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&3
The EULAR/ACR classification criteria for idiopathic inflammatory myopathies

Variable Score
Without With
muscle muszcle
biopsy data | baiopsy data
18 = Age of onset of first symptom assumed to be related to the disease = 40 13 13
Ape of onset of first symptom assumed to be related to the disease = 40 21 22
Muscle weakness
Objective symmetnc weakpess, usually progressive, of the prosumal upper extrermties 0.7 0.7
Ohjective symmetric weakness, usnally progressive, of the proximal lower extremmities 08 0.5
Heck flaxors are relatmvely weaker than neck extensors 1.9 16
In the legs proximal muscles are relatively weaker than distal mmscles 0.9 12
Skin manifestations
Hehotrope rash 3l 32
Gottron ~ s papules 21 27
Gottron’s sizn 33 37
Orther chinieal manifestations
Drwvsphagia or esophageal dysmothty 0.7 0.6
Laboratory measurements
Ant-To-1 (ann-Hishdyl-tRNA synthetaze) autoantbody positivity 358 38
Serum creatine kmase activity (CE) activity or 13 14

Serum lactate dehydrogenase (LDH) actrvity or
Serum aspartate aminotransferase (ASAT/AST/SGOT) activity or
Serum alamine amnotransferase (ALAT/ATT/SGPT) activity

Muszele biopsy features

Endormysial mfiliration of mononuclear cells surrounding, but not invading, mrvofibers 1.7
Perimy=1al and'or penvascular infilhaton of mononuclear cells 1.2
Penfascicular atrophy 19

Fimmed vacnoles 31
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Total score &probability® B8 {%
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0.8
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0.2
0.1

Probability of lIM

Total score and Propability of 1M

2 3 4 5 6
Total score
s without biopsy

with biopsy

Y

10

11
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Subgroup classification criteria

New Classification Criteria: IIM classification

Apge at onset of first
symptom < 18

No Yes
| 1
Heliotrope rash or, Heliotrope rash or,
Gottron's papules or, Gottron's papules or,
Gottrom’s sIgn Gollron’s sign
No Yes No Yes
| |
Muscle biopsy: Objective symmetric weakness, usually progressive, of

preximal upper extremities or,

Objective symmetric weakness, usually progressive, of
proximal lower extremities or,

Mo Yes Meck flexors are relatively weaker than neck extensaors or,
Im the legs proximal muscles are relatively weaker than
distal muscles

Rimmed vacuoles,

Mo Yes

Juvenile
PM IBM ADM DM myositis JDM
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o W 1D DIEMIAR T, LSGEM DgradelT L 7RI 74 LB EITHE. LSGE#ﬁd)grade&F747
~
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IZB8ERL,
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REGDHMAEITIE I DT,

