100A8/A9

22 chronic
ASD, 14 HM
JiE, 7 HC

ASD =%
E-HEE

active ASD T
X, BL2D
cytokine level
AEIEITED
N EMIEED
Bl TERET,
TEENE score
DIFS3NEFH,
Rau’s score(4
LB S RE
92%-HFRE
93% . CRP1.56
LAk (SRR
92%-HFRE
48%. IL-1 3
10.9pg/ml L1 E
(LRERE 92%- 4%
HE52% .16
7.2pg/ml L E
(LREEE 83%- 4%
HE 48%.1L-8
40.6 pg/ml LLE
(L& 75% 4%
BRE 4%
S100A8/A9
3.6ng/ml LI E
(LREEE 83%- 4%
RE62%TH
Y. AUC DB H
T% Rau's
score(4 LL_L)AY
& I fiE & O 5 A
[CFRLRLY,
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RHtE

48 ASD, ASD
(FA D&%

ferritin

86 controls
(fever >39° ,
iw LA k)

ASD =%
E-HEE

IODE#EL
ferritin750 LL_E
EHAEDED
LRRFE 83.5% 1
2% 98.8%,
ferritin1250 LA
tEHEAED
HHEREE
70.9%- 452 E
99.3%,
ferritin2500 LA
tEHEAED
HHERRE
43.0% $RE
99.9% THho7=,
(FE5E[EXE
HgLv?)

Kalyoncu U,
2010

fEBIS
&, 1l

17 ASD (7
MAS &
ASD LU
10 MAS 3E&
5 ASD). ASD
FOE&EY
Fautrel D&

serum VitB12

10 MAS 3E&
# ASD

ASD (%
E-HEE

MAS & @t ASD
(& MAS JE& 6
&KUY VitB12 A%
FEICEL. B
VitB12 I% MAS
BHORE
100%- 452 E
75% T o1z,
(BI#D1<E
£TH)

Zhu G, 2009

FEBIS
5. 1l

77 ASD, ASD
FluOonE
#, FFiEEE
hepatomegaly
and/or BFEZ
RER
(ASTALTAL
P,y GTP,
LDH 5%

transaminase

FFHERE
hepatomegaly(
BE IR

el

ASD =%
i3

hepatomegaly
(& 11.7%,
transaminase £
FI3 62.3%R
Y (N O 28
(5N IR DEE
ELHFTH-
f=o T Db,
ESR £ 5 89.8%,
CRP L&
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=L 2 DL
EARER)

100%. WBC %
fin 81.8%.,

Chen DY,
2009

FE 5154

RHtE

38 ASD (12
HMEREE S
5 ASD LU
26 BEFEDLN
active ASD).
ASD [F1ILA
DEHE

procalsitonin,
CRP, IL-6,
TNF o

26 infection—
free active

ASD

ASD %
REHHC
B3
PCT MR
E-REE

procalcitonin1.4
ng/ml LA_L (33
ERRES 5
DR 100%.
R 100%.
CRP10.1 KA E
(FREEE 73.1%.
FFEE 83.3%.
IL-6 101pg/ml
Lk FRE
50.0%. FFRE
80.8%. TNF o
14.0pg/ml TlX
REE 83.3%.
RE76.9%TH
L), procalcitonin
[& ASD IZ&LY
THERZED
BRI I2R
I, (PCT D
cutoff [£:ESH
Scire 2006 &(&
HEDFER)

Zou YQ, 2008

fEBIS
15, falbn
B, —&p

57 active
ASD, ASD (&
I DEHEE,
EEEIE
Pouchot D&

serum MIF

11 inactive
(posttreatmen
t) ASD, 20
infections, 20
neoplasms, 20

RA, 20 HC

ASD (%
E-EEE

active ASD [Z
T3 Mm% MIF
[ HC KUEE
=y
(p<0.001) | &Ef=
infection,
neoplasms, RA
FYVEERIZEE
(p<0.05) THERI
[TfEZSH. L
LRE - EE
DEELEL,
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Meijvis SCA, | fEfI¥R | 1 ASD (ILEA | ferritin None ASD D% ferritin (D& BA
2007 & DEZE) E =1ElL ASD @
ZWICE ST
%.1BlDHD
FEGIR &=
Chen DY, SE{IEE 20 active CRP, sFas, 20 inactive ASD D% active ASD [Z
2007 i&5. #tWr | ASD, ASD [ | sFas—L, (posttreatmen | E-45EE B1F% sFas,
IHODE#E, | MMP3 t) ASD, 20 sFas-L, MMP3
TEENEE RA, 20 HC [FHC LUEE
Pouchot D& [CEULVAY, RA
# FYVERLSIE
RLI=DIE
sFas—-L DHT
HY. T
~DHERMEIC
(FRANH S,
RE-RHEED
BEFEIFL,
Scire CA, TEFIEE 44 BRIRFREE | procalsitonin, |24 BEEFEIE | ASD 23S ASD TI& PCT
2006 B W | EDSH. & | CRPESR atHBRAE | TBRER £ R (0.5ng/ml
ZAEEH20 | WBC D RERSE LLE) Dkt
% (ASD1 &% BHHE &L, BRR
20) . FRX (+% PCT £{KTO PCT
%24 % DRRE -1 DREEIE~D
(ASD5 &% & EE RKEE 75% 452
) & 75%. AOSD6

