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J Seze, et al. J Rheumatol 14 pSS
Retrospective + None EDSS
2006;33:709-711 (9F5M)
Cyclophosphamide
JH Shi, et al. Respiration 14 pSS PSL (variable doses)=+
Retrospective None HRCT
2009;78:377-386 (13F1M) Cyclophosphamide
Maripuri S, et al. Clin J Am PSL (variable doses)
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Soc Nephrol 2009;4:1423- Retrospective + None Renal function
(2FOM)
1431. Cyclophosphamide
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Font J. J Rheumatol 30:1552-7. 2003 [1]

Pure sensory neuropathy in primary Sjégren’ s syndrome. Longterm prospective followup and review of the literature.

de Seze J. J Rheumatol 33:709-11. 2006 [2]

Myelopathies secondary to Sjégren’ s syndrome: treatment with monthly intravenous cyclophosphamide associated with corticosteroids.

FRAFRSC Shi JH. Respiration

78(4):377-86. 2009 [3]

Pulmonary manifestations of Sjégren’ s syndrome.

Maripuri S. Clin J Am Soc Nephrol 4:1423-31. 2009 [4]

Renal involvement in primary Sj6gren’ s syndrome: a clinicopathologic study.

Li H, Liu Z, Chin Med Jm
127:3098-104.

2014

Application of immunosuppressant facilitates the therapy of optic neuritis combined with Sjégren’ s syndrome.

FHEFREIC | Nakayamada S. Rheumatology (Oxford), 48:1279-82. 2009

Usefulness of initial histological features for stratifying Sjégren’ s syndrome responders to mizoribine therapy.

Mastumoto T. Patho Int,

55:70-6. 2005

Autoimmune hepatitis in primary Sjégren’ s syndrome: pathological study of the livers and labial salivary glands in 17 patients with primary
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Coppo P. Ann Rheum Dis 62:476-8. 2003

Primary Sjégren’ s syndrome associated agranulocytosis: a benign disorder?
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#1 Sjsgren’ s syndrome/drug therapy[mh] 926
#2 (Abatacept [Supplementary Concept] OR Rituximab [Supplementary Concept] OR Belimumab [Supplementary Concept] OR Tocilizumab [Supplementary Concept] OR “Biological 30,123
Factors”[Mesh:NoExp] OR “Biological Products”[Mesh:NoExp])
#3 “Salivary Gland Diseases”[mh] OR “Xerostomia”[mh] OR salivalmh] OR “Salivary Glands”[Mesh:NoExp] OR “Parotid Gland”[Mesh:NoExp] OR “Submandibular Gland”[Mesh:NoExp] OR 107,096
“Salivary Glands, Minor”[mh] OR “Lacrimal Apparatus”[mh] OR “Xerophthalmia”[mh] OR “Keratoconjunctivitis Sicca”[Mesh] OR “Tears”[Mesh]
#4 #1 AND #2 AND #3 90
#5 #4 AND (("2000/01/01”[DP] : “2015/05/31”“[DP]) AND (English[Lang] OR Japanese[Lang]) AND humans[mh]) 76
A4 Ss
(o]e] CQ32 EYFHHALIRREDLEICH A
F—ER—R Cochrane
Bft 2015/8/12
BHRE H
# BERR XA
#1 Sjogren (syndrome or disease) 344
#2 Abatacept or Rituximab or Belimumab or Tocilizumab or Biological Factors or Biological Products 10,238
#3 Salivary Gland Diseases or Xerostomia or Salivary Gland* or Parotid Gland or Submandibular Gland or Lacrimal Apparatus or Xerophthalmia or Keratoconjunctivitis Sicca or Tears or dry mouth 6,992
or dry eye
#4 #1 and #2 and #3 Publication Year from 2000 to 2015, in Trials 10
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#2 | BRFRZ/AL or MERER/TH or MER/TH or JR28/TH or JR&/TH or ERS 3/ TH or @O NEZIRE/TH or @IREREZIEAE/TH or @RER/TH 28,620
#3 | @EWPHIBE/TH or FBHIEFEEF 7 ILI7/TH or TNF/AL) or (Abatacept/TH or Abatacept/AL) or (Rituximab/TH or Rituximab/AL) or (Belimumab/TH or Belimumab/AL) or 35,983
(Tocilizumab/TH or Tocilizumab/AL)
#4 | #1 and #2 and #3 27
#5 | #4 and (DT=2000:2015 PT=2$%< CK=ER)
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NICE
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PubMed Cochrane EEfhgE
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CINAHL  Others( )
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Total records identified through

database searching (n =
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Additional records identified through

other sources (n =
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Records screened (1st Screening)
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Full-text articles assessed for eligibility

