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Co 1-1 XEBRER & XikER

@®PubMed BFE =K
(CCCCCCCCC"Churg-Strauss Syndrome”[mh] OR “Churg-Strauss”[tiab]) OR “CSS”[tiab]) OR (eosinophilic granulomata[tiab] OR eosinophilic
granulomatosis[tiab] OR eosinophilic granulomatous[tiab])) OR “EGPA”[tiab]) OR “allergic granulomatoses”[tiab]) OR “allergic granulomatosis”[tiab])
OR (allergic angiitis[tiab] OR allergic angina[tiab] OR allergic angioedema[tiab] OR allergic angitis[tiab])) OR (allergic granulomatoses[tiab] OR
allergic granulomatosis[tiabl)) AND ((((((("azathioprine”[mh] OR (azathioprin[tiab] OR azathioprina[tiab] OR azathioprine[tiab] OR
azathioprine’ [tiab] OR azathioprine s[tiab] OR azathioprinefor[tiab] OR azathioprinein[tiab] OR azathioprineor[tiab] OR azathioprines[tiab] OR
azathioprins[tiab] OR azathioprinum[tiab])) OR “imuran”[tiab]) OR “immuran”[tiab]) OR “imurel”[tiab]) OR “azamun”[tiab]) OR “imurek”[tiab]) OR
“AZA”[tiab])))) AND ((((English[lang] OR Japanese[lang]l))) AND “1999/01/01”[PDAT] : “2018/12/31" [PDATI])

®%EH : 2018/12/1

OEFHEHEERA
# FEEERME S HME X ERZFIERE/TH or IFEEERIE SR IME RIS IERE/AL)
#2 “Churg Strauss”/AL or (WFEEIRIGSHMERMERNZFERE/TH or Fr—4 - A FSOREREE/AL) or (GFEEBKMELSRME XRMERNFERE/TH or 7 LILX—MRAZF
fE 4 I & 2 /AL)
#3 #1 or #2
#4  (#3) and (PT==E&kEx<)
#5  (#4) and (SH=REMFIA, JAE, EWEE NENEE B, BSEE RHEL BMEHRES
#6 (#5) and (PT=[RE&E:H0)
#7  (#6) and (PT=EMIRERRL)
#  #3) and RD=ABT7F+ IR, 55 LILLLEGRER, S5 27 LML LB, LR, BEHA K51 V)
#9 #7 or #8
%% B :2018/10/14
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EF1-2 6 1-1 YRS - "4 FRXF—TJL (RCT)
MEAB D FHHER Risk of Bias ZFDith
. Z DM/ 1T o 3
A AR ANB | g | SR | sy | SRR T Rmen TR x| e
O B | PR RABEEER A ppy U s | L2 0 smEe| TN | gs | (FHRES )
= = ERHER)
Puéchal| RCT EGPA51 5l T —%4
— = [T A:GC+AZA 25 0 26 2
BT X g : low low low low low low low (PAN, MPA £, & 1= 95
2017 | & *xtH&:GC (46) (0) (49) (2) #0)
Bff  |Puéchal| RCT _ EGPA51 fflDT—4
(1ETY X |Z&E gé:gg+AZA (ig) (ii) (ig) (ig) low low low low low low low (PAN, MPA £, & &7= 95
=359 2017 | & ' 1)
EESH
("‘gtﬂﬁ Puéchall ROT | o 2 .GC+AZA (PAN, MPA £, &= 95
{;#':6:6 X -5 *?_TEE:GC (46) (8) (49) (3) low low low low low low low 1) ’ ==
0]; saez | 2017 | ® o
1)
B (2 &) EGPA DT—%4, Bfgrh
(BREER [CEARELI-XEEHOD
FIZH1+% |Puéchal| RCT _ 1flEHBMSKRIALT
ZTDHD X g gé 88+AZA (4212) (:S) (i;) (1(7)) low low low low low low low LD (R BT A7 251
B, 2017 | 8§ =24)
Major+Mino (PAN, MPA £, & 81= 95
r) D)




C01-1 EFETHMIBBRHESRNELEAFEEOEREAABETE., FILaaLFaq FERE, FLaaLFaA REFHFATY D OBHADEL LIE
At

IEFR7A774A4IL "

Certainty assessment Ne of patients Certainty Importance
Ne of . Risk of : : o Other Relative risk Absolute risk reduction
studies Study design Inconsistency Indirectness  Imprecision considerations (95% Cl) (95% Cl)

Randomized Not Not Not \ery Serious 0 =17 dPoo
! trial serious serious serious 23 None 0/25 2126 (95%Cl; 0 — NaN) (95%Cl; -179~255) LOW CRITICAL
B (LETHLER)

Randomized | Not Not Not A 1.04 38 per 1000 DDDo
! trial serious serious serious Serious None 25/25 25/26 (95%Cl;0.96 — 1.12) (95%Cl; -35.4~112) MODERATE CRITICAL
B (EREREICETHZORDODEM. 24 h A, major & minor)

Randomized | Not Not Not s o4 115 63 per 1000 BPoo
! trial serious serious serious Very Serious™ | None 12125 10724 (95%Cl; 0.62 — 2.15) (95%Cl; -215~341) LOW IMPORTANT
EESHHE (SAE=1)

Randomized | Not Not — Very 1.02 8.9 per 1000 @ooo
! trial serious | serious Serlous Serious? | oM 221861231891 (g504c; 0,67 - 1.56) (95%Cl; -192~209) VERY Low [ CRITICAL

Cl: confidence interval, RR: risk ratio
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(#5am ]
CQ 1-1 EETHIMIBRMEZENEXMAFEEORREAARTHE, JILaaLFaA FBEBE, JLaaLFaA RETFYFFT

DUDBHADEL SAFRAMN?