BlER<ERRE
T3.7% 45 RE
89.5%, CRP,
ESR, WBC 0%
LRENDREE-
HEEFINT
NHIELY,
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Kirino Y, 2005 | fEJI& | 10 active ferritin, HO—1 | 7 HPS(SLE, ASD 0% HO-1 (X ASD &
T&. #t#T | ASD, ASD (& ASD, viral E-SEE HPS Ttk DE
Cush XU infection, RfFA5 HC &Y
WADEEE, lymphoma %£ ==X 3
SEENMEILRAES DERKEEL =2z FUlEE
Xl 1) &), 30 RA, AEDEEHE
%.39°CLL E 18 SLE, 16 (r=0.649) &R
(OF:3- = Behcet, 9 L. AEEER
) FMfE PM/DM, 20 DBRELLEDIC
DFETHIE Liver KL=, LD
diseases, 10 L.HO-1 [XIL-
Hematological 18 X TNFa &
diseases, 20 ITEEDHERE
HC Tl F¥-/ox
|)F 2 MfEE R
THDEET
[ HO-1 &7z
JFo EDREE
FRoNT . B
(L ASD &
HPS D, B
E-REEDT
—2IE74EL,
Chen DY, FEHIXE | 20 active IL-18, sl-2R | 20 active RA, | ASD (D&% active ASD T
2004 FB#fZE, | ASD, ASD I 20 HC E-%EE (X 1L-18 [ RA
HEETR, | ILODEZE, P HC LYFE
—ERME | SEEMEIE [Z&<, AERE
B Rooney M DEMEFIZI

score T, 5T
SEREFE
ZN9IEETY
NTOHE
T. B EfF
(F 1 IEE AR
LTSz

PAS
R o

ET.slL-2R %
BEEELITE
To. BREDPEE
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Lo
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Saiki O, 2004 | fEfiIxt | 10 active CRP, IL-18, 110 RA, 16 ASD )&% ASD Tl& IL-18
FB#FZE, | ASD,ASD (& |IL-13,IL-2, |SLE, 10PMR, | E-45EE EEBITIL-4,
HEMTRY. | Cush B&U | IL-4,1L-6,IL- | 5 PN, 32 IL-6, IL-13 A
—&H | WWOoE#E | 10,1L-12,IL- | pneumonia, 10 teEp =<,
H 13, IFN-71, HC Th1 &5 &Y
TNF-a Th2 DA H B
LT3, &
EOREED
T—2IF%EL,
Choi DH, 2003 | SEBI&K | 17 active CRP, ESR, 15 HC ASD D% IL-18, IFN-7,
.18 ASD, ASD [ | ferritin, sIL- E-ERE IL-8 [ active
BT, it | ILOOE#E, | 2R IL-6, IL-8, ASD T HC &Y
EEMEICDOULY | IL-18, IFN- ¥ BlIZEMof-
TITERSDE A, active &
(14 51) . ¢4 inactive [ CH
R%E (7 BEZROED
51) % inactive [& sl-2R D&
ELT= THot=. I=1=.
IL-18 & sIL-2R
7)) FiE
LHEELGHEEE
T (r=0.54,
0.64), T—43IZ
[FoP—Fi%
DR, RREE -
BHEEDT—4
L,
Fautrel B, fEfI>xt | 72 ASD, ASD | WBC, PMN, 67 various ASD % RE-FEEL
2002 BRE [& senior liver systemic E-HEERE WBC10000 LL_E
rheumatologis | enzymes(AST, | diseases, 11 (88.9, 62.3) .
t KYEES | ALT,LDH), neoplasms, 24 PMN80%LL_E
H-RHEEZH | ANA, RF, infectious (69.4,83.1), fF
[2&Y ferritin, diseases, 21 R 5 (736,
glycosylated liver diseases, 48.5) . ANA [£
ferritin 7 FUO (917, 19.2) ,
RF 214 (98.6,
11.5),
glycosylated
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ferritin20% LA
(72.2,69.2), 7
T )FUER
(69.4,37.7). 27
T!)F5N LKL
£ (389, 815),

COILEEE
THE-o=0I%
WBC, PMN,
glycosylated
ferritin D&,
ASD D548l
POTREARE,
ten Kate J, SEHIE 9 active ASD, | ferritin, iron 10 HC ASD =% ASD Tl&
2001 i&, &M | ASD [ saturation, ESEE ferritin [ZE LY
B, —EB | Reginato $& | total serum AY iron
it b KA DEZEE | ferritin iron, saturation &
sTransferrin HC KYUFEIC
receptor &Ly, IE B8k
BEERRLT
LMELY,
Kawaguchi Y, | fEGI>t 14 active G& IL-18 14 RA, 30 HC | ASD D&% active ASD T
2001 BETZE | AL ASD, BE-REE (£ RA ¥ HC &
ASD (11O YHEIZIL-18
DEE, FiE AEfE, £=R
ElZo0 Tl T A ARG
PSL40mg 1A TLYBLEE
T TO KI5l EHIEICBER
(responder) & b5, REHEE
A4l (non— EDT—4137%

responder) [Z

S +=

$

76




Kawashima M,
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RBEE

16 active
ASD, ASD (&
Cush B&U
I DEHEE,
SEENEIZDL
TIXBAREICES
SN TV
eIz
FUAED.