(2nd Screening) (n= 101 )

Studies included in qualitative synthesis

(h= 13 )

Studies included in quantitative synthesis

(meta—analysis) (n = 0o )

Records excluded

(h= 0 )

Full-text articles excluded,

with reasons

(n= 8 )
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Efficacy and safety of belimumab in primary Sjégren’ s syndrome: results of the BELISS open—label phase II study.
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#1 Sjsgren’ s syndrome/drug therapy[mh] 926
#2 Infliximab[Supplementary Concept] OR Etanercept[Supplementary Concept]) OR Abatacept [Supplementary Concept] OR Rituximab [Supplementary Concept] OR Belimumab 39,769
[Supplementary Concept] OR Tocilizumab [Supplementary Concept] OR “Biological Factors”[Mesh:NoExp] OR “Biological Products”[Mesh:NoExp]
#3 Extraglandular manifestation* OR “lung diseases”[mh] OR “Kidney Diseases”[mh] OR “Thrombocytopenia”[mh] OR “hypergammaglobulinemia”[mh] OR “Central Nervous System 3,441,000
Diseases”[mh] OR “Peripheral Nervous System Diseases”[mh] OR “brain diseases”[mh] OR “arthritis“[mh] OR “Skin Diseases”[mh] OR “Muscular Diseases”[mh]
#4 #1 AND #2 AND #3 111
#5 (”Salivary Gland Diseases”[Mesh:NoExp] OR “Xerostomia”[Mesh:NoExp] OR “Xerophthalmia”[mh] OR “Keratoconjunctivitis Sicca”[mh] 8,562
#6 #4 NOT #5 105
#7 #6 AND (("2000/01/01”[DP] : “2015/05/31”[DP]) AND (English[Lang] OR Japanese[Lang]) AND humans[mh]) 89
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# ERR SCERER
#1 Sjogren (syndrome or disease) 344
#2 Abatacept or Rituximab or Belimumab or Tocilizumab or Infliximab or Etanercept or Biological Factors or Biological Products 11,900
#3 Extraglandular manifestation* 3
#4 MeSH descriptor: [Lung Diseases] explode all trees 28,179
#5 MeSH descriptor: [Kidney Diseases] explode all trees 10,222




#6 MeSH descriptor: [Thrombocytopenia] explode all trees 939
#7 MeSH descriptor: [Hypergammaglobulinemia] explode all trees 11
#8 MeSH descriptor: [Central Nervous System Diseases] explode all trees 29,558
#9 MeSH descriptor: [Peripheral Nervous System Diseases] explode all trees 3,116
#10 MeSH descriptor: [Brain Diseases] explode all trees 26,152
#11 MeSH descriptor: [Arthritis] explode all trees 9,042
#12 MeSH descriptor: [Skin Diseases] explode all trees 25,059
#13 MeSH descriptor: [Muscular Diseases] explode all trees 4,020
#14 | #1 and #2 and (#3 or #4 or #5 or #6 or #7 or #8 or #9 or #10 or #11 or #12 or #13) Publication Year from 2000 to 2015, in Trials 13
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#2 QEMZRIBEI/TH or (EBIEFREF7ILT7/TH or TNF/AL) or (Abatacept/TH or Abatacept/AL) or (Rituximab/TH or Rituximab/AL) or (Belimumab/TH or Belimumab/AL) or 41,719