NAZERTHILEZHRETS | NAZFEATICEZRETD NMAZFEALLGVWCLZRETS | MAZFERALGNWI L 2#HET S
(RRUVHERR) (55U VvHE2R) (B3R - xt) (BRUMESE . &xt)
HREDO2A TS C) C) " C)
BETHI FEEEEXMERNMAFEEOEREARETIE, FILI3aLFaq REFHFATYOOHRLY LI F a4 FEMH(C
KHRBEIRET S,
Heigr (HEDRS : FL\, TETURDHEERM : EEIZIE)
¥ EBETHWEIX, 1996 FFS =0, 34 bMmFI L7 FZVEE>T1.58mg/dl, —BREAE>1g, EEDHEEERE (B, ZA, FE EX), DHFRZE
FIRARHEE, OLWThEF-IBWEFZEIET. =720, 1996 FFS (X5 FAFRICEET HRFTHS=8, 1996 FFS =0 THHoTHEELHIET SN S BEzS
RELHDENEESND.
IETUORDERERIENDA, FHFAT) VENMFROHRIIEBOH THEL ., ROBERBELMIMBIELENSEBAMMELEL:=H, TA
e FHEALBWIEERETDHELT,

%M D recommendation (Groh M, et al.: Eur J Intern Med 2015; 26: 545-553) [ZH WL TH. BEE (without |ife and/or organ threatening
disease) @ EGPA Tld GC BijhAVEL] (suitable) THHLEE N TS,
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€O 1-2 EER= & SRR

&®PubMed BFR=K
(CCCCCCCCC"Churg-Strauss Syndrome”[mh] OR “Churg-Strauss”[tiab]) OR “CSS”[tiab]) OR (eosinophilic granulomata[tiab] OR eosinophilic granulomatosis[tiab] OR eosinophilic
granulomatous[tiab])) OR “EGPA”[tiab]) OR “allergic granulomatoses”[tiab]) OR “allergic granulomatosis”[tiab]) OR (allergic angiitis[tiab] OR allergic angina[tiab] OR
allergic angioedema[tiab] OR allergic angitis[tiab]l)) OR (allergic granulomatoses[tiab] OR allergic granulomatosis[tiab])) AND ((((CCCCCCCCCC((("Cyclophosphamide”[mh] OR
(cyclophosph[tiab] OR cyclophosphaltiab] OR cyclophosphamade[tiab] OR cyclophosphamamide[tiab] OR cyclophosphamate[tiab] OR cyclophosphamdde[tiab] OR cyclophosphamde[tiab]
OR cyclophosphamdie[tiab] OR cyclophosphami[tiab] OR cyclophosphamid[tiab] OR cyclophosphamide[tiab] OR cyclophosphamide’ [tiab]l OR cyclophosphamide’ s[tiab] OR
cyclophosphamideO[tiab] OR cyclophosphamideadriamycin[tiab] OR cyclophosphamidecyor [tiab] OR cyclophosphamidedoxorubicin[tiab] OR cyclophosphamideinduced[tiab] OR
cyclophosphamidelike[tiab] OR cyclophosphamidemediated[tiab]l OR cyclophosphamideplus[tiab] OR cyclophosphamidepulse[tiab] OR cyclophosphamides[tiab] OR
cyclophosphamides’ [tiab] OR cyclophosphamidesensitive[tiab] OR cyclophosphamidetherapy[tiab] OR cyclophosphamidetoxicity[tiab] OR cyclophosphamidic[tiab] OR
cyclophosphamidie[tiab] OR cyclophosphamids[tiab] OR cyclophosphamidum[tiab] OR cyclophosphamine[tiab]l OR cyclophosphamines[tiab] OR cyclophosphamnide[tiab] OR
cyclophosphamyde[tiab] OR cyclophosphan[tiab] OR cyclophosphane[tiab] OR cyclophosphanes[tiab]l OR cyclophosphanide[tiab] OR cyclophosphant[tiab] OR cyclophosphanum[tiab]
OR cyclophosphaoffe[tiab] OR cyclophospharmide[tiab] OR cyclophosphasmide[tiab] OR cyclophosphate[tiab] OR cyclophosphates[tiab] OR cyclophosphatidic[tiab] OR
cyclophosphato[tiab] OR cyclophosphazane[tiab] OR cyclophosphazanes[tiab] OR cyclophosphazanium[tiab] OR cyclophosphazatriene[tiab] OR cyclophosphazene[tiab] OR
cyclophosphazenes[tiab] OR cyclophosphazenic[tiab] OR cyclophosphazine[tiab] OR cyclophosphemide[tiab] OR cyclophosphide[tiab] OR cyclophosphimide[tiab] OR
cyclophosphine[tiab] OR cyclophosphines[tiab] OR cyclophosphinophosphonium[tiab] OR cyclophosphites[tiab] OR cyclophosphmide[tiab] OR cyclophospho[tiab] OR
cyclophosphoamide[tiab] OR cyclophosphocreatine[tiab] OR cyclophosphodiester[tiab] OR cyclophosphodiesterase[tiab] OR cyclophosphomide[tiab] OR cyclophosphoramidate[tiab]
OR cyclophosphoramidates[tiab] OR cyclophosphoramide[tiab] OR cyclophosphoric[tiab] OR cyclophosphorothioate[tiab] OR cyclophosphoryl[tiab] OR cyclophosphorylated[tiab] OR
cyclophosphospahmide[tiab] OR cyclophosphosphamide[tiab] OR cyclophosphymide[tiab])) OR Cytoxan[tiab]) OR Sendoxan[tiab]) OR Endoxan[tiab]) OR Neosar[tiab]) OR “nsc-
262717 [tiab]) OR “procytox”[tiab]) OR “b-518"[tiab]) OR “ifosfamide”[tiab]) OR “isophosphamide”[tiab]) OR “iphosphamide”[tiab]) OR “isofosfamide”[tiab]) OR
“holoxan”[tiab]) OR (nsc 109[All Fields] OR nsc 109, 229[All Fields] OR nsc 109, 724[All Fields] OR nsc 109028[All Fields] OR nsc 109229[All Fields] OR nsc 109268[Al |
Fields] OR nsc 109500[All Fields] OR nsc 109555[All Fields] OR nsc 109724[All Fields] OR nsc 1097241[All Fields] OR nsc 10973[All Fields] OR nsc 109929[All Fields])) OR
“cfx”[tiab]) OR “asta z 4942”[tiab]) OR (phosphoramide mustard[tiab] OR phosphoramide mustards[tiab]))))) AND ((((English[lang] OR Japanese[lang]))) AND
“1999/01/01” [PDAT] : “2018/12/31” [PDAT])