CRP, ESR,
ferritin, IL—18,
IL-18BP

48 RA, 33
SLE, 28 SjS,
21 PM/DM, 19
SSc, 14
bacterial
infection, 22

malignancies,

53 HC

ASD =%
E-HEE

active ASD O
IL-18 [Zt DB
[Rm 1
bacterial
infection,
malignancy B3&
FUYFEIZEL.
PHREMIC
Bnd. -2
T)FULERE
IEWERE®HS
HY(r=0.914)
CRP ¥ ESR &
(FFARSHEL (2
nolFI~T
active Ff CDHH
EDFH) . BREE-
BEEDT—42
(F7%L
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fiE 151

RBEE
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(FA D&%

ESR, CRP,
WBC, PMN,
liver
enzymes(AST,
ALT,LDH),
ANA, RF,
ferritin,
glycosylated

ferritin

62 various
systemic
diseases, 10
neoplasms, 21
infectious
diseases, 22

liver diseases,

5 FUO

ASD =%
E-BEE

RE-FEER
ESR50mm/h LA
£ (775,558).
CRP L5 (857,
4038).
WBC10000 Ll E
(89.8,65.8) .
PMN80% 2Lk
(71.4,86.7) . BT
R LE5F (694,
60.8) , ANA &
4£(96.0, 16.7) .
RF f2 % (100,
9.2).
glycosylated
ferritin20% LA
(79.5,66.4), 7
T )FUER
(67.3,35.8)., 7
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T!)JF25N LL

t(40.8, 80.0)
Vignes S, SEIE 14 ASD, ASD | ferritin, None ASD D% TJT)FUIRE
2000 g, 1M | (IUOOE | glycosylated 4 fRELBITIET
B, HithT | 2E. BDBTEE ferritin EYOR
(first flare)& glycosylated
RIEZEE( ferritin DEIE
BlEfrEE (FETFLI-FEF
fR.BRDOE
FITTHE)
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Asanuma Y, | fEfI& | 169 ASD, ASD | ESR, CRP, None ASD D% BEIX
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enzymes(AST, EH(915).
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ANA, RF, (79.4) .
ferritin PMN80% LA L
(71.5) . FTEE%
EF(739).
ANA [14
(74.2) . RF [21%
(79.9) .
ferritin3000ng/
ml 24_E (60.0)
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2014 5] [& Fautrel @ | liver £5(98).
B enzymes(AST, WBC10000 LA E
ALT,LDH), (72) . PMN80%
ANA, RF, WUk (78) ., FFE2
ferritin, FLF(54).
glycosylated ANA [&14%
ferritin (92) . RF 2%
(100) . ferritin
£5(82),
glycosylated
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ASD CQ5 ASDD 2. 5 7IlI1-H A%

ELERTA TR B AR 2
5% |AsD *INATRYRY FEEHEM
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FEDIFT EHH2)7, " (+1)7, "E(0) " DIRETIE T U RBAKIZRBEED
BT IMLTEIZRFEIZEEDHS
FobhL PHEEELR
LEL AT RY R
2R %67 ww T2
NI | o Z it £ FER** JEE B JRONE (T HLE)
TR |[FARA | PR
TR
il FE [FT |20 -
Gmrys B [, 0% 25 85 (£0 . %R wR (B s (HE (A (pA | S g
BRIA—F | B |\px (7721 (X8 0 25 BB RS 0X B |BS (%) |BE WS (%) |o (R |(EEEM
nNE hi o— | DFfA 72 R (T F # |F ) ()
AE 7yv7 &
Colafrances |fE >t FBHF _
s a01a |7 1l o o 40| 40| 100| 34| 34| 100[NA |NA |NA
Priori R, 9iE 151 54 BB A _
2014 = 1l o o 18| 18| 100| 39| 39| 100[NA |NA |NA
Park HJ, 9iE {51 %t BR B _
oor4 = 1l o o 33| 33| 100| 13| 13| 100|NA NA |NA
Kim HA, 9iE {51 %t BE BFF _
2012 = 1l o o 73| 73| 100| 36| 36| 100|NA [NA [NA
;;"f"' gwﬂmﬁ =i 0 0 140| 140 100| 70| 70| 100[NA |NA |NA
Rau M, 2010| {31 #5 -1 o o 21| 21| 100| 28 28| 100/NA |NA |NA
Lian F, 2012 gwmﬁﬁﬁ -1 o o 86| 86| 100| 48| 48| 100[NA |NA |NA
Chen DY, JiE 151t BR _
2000 ?; 1l o o 26| 26| 100| 38| 12| 32|NA [NA  [NA
Scire CA,  |fEfI>xtERHF _
2006 7 11 o o 24| 24| 100| 44| 20| 45NA INA [NA
ggg,‘;Y' IR -1 o o 110] 110| 100| 10| 10| 100[NA |NA |NA
Fautrel B, |fE{|>tERHF _
2002 = 1l o o 130 130| 100| 72| 72| 100[NA |NA |NA
;%’Brate‘J’ eI TR -1 o o 10| 10| 100 9| 9| too[NA |NA |NA
Kawaguohi ’;f’ﬂmﬁ-‘ﬁﬁ -1 o o 44| 24| 100| 14| 14| 100|NA [NA |NA
Kawashima |fiE 5>t BB HF
Mool |z -1 o o 238| 238 100| 16| 16| 100|NA [NA |NA