HLTAMZIELT. 3DDHAE T, SSEM D RKESS.3%~86.7%. 1 EE79.4%~86.8%., REFFFIER S MHEICEL
T.3DDWHET, KE64.6%~78.6%. 15EE49.7%~79.4% . LSGERIZEALT.3DDMHE T, BEE78%~
83.5%. $#EE82.3%~100% . E TIRAERICELT. 1 DOMET. RE78%. 15ERE86% THo1=, IV TRE
DRE.BFEEDT—REBONEN =M 1 DDEERMARE TH LATRANEY IV T AMNIBEREIZHABELZ (D),
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PRI | EES EE mE c |uzk mE &) 22 &R
_ . O1 EHR,MHEDNE |#E| 8 (@)
ATOAKRIE — < =
_ . 02 [RBROWENDHE |&F| 8 O A
PRREDL f5E FEELR e | RTEAR o, o At
e 04 @ RO = 7|0
&5 :SS
SRIEZE IIHFEA IFH—F
CQESE 28 |{EpLI=CQ RTOAKRIIREHFEDHEIZHEREM
F—7—F HAXEE iR
1 Tr—4Y L UEERE Sjogren’s syndrome
. — landular manifestation, sialadenitis
S5 &S :A: N :A: g - ’ ’
3 BIBREERTOAK, JLE=Y OV |corticosteroid, prednisolone
n RPN systemic administration, per oral,
— s lacebo, randomi controlled trial
5 |FouR REALBREER | domized controlled tri
5 ERWE. RENWE. 2188 |salivary secretion, lacrimation, sicca
FAEIK, BEEAE symptom, infection
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A4k SS
cQ CQ28 ATAAFIIRBEDHEZIZHAD
F—A~R—2Z |PubMed
=K} 2015/7/7
exrE [WEMEREFREERGS) MEH GURK)
# RN SCHREL
#1  Search Sjogren's Syndrome/therapy[MH] 1544
Search (("Adrenal Cortex Hormones"[PA] OR "Adrenal
#2 Cortex Hormones"[MH])) 343471
#3 Search ((SialadenitisfMH] OR DacryocystitisfMH] OR 44653
Saliva[MH] OR Tears[MH]))
44 Search (("2000/01/01"[PDAT] : "2015/05/31"[PDAT]) AND 6344142
(English[Lang] OR Japanese[Lang]) AND humans[MH)])
#5 |Search (#1 AND #2 AND #3 AND #4) 11
[4-1 T—9R—REERHER]
LRI [SS
ca CQ28 ATOAFFIIRHBEDREIZHAL
7_'\‘—9/\\—Z E':F'mc\
H { 2015/7/9
xE WHHMAREFHEEHR) AEH (GUERX)
# BmER X HRER
#1  |(SjoegrenfEfZE/TH or > x—J LU EIREE/AL) 10447
4o (BB REHRILED/TH or A7 BHAF/AL) or (Prednisolone/ 162819
THor JLE=YVAY/AL)
43 (EERAR 2 /TH or MERARR/AL) or (RZER/TH or iRER K/ 11896
AL) or BRFRZ/AL or iRi&/TH or HE&/TH
#4  #1 and #2 and #3 40
#5 |(#4) and (PT=RZEHX) 19 19
#6 |(#5) and (DT=2000:2015) 15
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"AAkJL SS
cQ [(CQ28 RTAOAFIXRBREDHEIZHER
F—A~R—2Z Cochrane
=Kbs 2015/717
Brnz RON(BAEFREERS) /T GREX)
# R SCHREL
#1 |sjogren's and (syndrome or disease®) 341
40 MeSH descriptor: [Adrenal Cortex Hormones] explode all 11520
trees
#3 |corticosteroid* or prednisolone 15599
#4 saliva* or tear” or sialadenitis or dacryoadenitis or sicca 8628
#1 and (#2 or #3) and #4 Publication Year from 2000 to
#5 L 11
2015, in Trials

XagERIO—Fvy—h (T —FR—X+EMHX)

B-2 Xk 70—F v— N PRISMASH] 2% SSCQ28

NA

NGC NICE PubMed Cochrane [Efi EMBASE WHO PsycINFO® CINAHL Others( )

NA 1 11 15 NA NA NA NA

NA

l

Total records identified through Additional records identified through

database searching (n = 33 ) other sources (n = 9 )

l l




RO)—=29

Records screened (1st Screening)

(n= 42 )

(n=

Records excluded

21

)

r
A9 —=27

Full-text articles assessed for eligibility

(2nd Screening) (n =

21 )

Full-text articles excluded,

with reasons

(n=

16 )

l

E ISR

Studies included in qualitative synthesis

(n= 5 )