®%EH : 2018/12/1

OEFFHEHRER
#1 (GFEEERMEZ R ME X IERFIERE/TH or IFEEERIE LR ME R IERZFIERE/AL)
#2 “Churg Strauss”/AL or (FFERERMELZHRMEXMRASFIELE/TH or F¥—4 « R RSO RERE/AL or (FFEEKMEZRMEXMEASFIERE/TH or 7 LILX—ERAFEMELE /AL 3,370
#3 #1 or #2
#4  (#3) and (PT=&ZKR <)
#5 (#4) and (SH="AEMIFIR, JBE, EWMEE NEMEE BiE BSEE BEE RaHREE)
#6 (#5) and (PT=[RZ&E:&H>0)
#7  (#6) and (PT=EHIEREM )
#8 (#3) and RD=ABTF YR, U7 LILLLEER, £S5 24 LELLERER, LR, 2B A1 K54 V)
#9 #7 or #8
®%A : 2018/10/14
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PubMed M S 4E L 1= EdiENSEHELT: Cochrane h
Cak#ER (n=305) XakEk (n=33) B0 L =3 kR (n=0)

EETEBRMR O XS (n=338) (EHEXH 0)

v

RH ) —=25 Lt ok L 1= STk SR
Xike (n=338) > (n=307)

EEMEETEL-S2X B L2
MW (n=31) > 3 (n=30)

- . <BSEH>

ﬁ%ﬁfLﬁ%Aht CWRTHA DR EEE ST (5T—R Y
BRH (n=1) Y—X. BEBHIRE. B5) (n=30)

\

BHEAICMA T
MZEE (n=1)




#EH1-6 CQ1-2 YR - "4 FRT—T L (RCT)

HRAB DR FIRER Risk of Bias ZDfh
FoML| o AAE| AR st ARE: | 7ornn FornL | ZDHAATR :
FEE| : , | wme | TTN | BRI | BIYHEO| sTREE L wxen |77 SATADAA
R AT 2Efl| AUh | S| asor | FUET R o | EEEO (D250 | wE | (Emsmsee | 0L
& - B | EAK e L ‘ SRt =g NATR | EEgEY) :
G G Randomization was centralized
AZA, IVCY EBLM T A LD "
i EYSSUN=5 . BEIZLL at ';hebcool:dmatl:g center anlld
b 2|0(|)s RCT | FO&LSIZRAUTREEE) | o % 10 0 high high high low low low low ;a_ej? pfé;‘e ax or e-mar.
AFAS i RSB ORI
*tE8 : GC+IVCY Er
Randomization was centralized
B - ) at the coordinating center and
(Z%E;’)% F\;Ig(l)g RCT ?{fé gg:ﬁ/ZCAY 9 7 10 5 high high high high low low low made by phone, fax, or e-mail.
F—TUHRER
BEEEFE Randomization was centralized
= . . at the coordinating center and
(ZEHIIZE] r\;g(l)g RCT gé gg:i?/ZCAY 9 2 10 0 high high high high low low low made by phone, fax, or e-mail.
%954 R F—TUHRER
0) GC+AZA2 £ THPB
Randomization was centralized
" at the coordinating center and
TR Ribi C :GC+AZA . . . . .
ﬁg@;&;)ﬁi 2I0(|)8 RCT gé : GC:IVCY 7 3 5 0 high high high high low low low ;aiejl%i%ége, fax, or e-mail.




CQ1-2 LI Fa4 FISEREORBRBESRNE X EAFEEOERIEAARTIE. FLaaLFaA REFHFFFTUVOBBE. FLaaLFaga
RFEFEL o ORR 77 2 FAALROHAIK, ESLRERAMN?