(Tocilizumab/TH or Tocilizumab/AL) or (Etanercept/TH or Etanercept/AL) or (Infliximab/TH or Infliximab/AL)
#3 | BRIRZE/AL or BERAR/TH or MER/TH or iR3§/TH or JRi&/TH or &R S i/ TH or @ ANELIRSE/TH or @ARBREZIEAE/TH or @RE 2 /TH 28,620
#4 #1 and #2 142
#5 #4 not #3 115
#6 | (#5) and (DT=2000:2015 PT=R3&$XBR< CK=EH) 68
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#12 | (#1) AND #11 409
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#H4 Cyclosporine:tiab,kw (Word variations have been searched) 4,222
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#6 Azathioprine:ti,abkw (Word variations have been searched) 2,201
#7 Cyclophosphamide:ti,abkw (Word variations have been searched) 7,645
#8 | Mizoribine:tiabkw (Word variations have been searched) 44
#9 Mycophenolate Mofetil:ti,abkw (Word variations have been searched) 1,437
#10 | #1 or #2 or #3 #4 or #5 or #6 or #7 or #8 or #9 19,500
#11 | Sj6gren’ s syndrome:ti,ab,kw in Trials (Word variations have been searched) 298
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Renal involvement in primary Sjégren syndrome of childhood: case report and literature review.
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cQ CQ36 £YMFMRFIT/NEBEEDORNRE - RBREOHEIZHERAL
T—ER—Z PubMed
Bt 2015/9/7
BRE =EBT
# BERR SXEA
#1 Sj6gren’ s syndrome[MeSH Terms] 10,621
#2 | “biological products/therapeutic use”[MeSH Terms] 157,820
#3 | “Molecular Targeted Therapy”[MeSH Terms] 11,812
#4 | “biological factors/therapeutic use”[MeSH Terms] 226,263
#5 | “Antibodies, Monoclonal, Murine-Derived”[MeSH Terms] 12,224
#6 “Antibodies, Monoclonal, Humanized”“[MeSH Terms] 27,612
#7 | Immunoconjugates[MeSH Terms] 8,437
#38 | “Antibodies, Monoclonal”[MeSH Terms] 187,446
#9 | “Immunoglobulin G"[MeSH Terms] 126,591
#10 | “Receptors, Tumor Necrosis Factor “[MeSH Terms] 40,659
#11 | “Immunoglobulin Fab Fragments”[MeSH Terms] 23,347
#12 | “Polyethylene Glycols”[MeSH Terms] 52,310
#13 | “Interleukin 1 Receptor Antagonist Protein”[MeSH Terms] 4131
H#14 (((((((((((#2) OR #3) OR #4) OR #5) OR #6) OR #7) OR #8) OR #9) OR #10) OR #11) OR #12) OR #13 758,751
#15 (#1) AND #14 1,137
#16 (#1) AND #14 Filters: Child: birth-18 years 105
H#17 (((#16) AND (“2000/01/01“[DP]:"2015/05/31”[DP])) AND (english[laJor japanese[la])) AND (humans[MeSH Terms]) 40

F14kIL Ss

cQ CQ36 EYFMHFILNEREZDRNAE - BREOREICHAN

~||L
>
T‘
N

Cochrane




B4+ 2015/9/9

BREE HHAE
# NN X
#1 Biologics:ti,abkw (Word variations have been searched) 267
#2 Biological agents:ti,abkw (Word variations have been searched) 6,320
#3 Anti—cytokine therapy:ti,abkw (Word variations have been searched) 10
#4 Molecular Targeted Therapy:tiab,kw (Word variations have been searched) 392
#5 Rituximab:ti,ab,kw (Word variations have been searched) 1,308
#6 Epratuzumab:ti,abkw (Word variations have been searched) 16
#7 | Belimumab:tiabkw (Word variations have been searched) 37
#8 | Tocilizumab:tiabkw (Word variations have been searched) 218
#9 | Abatacept:itiabkw (Word variations have been searched) 215
#10 | Infliximab:tiabkw (Word variations have been searched) 1,007
#11 Etanercept:tiabkw (Word variations have been searched) 886
#12 | Adalimumab:tiabkw (Word variations have been searched) 826
#13 | Golimumab:tiabkw (Word variations have been searched) 223
#14 | Certolizumab pegolitiabkw (Word variations have been searched) 165
#15 | Anakinraitiabkw (Word variations have been searched) 82
#16 | #1 or #2 or #3 or #4 or #5 or #6 or #7 or #8 or #9 or #10 or #11 or #12 or #13 or #14 or #15 10,852
#17 | Sj6gren’ s syndrome:ti,abkw in Trials (Word variations have been searched) 298
#18 | sjogren syndrome:ti,ab,kw in Trials (Word variations have been searched) 330
#19 | Sjégren syndrome:ti,abkw in Trials (Word variations have been searched) 11
#20 | #17 or #18 or #19 349
#21 | #16 #20 31
B4 ss
cQ CQ36 EYFMHFILNEREZEDRNFE - BREOREICHAN
T—ER—2R EfEE
Bt 2015/7/29