IiE 5 % BB
Fautrel B, Jf&lﬂ,mﬁ)f ol o -1 0 0 0 120| 120| 100| 49| 49| 100|NA |NA |NA
2001 A
AN RERHET B EIVISEA)
SR (-
sepsis& |15 RE
HCOD# |
RRIE
sepsis
DFH
po:IES
sepsis
DH
*ERIE
HCD#
ASDD
B
o0
Bk
*ERIE
sepsis&
HCD#
*ERIE
fever>3
9°C, 1w
Uk
ASD®D ERRES
BEE i)
HrRE ASD
R SR
aHtE o
= BER
HPS% R
a0 Ra
BAD |2
wE |°
ASDD
BN
E S
BB
s
s R
active
Py SHRIE (R
pop | [o|nRe
L ¢
active
o B
B g
L ¢
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[4-7 L —F =BT 2#K]

ASD CQ5 ASDMDEZHF. #&AI-H Bim

BRAAESA~ BARET B LD 2
* &R ASD IEFURDBMEFRCTIE 3 (A) " HDRE—, BIEHRILEE(C) AHRE—k
SN CRP HMnEk%K tFrhEk# JxF> * BRAADIE FE (-2)7, "H/FRL(-1)7, "E(0) " DIEXRE
IL-18 FOhi b=y FSURTFIF— *k TETURADES(E"R(A)7, "B (B)”. "88(C)". "IEFEIZ5F (D) " DIERRE
% vk BEMEETINILOEEM (1~9)
IEFU &K DRIANB(TORHLE)
)
2% L B 22 o |5 A |[AA AR BR TEF
. E— |FF [FE R/ . . " EE (HEE o < EEMS_ .
PR |Ro* |5 2n BB OF B |F & | BREk
E P | =
ASDHHEIXIFEAEN
WOOEEFER, =
12L. cut-of {EN R
ICKYERZEE D
Y. F=RFCcut-of [ET
BIREICKYREELH
BYBRLDEDLH5,
FHREBOREL.
CRP LS (85.7~
100%) . ESRESR
(96%) . ESR40mm/h A
F(68.9~96.1%) .
ESR50mm/hEl E
(77.5%) . WBC1000014
E(72~90.8%) .
; PMN80% Ak (69.4~
A5 71.5%) . ferritin £ §
?(TW i (67.3~82%) , ferritin2N
ASDDBIFRE LR fﬁ’; ONA |NA |NA [NA |NA |NA [NA [NA |NA gg(i;‘ el
ﬁEWI ferritin2000ng/mlLL £
o (43.4%) .
%*EG ferritin3000ng/mIEL £
(60%) . glycosylated
ferritin20% LA T (72.2~
79.5%) . Fr# R LR (54
~75%) . ANARE 1 (74.2
~96%) . RFF&ME (79.9
~100%) . IL-18
148 9pg/miLl £
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(91.7%) , procalcitonin
(A R R AE DRI
HRESNBHMN ASDT
ARG 2 <8R
IZERATIEEWNET S
wmELH D

ASDDEWEHFEELR

fEPI

13/
fiE 151
&£1&2

NA

NA

NA

NA

NA

NA

NA

NA

FEEIZ
55(D)

~

ASDREBIXIFLAED
IO OEEEFER, 1=
2L, BHREBICKY.
Fzcut-of EOE
ICKYEGDREED
H|ESNTIVD, THIF
BORREEF. CRPL
5 (40.8%) .
ESR50mm/h L E
(55.8%) . WBC10000L4
£ (62.3~68.6%) .
PMN80% LA £ (74.3~
86.7%) . ferritin £ 57
(35.8~37.7%) .
ferritin2NLL_E (50.8%) .
ferritin5NLL_E (73~
81.5%) . glycosylated
ferritin20% LA (66.4~
69.2%) . FFE¢R LR
(84.5%) . ANARET4 (16.7
~19.2%) . RFIEH (9.2
~11.5%).1L-18

148 9pg/mILl £
(78.3%) . 1L-18
366.1pg/mIl £
(99.1%) , procalcitonin
(B R DEAIIC
HREENSHA . ASDT
(SRS B Z <8R
IZHEATIEENET S
wELH D

QAR (EEET AR

LA
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[4-8 EERRATITIvILE 21—]

cQ 5

ASD Mk, EAICHERTMERERRIEHEM ?

