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€ EULAR consensus definition

Active disease : JEEIMED H 5 AAV DO BB R - FEIK - £ DM DFFHRCRIIEE X - FifEEn 7

E)EFET .
Remission : IS OBEICEHL BT, GEENED H 5 AAVO BB A EE - IR - £ DD
EFEAETE L 78 L,
Sustained remission : & EIFIEEDBEICEHL ST, EOH S N-HARBMNICEENEAAV O BRI 7

& - EIR - Z D DIFHATETE L L.
Response : IREVEEFNER AT HB0%UEET L, FT L LERZEH AL,
Relapse : EffAAE D (2, active AAVD B F.

Refractory : BREMN L E AT L% 1T o 721%, JEE) Iii;AAV@ BE - EIR - T DM OEICELH 7 W,
F7213BAL L7z, RREICEZRES, BE, /aBEOEWER, HFEELEZBRAT 5.

O non severe T%H, organ-threatening® L < [Zlife-threatening WRZ %2 BH 5 Z & £ &H V) undertreatment
DD 5.

O severe’Pnon severeDFIRIZFAA LT, organ-threatening® L < |Zlife-threatening % 5| = # = 3% .
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& Overarching principles

A BN, 2, OX b Z2ZRL, BELEMDPAHEG LABRREICE DS EED aRZREMHITA
STH5.

B: BEIL AAVOREE, F%, EEAGRAER, BECEEICEET 28HEZ220) ICES 2 T
HBEEZITHEIRETHB.

C: BFEE, aRICEET HENFRCEMEICOWTEMNICR 7Y —Z v 7 2R ITENETHD.

D : AAVIZ, iﬂ’CTi’] %, A EEe 7&’””75\?7’““'@0)%%%%%0)?_&5 MmeE % DHEFIRF =
FOBEMENWT, IV 7 ERTESL VX —ICL2EFTNEENNE LR S.

e CYCOFERIZENED Y X7 FREEEEL TWAE77-8, CYCICL B3 EBEEZSIT-9 XTOEE L, f/udifE+,
FEHNICRBEEAZSITARNETH 5.

« AAVEZEZEDLIE Y X7 OEMIL, REEOBRAFZIT TIEHBATE S, AAVOEERE)|E & B,
AAVIZ & BIBREEXNZ DEEDOFE, DM, HTNA S0 L IMEBBEFOBEIENT .
L= T, MEDKRIEZ+2IC3> b0 —)w“% EHIS, KD OLMERBERFORYZ ) —Z > 7 EBED
mMANEE.



Recommendation 1

SR TOZHIIMERDZHZ B XFHITH5LDTH Y, X CEROMERDEHOLND BEITH L
T, ZHTDORELE S ORDFHED/I-DICERZT T 5 Z & ZHEEE (LoE 3b,SoR C).

Renal risk scorelFESKDD FRIEHR = 5 X 2 1, IWEBMER D subtype (BB ATE D15 & L TIEAR+5.

s BEREZBRYRT I LT, BRVCPHAMOERENEICL2BEENMBOREZHEXATE 3.

- HERFHNLBREFOME, BEOHBZEL T NETIERL.

- TREFREBIEZMERDIZMRE T ZTNZTN30%E12%.

. E£RREELISEIL, KB parameter CEZWTOEN 1T 2175 (BEXEBEFIRE, ANCAE, FRIEE, BIfREER L) .
fEEMEIR 2R L, AR AR T HET 27O BEREZH 21T D I & Z L.




Recommendation 2

AAVHZEH LD EBE(Z, high qualitydAntigen specific assayz AL 7=PR3/MPO-ANCAD M A #* 1%
B9 5 & xHEEE (LoE 1a,SoR A).

« ANCAIZGPAEMPAREDIZ L A ETIRIEFIEET, 2WICHE ST 2HFERNG Y —IL1ZH, DO RIEMER B
E, ZFITHBRE I NS 7-OANCAO MBRETZNT TR NE Tl L.

« Antigen specific immunoassaylZ, FZESREERLE(IF) LY HE2HBEL S L.

« Antigen specificimmunoassayh B TH, BBAEANICED L WA S0 REZHAEECIFCERT S &
% HESS.

+ —EOM L CIEBRBEDAAVIZANCARRMED 720, ANCARRIE T H AAVIZBRILTE 4L,
. JIGMBifk & double positiveld BFHRR D72, FBEIRE %585 % 3B M% #IE

e PR3IZGPAM84-85%, MPAM?2-27% |ZtaHH <+, MPOIZGPAMD16%, MPAMD75-97% (Zt&H = 1, PR3-ANCA
EMPO-ANCAD BE L, TNEFNELR 2 ECNE 2D, —SfOBRERDFKIBEE, BEX, [RAKREFIC
EWA D B.