IETFURFTAT7 7ML
Certainty assessment Ne of patients Certainty Importance
i Study design RS Inconsistenc Indirectness  Imprecision Ol &0 et (eI REEITE IS
studies y g bias Y P considerations ~ ZA CY (95% CI) (95% CI)
Randomized .1 | Not . . as Infinity 222 per 1000 @ooo
1 trial Serious Serious Not serious Very Serious™* | None 2/9 0/10 (NaN — infinity) (95%CI:-49~494) Very Low CRITICAL
B (FIRIDERER)
Randomized | Very Not . Lo 1.56 278 per 1000 @ooo
! trial Serious? | serious Not serious Serious None " 510 | 9s04c1: 0.76-3.17) (95%Cl; -134~689) Very Low CRITICAL
EEAESER EHICBHARTHLD)
Randomized | Very Not . s Infinity 222 per 1000 @ooo
! trial Serious® | serious Not serious Very Serious™® | None 219 0/10 (NaN - infinity) (95%Cl; -49~494) Very Low CRITICAL
BR (28RS
Randomized | Very Not . s Infinity 429 per 1000 @ooo
! trial serious? serious Not serious Very Serious™® | None s 0/ (NaN - infinity) (95%Cl;62~795) Very Low IMPORTANT

Cl: confidence interval, RR: risk ratio

* FRASNEEOOT—2HFATETHRITTERL =7 ALK, RICEEHE L TLVENL
SUBLEDHETNATANEL S

SUBLEDHE  FA—TUORBOATNANATRAAREL S

ARY b U TLENREEREOREZ TS AL

s ay kE—JL and/or TATARY FRELGL

E S



@8 1-8 C01-2 JiaaiFads FIEREOFRRESROEAEAFBEOERIAARTE. FV1aLFaA FEFHFATYLOGAE, FLaaLFaa
FEBELIOKRRT7 S FRLROGAIE, EBoNFERAN?

Evidence to Decision +—JJL

COMBEXBAEEN, FFS=0 0 EGPA T, GCIEHMDBEICHITIEMBAL LT, AN IVOY EHELEL S
NEAIETRIT ZEITEEZTHD
OLi
| OBz
- Yo R RN
OlZLy
OxFELETHD
Obh b
FHINZLELOMREENFTERELD | GC+AZA & GCHIVOY DHEET.
1. BERAETY FALIZDNT
Obh ¢ - BETSITDULVT, GC+AZA O GC+IVCY (239 A 3hR#EFE(L 1000 A2i7=Y 222 A (ZLY)
2 | Oy (-49~494) . NNT4.5 TH> 7=,
F | O%E CEE (EOBER) D0 T, GCHAZA O GC+HIVCY [Zxtd 2R HE L 1000 A=Y
k OKZE LY 278 A (%1V) (-134~-689). NNT3.6 T 7=
2 | exzxzTHs 2. EBEHT Y FHLIZONT
Obm iy - B (LEEER) 12O T. GCHAZA O GC+IVCY (S BEN R FE(EIL 1000 A L7= Y
429 A (%LV) (62~795). NNT2.3 TdH 7=,
BRIIZVA, BE. BRECBTIEREZ. EELOVHREISEFSETHS,
FHEINBAEFLLABAOHRIZENITEKRZWN | 1. EXET7I RALIZDNT
=- BN - BEAEETER(C DT GC+AZA O GC+IVOY (239 AN EHETEE (L 1000 A Lf- Y 222 A
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CQ 1-2 Jiaa)FaAq FICEREOFRRESROERMENFEEORBREANAGRTIE, JiLaaLFadq FETHFFFT) VD OHA

E. T NaalFaqa REFETPARR T 7S FRALRDOHAIZ. ELoFERAMN?

NAZERTIEZHETD | NAZHEATICLEZRET D | MAZHEALLGV L ZRET D | MAZERALENWI L £2#ET D

(BEUVHERR) (55U VHE2R) (B3R - xt) (GRS - &xt)
HEDAA T O . O O
BETHL FREEZSEMEXMEAFEEICHLTYILaaLFaS FERICKZERENABRNIREFT+HDGE. PTHFATU LY HEH
FUoORR 77 I RNULRESILOTNLFaL FIZEBNHRT S EERET S,
#eE (HEDBRS : FL\, TETURDHEERM : FEEIZIE)
A1 IEETHWNEIX, 1996 FFS =0, 34 bMmBF I L7 F_VEE>1.58mg/dL, —BREAE>1g, BEEDHEICERE (B, ZA, #FE EX), DFRZE,
FIRARHREE, OLWThEF-IBWEFZEIET. =720, 1996 FFS (X5 FAFRICEET HRFTHS=8, 1996 FFS =0 THHoTHEELHIET SN S BE2S
RELHDENEESND.
GCHAZA [E. THHERDNT VR OEBETGE+IVEY KYEL-TWBEEZ LMD,
AZA (FRRBLZOTIVOY LY L EREES - ERXKEEICE>THAEH DA, BEARA@IE IVCY ZAR - AEOWVWITIATHIINIELYELS,
E&E —7. FXM D recommendation (Groh M, et al.: Eur J Intern Med 2015; 26: 545-553) [Z#&LVT. FFS=1 M EHEHIT cytotoxic drug DA
NHEREIN TSN, FOPTEFRMESRIE LT cyclophosphamide (CY) MAMEHINTHY . O (FEEHICIXE—IZHANEEINIERT
HHEEDOND, BEHTH GCEMIENRMDBE., EEFERBEEALGEIE, CYZRBIRT LI ENEBESNDIEEDND,
BT —F 1=+ FRETHLEIL, FFSZO,?’U#’)B-JIEL%7 1/77:)'-:‘/;’%E’E>1.58mg/qLs —BREBE> g, Eﬁd)iﬁk"é‘{ﬁaﬁ (i, %#FL, *Eﬁ,\ﬂiﬁ),
2R EIE g%ﬁﬁ,¢mmﬁﬁ§\@U?h%ﬁtéﬁmﬁﬂiﬁﬁotﬁbsW%F%of%iﬁ&ﬂ%éﬂ?6%%%%%%6:&ﬁ@iéh
®iEI-Eh BigsE FL
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C0 1-3 X EkERFE & XHER