E=HMISR
(AZT7FIIR)

l

Studies included in quantitative synthesis

(meta-ana

lysis) (n= 2 )
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Xk HRTH1 P I c R4t AR
Lee HK. 41 KCS . o 0.1% NGF, impression — .
Ophthalmology, RCT patients + 23 -II:-,OSpL'Cj:OOJ % hyaluronic icytology, symptom, v ;S:r%)/;f&)pf;?
2006 HS P acid drop [BUT, Schirmer =OPR
Randomized double |12 pSS
Porpla P. Scand J  lind trial with a women with a Serum and salivary DHEAR S5 D Ht
Rheumatol, 2011 [cross-over and low serum  |PHEA 50mg Placebo androgen, salivary flow V. morsRs
wash-out design DHEA-S
Fatigue, depressive
60 female mood, mental well
Hartkamp A. ARD, X ... 200mg oral e ) DHEA# 5 DO
5008 RCT patients with DHEA Placebo bemg, phyS|_caI _ v % =St
pSS function, pain, sicca
complain, Schirmer
Randomized double
Bostrom EA. JR, blind trial with a 37 pSS + 32 DHEA 50m Placebo Resistin in blood or v DHEA 5 Ot
2008 cross-over and HC 9 saliva, saliva volume A0yl o= T)N
wash-out design
. Randomized double
Forsblad-d'Elia H. J | . L .

8 - blind trial with a 23 pSS Sex steroid level, dry DHEAR 5 D Ht
Clin Endocrinol cross-over and women oral DHEA 50mg|Placebo mouth, dry eye v % D=t st
Metab, 2009 )

wash-out design
Pillemer SR. Dry mouth, dry eye, o
Arthritis Cre Res, |RCT 28 SS female g(r)%ln?HEA Placebo [Schirmer, Ocular stain,| ¢ aﬁﬁﬁgﬁﬁ
2004 9 salivary flow FLISI=CORR
0.1% — N
Aragona P. Eur J symptom VAS, TBUT, ATOAAFRERD
Ophthalmol, 2013 |RCT 4088 clobetasone ~ Placebo |5 1r ctain, 1OP Y RCTo0kst
butyrate eyedrop
Dry eye, dry mouth KA =X
ésasmma H.1JRD, Letter, Case report |a SS woman PSL 32mg None salivary flow, salivary v ESLG_)-E”J e
012 Na and B2MG ‘~L7-Case
reportD =& B 5%
topical ATHAFREED |
Er?;?msa-c\ilo{'r% ?,UI Prospective, Open [106 eyes of |nonpreserved None BUT, Schirmer, Ocular v open label. one
'’ |label, one arm 53 SS 1% mPSL stain, symptom arm studyD1=&