Recommendation 3

o FHRF/AIZTEERDOGPA or MPATIL, fBes F/-l3Em2EN T EMREAIZ, GCERTXF 2 1ZCYCD
WINHhOFEHEEEZ R (LoE 1a,SoR A).
e BETIEIRTXHMNEZE L (LoE 2b,SoR B).

o FTRFEFEDGPA or MPAT, RTXIZERZE A TCYCIZZ 57 L (RAVE, RITUXVAS).
- BRIIBIT267BE127s BOEBERIIRTXOAE &L, 184 ABICIZCYCIZ KX A H - 7= (RAVE).

o CYCIIINEFmezETIEY, BEREDOY X7 258 %, BEhtk, 28, SEELAIEEEE, £ DM
DREMIES OFE & BE.

« RTX(375mg/m2/38, 438) & (1 g/58, 2)B) DETEMMES L U2 MICET 2 HERICET AL o 7.

« BEEDEALE - VFAMMREEM(DAH)DER)FIL, CYCIZH T A2RTXDIEL B ZIERAT 2 12 Id+0 A& E
Tl D > T2 (PEXIVUS) 728, X RI 7 — XD AV /N—DH(ZIF, TOEEHFTIERTXE Y £ CYCEITFLED
W5,

o FFIEFFEDMPA or GPAD ERE A [ZMMFACYCIZ jjb&b\g_tb\ﬂ_\éﬂf—b\ PR3F& 4 D MMFEE CH 3
KMNEBICH LY, RTXECYC A ER TCELRWHAES THIBEICREONDEINE,




i~
Induction of Remission

Start RTX

+
—

(26 MTX or MMF) |

Active GPAMPA

[of vRcopan’)

Caombine with GcﬂJ‘__{
l

—

RTX* or CYC

Taper GCs %o

5 mg/day
afler 4-5 manths?

]

Remission?

[

Phema exchangs
may be considerad”

].---

-

s
Maintenance of Remission 1

Continue or switch %o RTX for 24-48 months =
1or AZA or MTX) M‘?.mofmhmn ]
continue GC taper / stop avacopan® “”I""""
Remission? We * | Relspse




Recommendation 4

e BRI/ IZEGEBZH LT WLGPA or MPAOERRE AIZ, GC+RTX Ot AE L% #E13.
e MTXZF7ZIZMMFIZ, RTXOREE L TEET AT ENATE S (LoE 1b,SoR B).

e BB I WAAVICRTX E D ER & LB L 7-RCT I 7 L,
« RAVEEHEE RITDARICZ DREEENESEN, BN ELZEEIZETEEELLEERL TE AN - 7-.
o« MTXEMMEF X, TR FIAE D A 7 X R.

CYCEMMF#A LB L =TT TlE, 2514 & 4% Ddisease free survival rate |${E L.
CYCEMTXAZLLLE L 7=t T, EFENRZENME LB REIEAF L.

o CYC IR EFHELH Y, Eerz B H I 5 WRREETIEE] itn*R;.é EATANETIEAL.
« CYCIE, RTX, MTX, MMFAMERHTZE WL, HDWVIIMEI T VWHHICERINS.



Recommendation 5
GPA or MPAO BfEE A |2, AEIZ/5 L TROT50-75mg/B OBt AS % #32 (LoE 1b,SoR A).

o FRIHEWGCEZEREMIREL, 4-br BETICTL N2y OV E TIHM Mg % HEEE.

« PEXIVASEREE T, ROBEL P X VT, BHD64 BDOGCIREEHNI0% R L, TE2LMIEBERE COEARIMEIX
75, R D1ER O EE 5 BRAEH R

« LoVASEERTIE, RTXEHRICL-EBREATCCORIBAEZ BERF(0.5mg/kg) & RAERF (Img/kg) & b L,
67 ABROEMRIIMEATCRAFT, EELEEERVCEEORLEBE TRERTHL VL.

o« TRTOFEFHHEAAVIC, BEFEE AT Mg/kg WHIEAEGCZFERZERT 2D IXKHARMETH 5.

e HEMIET MPRXILZAZETCGCGCOPRIKEER L THE, BHIED X Uy MEm WD, BEAEDREEKA
=5 5.

« MP/YLRERIL, B2 81T EE, F1CeGFR<50, £7-IZDAHO WIFTNH DBEICRRE T NE.

Body weight (kg)

Weeks <50 50-75 >75

1" 50 60 75
2 25 30 40
3-4 20 25 30
5-6 15 20 25
7-8 125 15 20
9-10 10 125 15
11-12 1.5 10 125
13-14 6 1.5 10
15-18 5 5 75
19-52 5 5 5
>52 Individual taper Individual taper Individual taper



Recommendation 6

TN F, GCADIREA KIS TERE D1 D E L T, GPA or MPADEREE A [IZRTX/CYC &
DOEFAENEEINS (LoE 1b,SoR B).

« ADVOCATEEERT, 7/ NNV E2LEF TICImg/kg/ B H0ICENE T 5GCL ¥ X > T26:EH £ TOE
REZLERT % &, ARETEMRL, 52EE £ COEREREILIGCHL Y EERE.