@PubMed R =X
(CCCCeeeeeecc("churg=Strauss Syndrome”[mh]) OR “Churg-Strauss” [tiab]) OR “CSS”[tiab]) OR Eosinophilic Granulomat*[tiab]) OR “EGPA”[tiab]) OR
“allergic granulomatoses”[tiab]) OR “allergic granulomatosis”[tiab]) OR allergic angi*[tiab]) OR allergic granulomatx[tiab]))) AND
((C(((((mepolizumab[Supplementary Concept]) OR mepolizumab[tiab]) OR “SB-240563"[tiab]) OR Bosatria[tiab]) OR Nucala[tiabl)) OR (((humanx) AND
monoclonal*) AND antibod*[tiab])))))) AND ((((English[lang] OR Japanese[lang]))) AND “1999/01/01”[PDAT] : “2018/12/31" [PDAT])

®&EA : 2018/12/1

OEFFHEBRER
# FEEERM S HME X MERZFIERE/TH or IFEEERIE SR IME R IERIZFIERE/AL)
#2 “Churg Strauss”/AL or (WFEEIRIMGSHMERMERNZFERE/TH or Fry—4 - A FSOREREE/AL) or (GFEEBKMELRIME XMERNFEE/TH or 7 LILXF—MRAZF
fEME M E 28 /AL)
#3 #1 or #2
#4  #3) and (PT-=iEEXFR <)
#  (#4) and (SH=REMFIA, JAE, EWEE NENEE B, BEEE RHEL BMERES
#6 (#5) and (PT=[RE&E:H0)
#7  (#6) and (PT=EMIRERRL)
#  #3) and RD=ABT7F IR, 55 LILLLERER, 5 2 7 LML, LR, BBEHA K51 V)
#9 #7 or #8
®%A :2018/10/14
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HHF1-10] CQ 1-3 YRV - "4 F7RT—TIL (RCN)

MRABDHEEH FHAER Risk of Bias ZDith
RRE- .
TOMILD | BB | L - aam | OB smm | R g lmysoo| srikes | T2 mmen | 704 TORIETX | rrpair
* H - - K 3 K 3 B o " [=] akes . = iy
mE | BEE sEnn| o |SERR | Gan | AE B0 o SRR robal T, | Cemmme | e ossEscRe
st | B8&E Wechs |
L 7= 3 t=ler MNE AR R 2T 300me/[E L
(52 @ FEIN Engl| RCT |Fix%E 45BCE #ME%K 68 0 68 0 low low low low low low low
<) J Med. 13 @EDKE
2017
BfEZER |Wechs!
o ME. AR X< T 300me/E K
o 5 mg,
;g;;fﬁ I\EAZ§| RCT |F;FZ 4 BCE #RE% 68 22 68 2 low low low low low low low
BATHE 2017 1S EPRS
fiRZERK)
Wechs|
%ﬁiﬁg 5 er ME, AR R 2T 300me/[E L
B N Engl| RCT |F:¥%& 4:BCE #EI% 68 19 68 2 low low low low low low low
=) FE| ) Med. 13 BDE 5
) 2017
Wechs|
L
gég‘;; er ME A7) XX T 300me/[E K
= = N Engl| RCT |F:¥% 4:BCE #EIE 68 3 68 3 low low low low low low low
ES \(52 10 Med. 13 EDHxE
FT) ooy
4 JLa3a)L|Wechs|
FaA Kigler ME, A1) X< T 300mg/[E &
2 %1 RN Engl| RCT |FixZ 4B #HEI% 68 30 68 7 low low low low low low low
( PSL4mg/[J Med. 13 EDxE
BLLITF~®D|(2017
=)




€O 1-3 BITFARICERMEOITMRESRMEXENFEEOEREAARTE ARYXTITOEMGRITERAL?