BREE IWEGEH

# BR= SCERER
#1 | Siégren SEIZEE/TH or S x—4J L AEIREE/AL 10,456
#2 | EWFHIBE/TH or AW RIBIHI/AL 150,668
#3 | MY A AL EER/AL or YA RAAVEBE/AL or iYAbAA2 /AL 495
#A4 | DFEREE/AL or DFAERLERE/AL or DFIZRIEE/TH 17,690
#5 | Rituximab/TH or J'Y¥S < T /AL 7,484
#6 | Epratuzumab/TH or TS5V X< T /AL 74
#7 | Belimumab/TH or R1) LAY J /AL 92
#8 | Tocilizumab/TH or F1J X< T /AL 2,856
#9 | Abatacept/TH or 7/\2t /AL 982
#10 | Infliximab/TH or A2 21)F<J/AL 8,215
#11 | Etanercept/TH or TR JLETR/AL 3,873
#12 | Adalimumab/TH or 741 LT /AL 2,480
#13 | Golimumab/TH or ) LAY TJ /AL 353
#14 | “Certolizumab Pegol”/TH or £JLR) XTI JL/AL 201
#15 | Anakinra/TH or 7+ ¥ 5/AL 185
#16 | E/70—FILHK/TH or E/HB—F LELIK/AL 61,056
H17 | #2 or #3 or #4 or #5 or #6 or #7 or #8 or #9 or #10 or #11 or #12 or #13 or #14 or #15 or #16 223,342
#18 | #1 and #17 398
#19 | /NR/TH or /NR/AL 803,272
#20 | BEH/TH or BHH/AL 23,935
#21 | #19 or #20 815,333
#22 | #18 and #21 10
#23 | (#18) and (CK=#&£R ZLIR(1~23 &+ A) %1 R(2~5)/NR(6~12) FEHI(13~18)) 13
#24 | #22 or #23 16
#25 | (#24) and (DT=2000:2015 PT=25&8kFR< CK=th) 10
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NGC NICE PubMed Cochrane [Efi% EMBASE WHO PsycINFO® CINAHL Others( )
NA NA 40 31 10 NA NA NA NA NA
Total records identified through Additional records identified through
database searching (n= 81 ) other sources (n = 0 )
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cQ CQ37 EAE, LAHIULET4—RIEE, SERREEEL, NEBEOBRMVRE BRREOREICHERAD
T—ER—Z PubMed
Bt 2015/9/8
BRE =EBT

# BERR X

#1 Sj6gren’ s syndrome[MeSH Terms] 10,621
#2 Medicine, Chinese Traditional[MeSH Terms] 13,253
#3 Medicine, Kampo[MeSH Terms] 467
H#H4 Drugs, Chinese Herbal[MeSH Terms] 31,358
#5 ((#2) OR #3) OR #4 41,405
#6 Muscarinic agonists[MeSH Terms] 3,502
#7 Ambroxol[MeSH Terms] 498
#38 Bromhexine[MeSH Terms] 859
+#9 Carbocysteine[MeSH Terms] 358
#10 Pilocarpine[MeSH Terms] 6,185
H#11 quinuclidines[MeSH Terms] 15,202
#12 | (((#6) OR #7) OR #8) OR #9) OR #10) OR #11 24,984
#13 (#5) OR #12 66,354
H#14 (#1) AND #13 186
#15 (#1) AND #13 Filters: Child: birth-18 years 12
#16 (((#15) AND (“2000/01/01“[DP]:"2015/05/31”[DP])) AND (english[laJor japanese[lal)) AND (humans[MeSH Terms]) 6
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BREE HHAE