P | ASD. F#5-HIXIEELZL

I CRP mMIk%y FabEk#k 7xVF> IL-18 JOAILIU =Y FSURTIF—+

¢
Fih BR A9 ST A ASD DEHBE -UHFEELRICHERAGOLAERERR
01 ASD DEZEIRRE LR
SO E L &Ly, A%D @%Wilit/\,&‘m m @%i%'cﬁ_bhﬂ\%m‘\ —ERED AR ML T BR R
BHENHD. DHD-ODRE-HREEZRLTOVEVHRELZL,
INMMFTRYRHD =AW
FEH
E—BiEZOHhD hEE
FEH
RCT (%<, LMD HBI DIEFI R BAR S S WERIEFRENSHAIDAH T, /N1
FRFKREC IETURIFFEEIZHLD, MEICKY cut-of EPRENELLLDE
Ak %\, ASD DEZERICIRILD., ERMBNVEREZRL-MAKREEB L, CRP LR,
ESR E£5 . WBC10000 LE . PMN80%ELLE . ferritin £ 5. glycosylated ferritin20% L1
T.FHEERLST.ANAEME. RF 2. 1L-18 LR THoT=,
02 ASD DEZHHEELR
{ELY, ASD DEEXIFEALILODEETITHATLSH., HBHINEEF MRS
FEEEDOFELD NEERBICEFIRENZL, BHOLOOBRE -HEEEZRLCVVEVLRELS
LY,
INATRYRHD =0,
EX.))
E—BiEZOMHhD hEE
FEH
RCT (%<, LERMIDHBI DIEFI R BAR S S WERIEFRENSHAIDH T, /N1
FRFREC IETURIFFEEICHLD, MEICKYUIRBEBNELGY | £ cut-off &
arvk LELOT. FORBEHEENELD, ASD DERIBHICRID., LBHNSVEERE

#RLI-M&EHMEIER L. PMN8O%LL L . ferritin5N LL_E . glycosylated ferritin20% LA
T.HEBEZLER.IL-18 ERETH-T-.
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RCT [F73< LLBR B $45 OD FE 5l 5t BRER TR 5 S MEBI SR FE IR E [EEFRER S 1-19] Mo AD AT, INA T RIEK
ELIETURLFEEITHL EICIYMBREBEDEELRLY. cut-off ELELGDILDONEL TORERE
PRHEELREICEOTELLD, ASD DBETOHEACEI D KBNSV RE - HEEZRL-NKREER
(&, CRP L& [RFE%X 5-7-9-10-17-19] Frink;EFFHE L F [#R A 5-9-18-19], BMEk#L 10,000/
LA E[ERFERIC 5-6-13-17-19] 7P BRkE 80% LA L [£R AR 6-13-17-19], MF T F (R#EELROD 5 &
LIE) [$RFAERX 6-8-13-17] ML T F > 20% LA T[RRI 13-17-19] FEER LR R A/ 5-9-13-
17-19],1L-18 L F [#RFRX 2-4-15-16] TH>71=(D) , ELL study AL DEHDIMEAHY . EFE D EFELIRET
BIEITTBALEBLDH Z < meta—analysis (TREEEHNS,
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ASD CQ6

[4-1 TF—ER—REBRFER]

ALV

ASD

cQ

CQ6 ASD M;EENETMICHE R MEBRERRIZHDI M

T—HR—ZR

PubMed

B+

2015/08/17

G ES

th S

#

‘RN

X

#1 “still's disease, adult-onset”[MH]

#2

"disease activity [tiab] OR disease progression[mh] OR severity of

illness index[mh]

#3 Blood

#4 2000/01/01[PDAT] : 2015/05/31[PDAT]

#5 Japanese[LA] OR English[la]

#6 Search (#1 AND #2 AND #3 AND #4 AND #5)

43

ALV

ASD

cQ

CQ6 ASD M;EENETEICHE R MEBRERRIZHDI M

T—HR—ZR

PubMed

B+

2016/07/13

G ES

BEAHET

‘R

X

#1

“stil's”[TIAB] AND “disease”[TIAB]) OR “still's disease”[TIAB])
AND (“adult”[MeSH Terms] OR “adult”[TIAB]) OR “still's disease,
adult—onset”[MH]

#2

Search (disease activity) or (disease progression) or (severity) or

(illness index)

#3

1980/01/01[PDAT] : 1999/12/31[PDAT]

#4

Japanese[LA] OR English[la]

#5

Search (#1 AND #2 AND #3 AND #4)

61

ALV

ASD

cQ

CQ6 ASD M;EENHETHEICE AL MEREMRIEH DM

T—ER—2Z

BE S

B+

2015/08/17
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BRRE S TE
# BRKX Xk E
#1 Still |- A /MTH
#2 ((M&RZFEIRE]/TH) or (Mi&/TH or IMi&/AL)
#3 DT=2000:2015 and PT=5£#$3&<
#4 #1 AND #2 AND #3 149
A4V ASD
cQ CQ6 ASD DEEN T IC A ALILAREM R EHHH
T—AR—R | EFE
Bt 2016/07/24
BRRE MEAEPEF
# BRKX Xk E
" (Still fw-FA/TH) or (BLA/TA and (RT4JL/TA or AFJL/TA or
still/TA)
#2 ((M&RZFEIRE]/TH) or (M&/TH or IMi&/AL)
#3 (DT=1990:2000 and PT=% %5} Fx<
#4 #1 AND #2 AND #3 29
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[4-2 XEBI7e—F%—hr] PRISMAFHZHE

NGC

NICE

PubMed Cochrane ErfE EMBASE WHO

43+61 149+29

PsycINFO®

CINAHL  Others( )