2007

solution

B4t
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X#k HMETHA> P 1 c o BRot AR
Prospective, L Saline ATHAFET
Izumi M. ARD, 1991 Open label, one 3133887(533) P:rtt'irg'g‘l";fg of lolution salivary flow v [BRFEAD
arm oS, P 9 irrigation =R
. [nitial
. . Prospective, Saxson, |g, SS-A/B,
Miyawaki S. Intern 20 pSS PSL10-30mg, 2 Ek
Med, 1999 g;;sn laleiz, e female Maintenance e ?Fr’nsuttgﬁqcns\:geog#ect
PSL5-7.5mg ymptom,
IANA, RF, SS-A/B, salivary
Fox PC. Clin Exp RCT 54 bSS PSL30mg every |Piroxicam or [focus score, ocular stain,
Rheumatol, 1993 P other day placebo salivary flow, Schirmer,
symptom
. Not receive [salivary flow, sialochemica
Pijpe J. ARD, 2007 gm:r?f:g';’f' 60 SS sf't;mggg:gd@’ PSLand analysis, laboratory
P * DMARD values, dry mouth VAS
antiinflammat
ory agent, RE~DHE
Romos-Casals M. Prospective ggi (anstrgl corticosteroid antimalarial serum metabolic alteration| ¢/ EHT-AIAE
UR, 2007 P . agent, HED-DK
group immunosuppr 5t
essive agent
Cytokine, autoantibody,
Reksten TR. Int .
. 141 pSS + |PSL5mg (range : salivary flow,
I2n8r1r;unopharmacol, Retrospective 09 HC >-50mg) Without PSL extraglandular
manifestation
N=4 (2 SLE )
Cordero-Coma M. Retrospective, +SS, 1 pSS,|PSL + (MTX, symptom of KCS, Pfetrospect|ye
Ocul Immunol Case series |1 RA CsA, IFX) None Schirmer v [dCase serieg
Inflamm, 2007 o ’ D =R
+psoriasis)
[4-3 —RRYY—=LJ%D—ER] SSCQ28
Xk HETHA> P | C o BT =P
SS with .
Zandbelt MM. ARD, . Schirmer, BUT, Ocular Case report
5001 Case report {il:urovascuhPSLBOmg None stain, LSG histology v DF-BEs
Initial PSL 5-60mg
LT 1 (e, salivary flow, tear volume
Ryumachi, 1979 Retrospective 34 SS maintenance PSL |Without PSL — tgm EéR SE ’
[Japanese] 2.5-20mg ymptom, ’
(7.0+5.1mg)
abacterial
prostatitis swelling of lacrimal gland Case report
Yasuda S. MR, 2004Case report and PBC  7SL40mg None and salivary gland, dysuria v D =R
with SS
RETEET
. 5 " = /NEDCase
18 F| 25 X B T
B NEMBE e pi5g RRELHELS| 20mg None HTIRIEIE. 10G v report®t-s
2004 9 HSSD11 Bk
mER -
RETEET
" HR 6 % 22 4% /MR DCase
= |12 52 [|=F 3 ot ,
;uﬁ*%' R FEI R & IZSSEEHT PSL 30mg None ETIR% v report®Df=&
ENF-11E% [EZ)N
U5l
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Xk HRRTHAY P | Cc o BT =P
. Initial
Miyawaki S. Intern  |."OSPeCtiVe, by s PSL10-30mg, Sl g S8l
Open label, one . None RF,subjective oral
Med, 1999 arm female Maintenance symptom, side effect
PSL5-7.5mg ’
IANA, RF, SS-A/B, salivary
Fox PC. Clin Exp RCT 54 bSS PSL30mg every [Piroxicam or focus score, ocular stain,
Rheumatol, 1993 P other day placebo salivary flow, Schirmer,
symptom
. Not receive [salivary flow, sialochemical
Piipe J. ARD, 2007 | OSPPENe: 6o g5 PSLSTAMI AN bS| and  lanalysis, laboratory
P S DMARD values, dry mouth VAS
Cytokine, autoantibody,
Reksten TR. Int .
. 141 pSS + PSL5mg (range . salivary flow,
Iznt;qr;unopharmacol, Retrospective o~ >-50mg) Without PSL extraglandular
manifestation
Initial PSL 5-60mg
Rl VTG (12+12mg), salivary flow, tear volume
Ryumachi, 1979  [Retrospective (34 SS maintenance PSL Without PSL [ - tgm ESR. SE ’
[Japanese] 2.5-20mg ymptom, ’
(7.0+5.1mq)
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study

Retrospective cohort

1) Ichikawa Y. Ryumachi, 1979
[Japanese], 2) Reksten TR. Int
Immunopharmacol, 2011

Inverse-variance method (R 3.2.1)

RR

1.47(

0.83 -

2.59 )

P= 0.183

Without PSL

With PSL

Author Year Total  Saliva incred@ssal  Saliva increase Risk Ratio [95%CI]
Ichikawa Y. 1979 2 0 20 13 386[030,4941]
Reksten TR. 2011 Qa4 a2 5 - 140[078, 250]
Forest pIOt RE Model IV 2=1.33 P=0.18261  tau?=0 B - 147083, 280
Q=058 0=0.44727 1 =0 r n T n " )
014 037 100 272 739 54.60
Risk Ratio
Funnel plot
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