# ‘HR= pdi

#1 Traditional Chinese medicine:ti,abkw (Word variations have been searched) 3,208
#2 | Herbal medicine:tiabkw (Word variations have been searched) 2,349
#3 Kampo:ti,abkw (Word variations have been searched) 402
#4 | Bakumondo-to:tiabkw (Word variations have been searched) 9
#5 Mai-men—dong-tang:ti,abkw (Word variations have been searched) 9
#6 | Hochu—ekki-to:tiabkw (Word variations have been searched) 9
#7 Bu-zhong-yi—gi—tang:ti,abkw (Word variations have been searched) 13
#8 | Ninjin—Yoei—to:tiabkw (Word variations have been searched) 2
#9 Ren—Shen-Yang—Rong-Tang:ti,abkw (Word variations have been searched) 2
#10 | #1 or #2 or #3 or #4 or #5 or #6 or #7 or #8 or #9 5,015
#11 Muscarinic agonists:tiabkw (Word variations have been searched) 306
#12 | Cevimeline:tiabkw (Word variations have been searched) 20
#13 | Pilocarpine:tiabkw (Word variations have been searched) 555
#14 | #11 or #12 or #13 817
#15 | Mucoactive agents:ti,abkw (Word variations have been searched) 11
#16 | Bronchial airway lubricants:tiabkw (Word variations have been searched) 0
#17 | Bromhexine:tiabkw (Word variations have been searched) 170
#18 | Carbocysteine:tiabkw (Word variations have been searched) VAl
#19 | Ambroxol:tiabkw (Word variations have been searched) 223
#20 | #15 or #16 or #17 or #18 or #19 423
#21 | #10 or #14 or #20 6,244
#22 | Sj6gren’ s syndrome:ti,abkw in Trials (Word variations have been searched) 298
+#23 | sjogren syndrome:ti,abkw in Trials (Word variations have been searched) 330




#24 | Sj6gren syndrome:ti,abkw in Trials (Word variations have been searched) 77
#25 | #22 or #23 or #24 349
H#26 | #21 #25 51
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Bt 2015/7/29
BERE tFHE
# BERRX X
#1 | Sisgren JEIREE/TH or > x—4 LUEIREE/AL 10,456
#2 | EAZE/THor EFHE/AL 55,470
#3 | ZMZH/TH or ML H/AL 638
#4 | WPEKS/TH or WhIEKH/AL 2,298
#5 | ASERS/THor ASERB/AL 555
H6 | #2 or #3 or #4 or #5 55,558
#7 | #1 and #6 205
#8 | /MNR/TH or INR/AL 803,272
#9 | BEH/THor BEH/AL 23,935
#10 | #8 or #9 815,333
#11 | #7 and #10 6
#12 | (#7) and (CK=#T4 R ZLIR(1~23 7 A) 4!R(2~5),/MNR(6~12), FFHA(13~18) 8
#13 | #11 or #12 10
#14 | “"Muscarinic Antagonists”/TH or LXH) U EHHEI/AL 7,876
#15 | LRHORERFIHEE/AL or LRBY U LETE—RIFZE/AL 7
#16 | Cevimeline/TH or E AJ> /AL 454
#17 | Pilocarpine/TH or EOAJLE /AL 965
#18 | #14 or #15 or #16 or #17 9,165
#19 | #1 and #18 326




#20 | #10 and #19 8
#21 | (#19) and (CK=$74E R ZLIR(1~23 # B)$ R (2~5)/NR(6~12), FEH(13~18)) 6
#22 | #20 or #21 9
#23 | [REMKBABE/AL or [IBHKIEEZE/AL or [UBHRIAREE/AL or TUEMIBE/AL 2
#24 | Bromhexine/TH or TRALANFS /AL 536
#25 | Carbocysteine/TH or ALK AT /AL 641
#26 | Ambroxol/TH or 7> JRA¥Y—)L/AL 367
#27 | EEEHI/TH or EHEHI/AL 4127
#28 | #23 or #24 or #25 or #26 or #27 4,197
#29 | #1 and #28 29
#30 | #10 and #29 5
#31 | (#29) and (CK=# 4R FLIR(1~23 # A) B2 ~5)/MR(6~12)FEH(13~18)) 4
#32 | #30 or #31 5
#33 | #13 or #22 or #32 19
#34 | (#33) and (DT=2000:2015 PT=5x:%5%Fx< CK=Eh) 15
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Juvenile Sjégren syndrome: distinctive age, unique findings.
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# BRI XA
#1 (“SS-A antibodies” OR “SS-A antigen” OR “Sjégren’ s syndrome”[Mesh]) 1,153
AND
(“Pregnancy”[Mesh] OR “Congenital, Hereditary, and Neonatal Diseases
and Abnormalities”[Mesh] OR “Fetus”[Mesh] OR “Infant, newborn”[Mesh]
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Systemic/congenital “[Mesh])
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B+ 2015/7/24
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# ERR SCERER
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#5 #3 and #4 Publication Year from 2000, in Trials 2
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