Total records identified through

database searching (n= 282 )

Additional records identified through

other sources (n =

2 )

Records screened (1st Screening)

(n= 284 )

Full-text articles assessed for eligibility

(2nd Screening) (n= 62 )

Studies included in qualitative synthesis

(n= 27 )

Studies included in quantitative synthesis

(meta—analysis) (n= 0 )

94

Records excluded

(h= 222 )

Full-text articles excluded,
with reasons

(n= 35 )




[4-3 ZRRHYY—=2THD—ER]

XXHR B P I c o] AUk
THI1Y
Priori R, FEBIERE. |39 ASD (23 |IL-18, 16 inactive | ASD (;EE} IL-18 level [
2014 TERTAY active and 16 | ferritin ASD, 18 M (EEE) ST Rau's score,
inactive), ASD sepsis {i ferritin, ESR &
FliOonXE AEDOHEEZE
#EBMHE R~L. F=EH
Rau ME#E HA(Z[X sepsis
FUFEIZEL.
EENMEETES
KU sepsis &D
#ERILERA
Wakabayashi | fEI%FE, | 7ASD (2T | B2-MG none (MAS | ASD M;EE) EEHICEL,
K, 2013 MR - HEBT | active), ASD BOHE 3B | M (ERERE) ST BERICIET.
FliOonxE i 12 MAS &6
£ EBMHE TEiE, EFBE
SRR DEEHFEL
THIEH D
(A
Chen DY, FEISETR, | 28 active IL-18,1L-6, | 287 inactive | ASD MD;EH) SEENEAIC IL-1
2013 TR - #EHT | ASD, ASD [E | IL-18, TNF- | ASD, 12 HC | 1 (FERE) T B, 1L-6, IL-18,
IWODEE, | o, IFN-«a i IFN-«a [ HC &
SEBMEE Rau YEETHS
DEHE M. InbEE
B DOBEEE
RTULVEL,
liou C, 2013 | fiefjI&E%&, | 44 ASD, ASD | WBC, CRP, | none ASD D;EE) —EER TDE
L) [ZILOME | ESR, ferritin % (BEE) & BIKIETHS
£ EBMHE {i M EBMEES
Rau DE % HTEHLLT—
RIEL
Chen DY, fEMIEEFE, | 24 ASD, ASD | CRP,ESR, | none ASD D;EED —EER TDE
2012 A, — | IFWODE | ferritin, IL-1 % (BEE) & BIKIETHS
ik #, EEMEIE | B, sIL2R, i MNEBMEES
Pouchot ME | IL-6, IL- HTEHLLT—
# 17A, TNF- AL
o
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Park JH, fEI&ERE, |45 ASD (22 | CRP,ESR, | 23inactive | ASD MiEH) NK fifaDEI&
2012 TR, — | active and 23 | ferritin, IL- | ASD, 32 HC | 14 (ZERE) 5T BFEVFEEEE
ER LT inactive), ASD | 18, IL-18BP, i EHAICIEL, 3E
(Flio o NK #fa D SEENEAICIEIF
£ EEEE | BIELEM FHET DL,
XIEH 420 IL-18 B&XU
220k IL-18BP [&;EE)
HEENFET
ARRLEED
FielEiL, &
BtEDEEL
BEEK,
Kim HA, fEGIEEFE, | 36 ASD (% | WBC,CRP, |16 inactive | ASD DEE) S100A8/A9 &
2012 Y., — | @55 16 il | ESR, ferritin, | ASD, 40 RA, | 14 (EERE) T TEENE score
g (FREE S100A8/A9, | 33 HC i +5 CRP, ESR,
inactive), ASD | IL-18 ferritin &5 L 4E
FluOonE Bz RLT=hN.
# EPME IL-18 [ETh i
Pouchot £ ELEEHIE LR
# RTHot=,
Kasama T, | fEISETE, | 19 ASD (% WBC, CRP, | 19 inactive | ASD MD;EE) CX3CL1 [XiE
2012 TR - HEHT | active KT | ESR, ferritin, | ASD, 19 HC |t (EERE) T &£ score +°
inactive F), IL-18, i CRP, ESR,
ASD (IO chemokines ferritin, IL-18 &
DEE EE HERIEDH
(& Pouchot BZ&RL., £i=
DEE MAS & #H51T
F&YEEE R
L=,
Colina M, fEIETE | 76 ASD (2Mr | CRP,ESR, |76 ASD (82 | ASD M:E®) ferritin DREE
2011 BrELU6M | ferritin, B§ | BT6M ) % (EEE) T =&l DAS28
%), ASD (F1L | &7 X #R &1L ffi, 2Tl LEHITIEMERS
Oni# disease R BETD
course FRIRFIZHY