IEFR7AT77AIL*

Certainty assessment Ne of patients Certainty Importance

Absolute
(95% CI)

Relative
(95% CI)

Ne of Other

Study design Inconsistency = Indirectness  Imprecision placebo

studies considerations

SARRICEEE L =3B (52 BRFmET)

1 RCT No_t Not serious No't Ve'jy 12 None 0 0 Not estimable Not estimable Low CRITICAL

serious serious serious®
BRRER 36 BH LU 48 BERVTNORTEERER)

Not . . N 22/68 2/68 RR 11.00 294 more per 1,000
1 RCT serious Not serious Not serious Serious None (32.4%) (2.9%) (2.69, 44.96) (from 55 more to 1000 more), Moderate CRITICAL
BT (24 BLL EOBERFHR)

Not 19/68 2/68 RR 9.50 250 f 1,000

of . . — . ewer per 1,
27.9%

1 RCT serious Not serious Not serious Serious None : ( () (2.9%) (2.30,39.21) (from 38 more to 1000 more), Moderate CRITICAL
REUNDEEFEER (52 BRFEET)

Not . . Very 3/68 3/68 RR 1.00 0 fewer per 1,000
. RCT serious Not serious Not serious serious® None (4.4%) (4.4%) (0.21, 4.78) (from 35 fewer to 167 more) Low CRITICAL
JIILaa)FaAf FiEE3E (PSL4mg/BUTADFE)

Not . . A 30/68 7/68 RR 4.29 339 more per 1,000
1 RCT serious Not serious Not serious serious None (44.1%) (10.3%) (2.02, 9.08) (from 105 more to 832 more) Moderate IMPORTANT

Cl: confidence interval, RR: risk ratio

*  BASNEZLOOT—ANFATETHEM TSN =77 AL, RICE&H L TLEL

1D AR T LBNRERREOREE RS A L

2: a2 bA—)L and/or FATAANY FRELGL

3 MRHEEMBOEERFESHALF R EALTEDORNA OBERRIBREE T <0
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Evidence to Decision +— )L

CORMBEIEEESBEN JiaalFadL FELUAEIHIRGFATERD LI VIBMREILSEM-EED
Oz BERELT, ARYVARTENHRAOEREZRATSIEXEETHD
B | Oszounz
B | O8Fs iy
YN
OcxxEThHD
Obhh B ALY
FHENLIEFLWDRITENIFEREZ LD ERETI MHLEEFEERIZOLT,
ARY XT3 4% - TS5 ERHE2 9% (p<0. 001)
(@Zek:p:) ShEHETEE 1000 A=Y 294 (55-1000)
OivE NNT 3.4 Thot-
g | OFEE
T | OKEL BAGT Y b H LERMEFISONT,
L ARYXTITEE27.9% - TS5EREE2.9%  (p<0.001)
W | OsFEETHD SHEHEENE 1000 A=Y 250 (38-1000)
% ObhmsHL NNT 4.0 TH-o1=
FELT7IMALYILITINFIA KEEHRIZDLT.,
ARYXTITE A 1% - TS5 HRE10.3% (p<0. 001)
THRHEFEIE 1000 A=Y
339 (105-832)
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CQ 1-3 B ARICIERMEOFBREESHENERENFEENERBNABRTE, AR)XTITOEMFRTERAN?

TAZERATILEHRETD | NAZERATSICLERET D MAZKALGVCEEZRRI D NAZERALLEWVW L E#HET D

(BELMVHESR) (5L MERR) (BBUVEEE - Roxt) GEULMER - jx1)
¥RZOE4T ® O O O
FLAaLFaA FEBHHVETILaaLFaA FICRENHEZHALTH, BERELGLEA >, BRRICERLIDARIEREDOTE
(3378 RS REMERERAFIEEOEREAARRTE, ARYXITEHATHLEHETS.
(ERDRS L, TET U ADHEEN : F)
IETURADHERKED () THY., EFLVHNRTHIEMER. BERMEE. JLa3LFaA( FRERXITRTHNABTENTEY., EFL
IEtE KBVHRTHIRT., EELEESRICEZROUGN I EMONAZTXH LT,

B ITITN—TICET 5%
HEER

RCT 21T 5 RE (X, BHABRBAIRAT 4 BUEICH=Y PSLORERETEHREAL TLV:=. BEHDIVEIEBEBAKKELN THD.
BREOERE. BE2EUANORI Y- 0 12;@8FELULRIC. BORXTOA FEOBE, X704 FEOHIKNZEORHIE. SEMNH
BEDRIRABE, REI DT VOBRNIZEORB BELLEFIARTHY .. ERBAICKBOERL. HERFAHT6 » A URNICRERMS
BRICKDEMREAREZZ I » ALLLEBITL-&. BVASA 0 A DEBOXTO4 FET Sng/BLUTORENFONGEUVAREBOESIZER S TLY
P oT. MEHAVEIBERKOSMHERDOBEZBME LEFERELFEGLICLICERET ILELNDH S,

RIEICEb SRHFER

T4 YT LIRS
bhiJmER

HRLOBXEEER

EGPA IZE T2 MEH S WEERFOSMMEROREZEME LEERZICEALTEFLIET VAN GN., FLEFHAUIEXME TIE
B1EARYXTT 100mg/EDHRSTOEMEINREIN TSN, EGPAICEWLTIE., A 1EARY X< T 100mg/[E D5 TOHE LTS