3%,
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Priori R, retrospecti | 21 ASD, ASD | IL-18, CRP, | ? inactive ASD DEE) IL-18 [LESNME
2011 ve, SEffIEE | (KILOME | ESR, #fH | ASD % (BEE) & score, CRP,
i # GEEIME | BREK ferritin {i ESR, ferritin, &
Pouchot D £ Bk BB
# EEDHEEHY.
Ff-IL-18 4%
[CHEEZEY
HEETHEIC
Bl AEXOHE
RoEHELD
(AR
Chen DY, FEBIEAE. | 24 ASD ferritin, 24 inactive | ASD M;EE) active ASD T
2010 1M - #EBT | (active and Thi7cells 58 | ASD, 16 % (BEE) 5T [%. SLE R4
inactive), ASD | &, M& IL- | SLE, 12HC | Thi7cells $8E,
FOnE | 17,1L-18, e IL-17, IL-
2 FEEMEE | IL-6 118, 1B,1L-6, IL-18,
Pouchot ME | IL-21, IL-23 IL-21, IL-23 A%
# =< 4FIC Th7
cells SHE LM
EIL-17 [XEE
HEFELED
HEHY,
Rau M, 2010 | fEf5ISRFE. | 28 ASD (22 CRP, 22 chronic | ASD MiEH) active ASD T
T active and 6 | ferritin, IL-1 | ASD, 14 % (BEE) & X, BA®
chronic), ASD | B,IL-6, IL- | M%E, 7 HC {i cytokine level
FlOon# |8, IL-10, IL- NEIEIZES
# GEEIMEE | 12,118, M. BMEED
Rau D EL#E IFN-7, HAIEEE T,
(KX TH | INF-a, BB score
H) S100A8/A9 DIFS>HEHA,
Jung SY, fEGISETE, | 25 ASD (21 WBC, CRP, | 4 inactive ASD O;EEN active ASD T
2010 HEWTRY, — | active and 4 | ESR, ferritin, | and 6 % (EEE) T [X. S100A8/A9
ERHit T inactive), ASD | AST, LDH, posttreatme | [& ferritin, CRP,
[FIWOMDE | S100A8/A9 | nt ASD, 30 ESR, LDH, &
£ EEEE HC &4 score %0
Pouchot M & CRP, ESR,
pi- ferritin &= L VAH
A% RLT=,
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Zou YQ, FEf5ISEFR, | 57 active serum MIF | 11 inactive | ASD MD;EH) m:&F MIF (&
2008 MRS, — | ASD, ASD (& (posttreatme | T4 (EIEE) 5T ASD O;EENE
Bt e IO EHE, nt) ASD, 20 | ffi (r=0.645) ¥
TEEIMEIE infections, JF il
Pouchot M % 20 (r=0.81) 48R
# neoplasms, L.F-HEE
20 RA, 20 LELY,
HC
Lequerre T, | fEf5ISRF&. | 15 active WBC, CRP, | 15 ASD ASD D;EE) anakinra A%
2008 ik b ASD, ASD [& | ESR, ferritin | (post— % (BEE) & B#Es-JA L
WA E# anakinra il AOSD TLtE &
RENEE treatment, StLI-MZE T,
rheumatologis mean REAIROE
ts ODHI| BT follow—up T —A7
14.3 months) Lo
Kotter I, FEBIERAE. | 4 ASD A1 | WBC, CRP, | 4 ASD ASD D;EED BEDAREIC
2007 ok b ESR, AST, | (post- % (BEE) & EHED ASD4
ALT, LDH, anakinra {i fB11Z anakinra &
ferritin, IL—=1 | treatment) BE5L. BRKIE
B, 1L-6, IL- K&EHIZWBC,
18, TNF-a, CRP, ESR,
ferritin, FFi8EE
BIUIL-18 [
ERICHEL
T=
Chen DY, JEBIETR. | 20 active CRP, sFas, | 20 inactive | ASD M;&E) sFas, sFas—L,
2007 it o ASD, ASD [ | sFas-L, (posttreatme | T4 (EfEE) FF MMP3 (58l
IHADE#E, | MMP3 nt) ASD, 20 | {f 4 score LAE
SEENMEIE RA, 20 HC TIEDHEBZER
Pouchot M £& L7=(r=0.467,
= 0.694, 0.798) ,
Chen DY, JEBIETR. | 50 active ferritin, 50 inactive | ASD D;EH) sICAM-1 level
2005 ok b ASD, ASD [ | sICAM-1 (posttreatme | T4 (EEFE) &F (FTEENE score,
WOnE#E, nt) ASD, 20 | {if ferritin, IL-18 &
SEENMEIE RA, 20 HC AELGHEEZR
Pouchot Mt L. F¥-HFESE
= *> DIC M
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predictor [Z7%:Y)
B5,