MTELY., SEROBRHARETHD, FLBEEAN VI E1—TERDH - BHEORFHNLET YV FALICOVWTHSEFHHENILETH S,




€0 2 TERIRRA & XHER

@PubMed R =X
(CCCCeeCeeecc"churg=Strauss Syndrome”[mh]) OR “Churg-Strauss” [tiab]) OR “CSS”[tiab]) OR Eosinophilic Granulomat*[tiab]) OR “EGPA”[tiab]) OR
“allergic granulomatoses”[tiab]) OR “allergic granulomatosis”[tiab]) OR allergic angi*[tiab]) OR allergic granulomatx[tiab]))) AND
CCCCCCeeeeeeeee methotrexate”[mh]) OR methotrexate[tiab]) OR ametopterine[tiab]) OR mexate[tiab]) OR Abitrexate[tiab]) OR amethopterine[tiab]) OR
Antifolan[tiab]) OR Emtexate[tiab]) OR Emtrexate[tiab]) OR Ledertrexate[tiab]) OR Methoblastin[tiab]) OR Methylaminopterin[tiab]) OR
Metotrexat*[tiab]) OR mtx[tiab]) OR Novatrex[tiab]) OR Rheumatrex[tiab])) OR ((((Otrexup[tiab]) OR AMT[tiab]) OR MTRX[tiabl)))))) AND
((((English[lang] OR Japanese[lang]))) AND “1999/01/01”[PDAT] : “2018/12/31" [PDATI])

®&EA : 2018/12/1

OEFHEHEERA
# FEEERM S HME X ERZFIERE/TH or IFEEERIE SR IME R IERIZFIERE/AL)
#2 “Churg Strauss”/AL or (WFEEBKMEZHRME RMRZFERE/TH or F¥—4 - A SO REIEE/AL) or (FEEAIKM S ERME X IERNZFREIE/TH or 7 LILX—MERE
fE 4 I & 2 /AL)
#3 #1 or #2
#4  (#3) and (PT==E#kEx<)
#  (#4) and (SH=REMFIA, JAE, EWEE NENEE B, BSEE RHEL BMERES
#6 (#5) and (PT=[RE&E:H0)
#7  (#6) and (PT=EMIRERRL)
#  #3) and RD=ART7F YR, 57 LIELLEGAER, 5 24 LML EHER, LLEMR, SBAA K504 Y)
#9 #7 or #8
%%\ :2018/10/14
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v
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Xak# (n=116)

v

EEEEFML-2X
HWXE (n=4)

\

B S ICHEA AN
MEH (n=1)

\

EMHEICMA T
MEH (n=1)

BRoL L 1= X

(n=112)
f&5 L=
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<BRHER>

TR THA U REER/-IT KRR 1.
BEffE A1, £AMEE case series1)




EH2-2 Q2 YRY - LTFRT—TILRCT

MERNBEDHFH FHHER Risk of Bias ZDfh
AR R HEE: | ZwrnL ForhL | ZOHAFR :
TORNLD | EBEB | Lo | aags | SAE | T | osme | CTOT e (Bwego| srese | Lo mren | 70| GRS NATZADAAN
Po 4 ¢ ¢ r 3 r 3 3 PN a [=] a . = -
it B sann| o |SERM| G | AE | B0 o )\ Rl | 7on | 00 | e | (e OreRatEm)
ﬁﬁf Mjlitzt(i) '1:7 e | ReT CY vs MTX | 17(MTX) 1 13(CY) 1 low high high high low low low
Maritati F, et al.
2017
zig{iﬁ% RCT CY vs MTX 17(MTX) 16 13(CY) 12 low high high high low low low
Maritati F, et al. F—TURBTHY. BRILS
mxm (2017 nTLAL,
(2aM) RCT CY vs MTX 17(MTX) 3 13(CY) 3 low high high high low low low - BAEEGIBGERATIC P L &7
oT=M, EBIMNEFE S MoT=
Nariah E etal = THY . BEAGERFIE/ N
’ ’ T RIZIEBHF=5H
ﬁ?ﬁ.ﬁgﬁ% 2017 RCT |  CYvsMTX | 17MTX)| 12 13(CY) 10 low high high high o o o
Maritati F, et al.
== (2017
ERAES RCT CY vs MTX 38(MTX) 5 33(CY) 4 low high high high low low low
i%gg;’:’;fﬁ gﬂoalri;ati Fetal. RCT CY vs MTX 38(MTX) 32 33(CY) 30 low high high high low low low
Maritati F, et al. - BAEEGIBGERATIC P IE SR
2017 T ikt
FET=(24M) RCT CY vs MTX | 38(MTX) 1 33(CY) 2 low low low low low low low Z@@&%ﬁgﬁiéiﬁff}
T RIZEBHI=Hh




00 2 WBERMSREMEXEAFEEOERMBARTIE, EOLSBLIAVKERAMN?

IETVRFAT77AILY
Certainty assessment Ne of patients Effect Certainty Importance
Ne of . Risk of . . o Other Relative Absolute
studies Study design bias Inconsistency | Indirectness = Imprecision s it MTX CYy (95% Cl) (95% Cl)
BHE12M)
. . . . 1/17 1/13 RR 0.765 18 fewer per 1,000 -
1 3.4 ’
1 RCT Serious Not serious Not serious Very serious None (5.9%) (7.7%) (0.053 to 11.11) | (from 201 fewer to 164 more) Very low Critical
W|EFE - BRERFEE (12M)
. . . . 16/17 12/13 RR 1.02 18 more per 1,000 L
1 3 ’
1 RCT Serious Not serious Not serious Serious None (94.1%) (92.3%) (0.837 t0 1.241) | (from 165 fewer to 201 more) Low Critical
BRE(24M)
. . . . 3/17 3/13 RR 0.765 54 fewer per 1,000 L
1 34 )
1 RCT Serious Not serious Not serious Very serious None (17.6%) (23.1%) (0.183t03.19) | (from 346 fewer to 237 more) Very low Critical
W|ER - BRERE (24M)
. . . . 12/17 10/13 RR 0.918 63 fewer per 1,000 -
1 3.4 ’
1 RCT Serious Not serious Not serious Very serious None (70.6%) (76.9%) (0.598 to 1.407) | (from 379 fewer to 252 more) Very low Critical
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1 RCT Serious Not serious Serious Very serious None (13.2%) (12.1%) (0.318 t0 3.711) | (from 144 fewer to 165 more) Very low Critical
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1 2 3 ’
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Cl: confidence interval, RR: risk ratio
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@®PubMed BFE =K