Kirino Y, FEBIERAE. | 10 active ferritin, HO— | 5 inactive ASD D;EED sHO-1 [& ASD
2005 it ASD, ASD (¥ |1 (posttreatme | T4 (EIERE) 5T & HPS T
Cush KU nt) ASD, 30 | fff BBIR#=+° HC &
IO EHE, RA, 18 SLE, YEEIZEL.
TRENTE(XREER 16 Behcet, 9 F=7z)F>
Xl 04 PM/DM, 20 EEHEDHEE
%.39°CLl E Liver (r=0.649) &R
DHE. 57 diseases, 10 L. AaEEERK
TV F 2 MmAE Hematologic DHEEELIC
DFETHIER al diseases, ETFL =
20 HC
Chen DY, FEISEFE. | 50 active WBC, CRP, |50 inactive | ASD M;EE} IL-6 £ 1L-18 (&
2004 Hit b ASD, ASD & | ESR, ferritin, | (posttreatme | 14 (EEE) £F SEENTE score &
IO ME#E, | 1L-6,IL-8, | nt) ASD, 20 | {f E(ZHEEL
EEE IL-18, TNF- | RA, 20 HC (r=0.715,
Pouchot DE | « 0.45).IL-18 [&
# ) FoEEHH
RELT=
(r=0.373) . £1=
JEENHEA ASD T
(X IL-18 [ RA
P HC KUEE
(& <8Rl I
Z%
Choi DH, FEBIETE. | 17 active CRP,ESR, |148&7 ASD M;EE) IL-18, IFN- 7,
2003 b1y ASD, ASD [& | ferritin, slL— | inactive 4 (EAEE) 5T IL-8 [& active
WWOnE#E, | 2R, IL-6, IL- | (posttreatme | fffi ASD TEEIZ
SEEIEICDLY | 8, 1L-18, nt) ASD, 15 B hot=A,
TIXERHZE | IFN- ¢ HC active &
(14 45)) . R4 inactive M CH
ATR%E (7 BEZROED

5) % inactive
&L=

& slI-2R O &
TdHof=. =1,
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LW&EZFE(HC TIX
65%. D BR
& TlE 30.2%)

Koga T,
1992

REBI ¥R &

1 ASD

ferritin, #F
FREREK

none

ASD D;EE)
4 (EAEE) 5T
i

PSL30 mgi% &5
[CTHEL, BAEA
RREELEDIC
mE2z)F.
SFRIRE (S IE
= [

Coffernils M,

1992

FEBISRTE

3 ASD (10

ASD &,

zYFr
3500 L\ E®D
£23E)

40 B DD
RIEMERE
(GCA, LA
fR%.
abscess,
RO,
BIMEE
m)TIE7x
DFUIET
~T
3300ng/ml
YT

ASD D;EE)
4 (EAEE) 5T
i

AOSD10 e,
2zx!')F> 3500
LLE(E 3 5]
(ferritin3600 D
1TRWTIXERE
B mature
histiocytes 1
0. 65000 &
250000 M 24|
TIEBALHE
HPS &) . fth
D RIEMIRE
TlIRID&S5%
ERGLRE
Lo

Schwarz—
Eywill M,
1992

2 BlERE

2 ASD

ferritin, ESR,
CRP, slL-2R
(sCD25)

52w FEEFRY
%1k

ASD D ;EE)
Y (EEE) 5T
fifl

Jx!)F> 3000
LLE(F (REH
HOTREFAEM
RO TENIR)
ZED<T—H—
[7EY/{5HL.
BELDOY—H
—I2¥73%,

104




Aydintug FEBIEIE | 6 ASD WBC, #¥# | MTX AR | ASD DiEED AEEHEIC
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8.0% vs JFEHF 4.8%F
BEDHSHNDIL aza T
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Pflumio F, severe >5N
Ruellan A, transaminases
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Kadar J, retrospective 18 none hepatomegaly in PR EEICEHT S E
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ALV ASD
cQ CQ10 ASD IZ&EHT 57 /R 77— E ML AEIR B D ER RS BTARITH
T—HRAR—Z | PubMed
Bt 2015/7/29
BRRE XH*
# BRKX Xk E
#1 Search Still's Disease, Adult—-Onset[MH] 997
Search Macrophage Activation Syndrome[MH] OR “macrophage
#2 activation syndrome”[TIAB] OR Lymphohistiocytosis, 2911
Hemophagocytic[MH] OR “hemophagocytic syndrome”[TIAB]
i3 Search “2000/01/01”[DP] : “2015/05/31”[DP] AND (English[LA] 6378525
OR Japanese[LA]) AND humans[MH]
#4 Search #1 AND #2 AND #3 62
ALV ASD
cQ CQ10 ASD [Z& #9570 77— F AL IEIR B D R PRADFFHEUE AR H
T—AR—R | EHE
B f+
BRRE
# mER CERE
#1 (Still f/-FA/TH or BLARF JLIE/AL) 1704
#2 (ROAT7—UFMALEIREE/TH or *OO77— F M ALIEIREE 281
/AL)
#3 (MERE B/ HRBERIE/TH or MIRE BAEIZEE/AL) 4110
#4 #2 or #3 4351
#5 #1 and #4 155
#6 (#5) and (PT=25&$%R< CK=EP) 67
#7 (#6) and (DT=2000/01/01:2015/05/31) 62
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NGC

NICE

PubMed Cochrane E®§ 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

Studies included in quantitative synthesis

(meta-analysis) (n= 0 )
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Medicine HPS and 17 hepatomegaly, typical clinical
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term prognosis
Ruscitti P, retrospective | 21 cases liver and none H-ferritin, L—- increased number
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P, Ciccia F, laboratory BM and liver by correlated with
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Carubbi F, severity of clinical picture
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Triolo G, rate
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Takahashi R, HPS CXCL10, CCL2, reflected the
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Kobayashi K,
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2012
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Akdogan A, cases data levels of significantly
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Clavel H, hy, and shock, neutrophil count
Ffrench M, Serum ferritin seem to be
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function tests,
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