(CCCCCCeeeeCChurg-strauss Syndrome”[mh]) OR “Churg-Strauss” [tiab]) OR “CSS”[tiab]) OR Eosinophilic Granulomatx[tiab]) OR “EGPA”[tiab]) OR
“allergic granulomatoses”[tiab]) OR “allergic granulomatosis”[tiab]) OR allergic angi*[tiab]) OR allergic granulomatx[tiab])) AND
CCCCCEeCCCcCCimmunoglobul ins[mh]) OR immunoglobulink[tiab]) OR “Gamma Globulins”[mh]) OR “gamma—globulin”[tiab]) OR “gamma globulin”[tiab]) OR "y
Globulin”[tiab]) OR “y-Globulin”[tiab]) OR “y-Globulins”[tiab]) OR “Intravenous Immunoglobulins”[tiab]) OR “Gamma Globulins”[tiab]) OR “Intravenous
Immunoglobul in”[tiab]) OR “Immunoglobulins, Intravenous”[mh]) OR “IVIG”[tiab]l)))) AND ((((English[lang] OR Japanese[lang]))) AND “1999/01/01” [PDAT] :
“2018/12/31” [PDAT])

REH : 2018/12/1
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#H Fr—U R bTURAEEE/AL

#2  (FEEERMEZ RMERERZFIERE/TH or IFEEERME 2 R ME R ERFERE/AL)

#3 Churg-Strauss/AL

# Fy—J /A

#  (FEEERMEZRMERERFEE/TH or 7 LILX—MHRFEEME % /AL

#6  (iFhERMREHLA/TH or anca/AL)

#1 KBy soJy) Ui/

#8 KEHr~<snJy UiEEk/AL

#Ho<snIY) oREEE/AL

#10 Hr<4snoJ ogEii/AL

#11 #1 or #2 or #3 or $4 or #5 or #6

#12 #7 or #8 or #9 or #10

#13 #11 and #12 and (DT=1997:2018 and PT=[R&E#HX, £ZEKE< and CK=E k)
®&FB : 2018/12/1
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¥ 3-2

CQ3 URY - R4 FARFT—TJL (RCT)

MEAB D FHER Risk of Bias ZFDith
ZDHNAT
& | TOMA TILA
. ] - FL) 4 =N .
7orni | EEE | Lo | oo | DIRI AR e | TRE gy BT | L | TEEE L S| R0k
i WEFE ! ’ ) SAEFIE| Ak . ) B0 |E R (high D EEBHETE)
4 9iE 151 45 9iE 151 45 =T A st | SRt N NATR 1E-
a BRI
I = ] GC+IVIG (9%
MM(TZ%EQSE ;a;r;):(é RCT |A) vs GC+ 8 8'91 2;- 15 3; :;;F Low Low Low Low Low Low Low
’ (xfHR) ’ -
BAET Haruki K GCHIVIG (4*
BERBALEK et al2015] RCT |A) vsGC+ 8 40=+53 15 05+16 | Low Low Low Low Low Low Low
(2 38) ’ (%HR)
T2 . GCHVIG (41 _ _
V’:\ZS E g)g ;a;r;):(é RCT |A) vs GC+ 8 5;:5021 15 57'1434i Low Low Low Low Low Low Low
’ (%HR) ’ ’
{E1E Barthel Haruki K GC+IVIG (¢
E# ot al 2016 RCT |A) vs GC+ 8 24+43 15 1.9%57 Low Low Low Low Low Low Low
(2 :8) ’ (xfHR)
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Certainly assessment Ne of patients Effect Certainly

Relative Absolute
(95% CI) (95% Cl)

Ne of Risk of Other

studies Study design bias Inconsistency  Indirectness =~ Imprecision o e IVIG AR

MMT ZLE (258)

Importance

Randomized | Not Not — — 813 + (313 Ddoo
! trial serious serious Serious Serious None 9.49 +3.52 LOW CRITICAL
HNETHREMLE (2:8)

Randomized [ Not Not A A 4.0 0.5 @Poo
1 trial serious serious Serious Serious None +53 +16 LOwW CRITICAL
VAS ZibE (2:8%)

Randomized [ Not Not " .o -5.00 £ [-5.13 ddoo
! trial serious serious Serious Serious None 8.52 +7.44 LOW CRITICAL
{EIE Barthel 5% (2:8)

Randomized [ Not Not A A 2.4 19 @Poo
1 trial serious serious Serious Serious None +43 +57 LOwW CRITICAL
EELGAEER

Randomized | Not Not — 23 - : @ooo
1 trial serious serious Serious Very Serious>® | None 0 0 Not estimable Not estimable VERY LOW CRITICAL

Cl: confidence interval, RR: risk ratio
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