« BEERVCEIIEOREXRTEIZLR L, GTHETZ /NN VETEDL > 2.
e 1FLUEORFEROT —2A W, REBOFERIZHIZETE AR L.

GCEMWFRPCEFEDEBMNBZINDS, H L L ITEBEDORIKEBR TRRICBEENBIL L 1cHBEHR LIS
TNy DER % .

ot



Recommendation 7

PLEXIZ, JEBNMEARIRKABE XK IC K Y MiECre=300 u mol/L(3.41mg/dL) DGPA X 7= I EMPAD BEf#E

ANBED—ETERT DI ENTES.
GPAE L O'MPAD R M 5 TPLEXD L —F U {EH IFH#EEE X W (LoE 1a,SoR B).

20164F & LEER L C, JBEEBERIKIEB XK IS T S PLEXE X357 2R D@ S (ZET.

e @G ZIMECre 5.68mg/dL—3.41mg/dLICF| & T I 7=.

IDDRCTD A X T, PLEXHDEIFLTRICEEZ S5 X750,

PLEXIZESKDD U X7z 1245 AMET I, &tT£ COMAZLERT D RIGEMEN D 57D, BIERPEIED | X
@b 5AREENH 5.

PLEXIE, B8F LU RIRRT7 4y FEELE-T-L T, MECre>300 u mol/LOFEDGPAL L *MPAD

PReEEE L TIRETT 5.

SLREFRIAD A X TIE, AAVEDAHIZE 1T APLEXDBGAKRMN B AMEZ R T ET » XL L.



Recommendation 8

- BREAREICENMEZRTGPAZ ZIZMPAIL, BREDIREE & EHHE O RUERN A BT M Z 1T,

G 7o ER DEFEZIRET T 5 Z & = #ERE.
« ZDLOBRBEIR MEXAEFEFIL Y X—CBEICELZL TEET LD, TLIERBNT I24ELH 5.

(LoE 5,SoR D).

RTXECYCOHAIE, Z< O TCH AU DI -ITEMZ2EZENTAAVIERINTWED, o7 7a—F
E%?%?—ﬁﬁ?ﬁbfu

« RBRIJEDY zﬁ#‘%m%%mi, IVIg % ZEIRASL.
o« BWMLIEIRLAE-> TUWAEWES, LIESLKGCOBREEX EITAZ L IZRENLEETH S.
H B DGPAZ - IZIMPADEREICEET 2588 1E, BRI OLUUERFK I N T,



Recommendation 9

e GPAB L UMPADEREMEIFIC, RTX or CYCTERE A X 1T > 7-18, RTXICZ L % 55k & HE4L.
o AZAF /- IIMTXZRKEE L& L’C%)f\ LTH LWL (LoE 1b,SoR A).

» MAINRITSANGER & RITAZAREMARER DIER 1 5, BREERIERIZRTX & #12.
« BIIRTXNAF L 27 -MPERATEZ2L51C4Y, aX FEACEANDRASL

o I\/IAINRITSANZ.SfC%E’C %, NA A~ —H—IZED < tailoredld, fixed(9.9%) & LLE L T, BREE(17.3%)H
SV, METRIICEIT WD, FEINT-BRIREBRINT-BRIENKRECELR S0, tailored = HEBR T
HIZNE/NT) — TET%%.

« Task Forceld, 500mgz64 BEICH G T SfixedL ¥ X > & HELE,

« 500mgm64s BEDfixed CHFEL-E2EICIF, 1g0gBEx7/34r BORBWKESERE, 2 WX DM
FaERIDHIENTES.

e AZAEMTXIZ, AAVE}JJ@%&J{T%/fm’C% ), RTXAZR X - IZNEYRIGEICERL, ##REAS L VIE
WHEIISUVLBREX L EE

- BfFHiOERA=Z GChT t‘%“*/zcatci EAETW=8, Bl AEI3E4 OIS, GCOEHIEDY X7 X
i BEDELEAZERL, FEOEBRTEICE D WTERIZEKE.

e GCOMEIFBRYRIVAEZFHBHIEVHIBODEVWTIET Y IAAHDD, BEOSWEIAEHE,N L/,



Recommendation 10

« GPAB L UOMPADMEREIEIL, BMREA%R24-48 5 Ak 5 2 & Z#5E (LoE 1a,SoR).

e BEFLIIBRYRIAFVWEEICIL, JVEVWAEREZEZEREIRETHIN, BEDFELSE
T 2k T DY R EDNT VR EEETHHENDH D (LoE 4,SoR D).

e 3DDHE(MAINRITSAN-3, REMAIN, AZA-ANCA) T E EZDOHIB A BEELLER I N/ 7-0, T OEIEIZZF 1
I CEEINT-.

- BEURY

-GPA

-PR3-ANCA

BERBERICH DA T, ANCARGEA TG, ANCARZIMED o B4 ~seroconversion
-RTX#12 » A LIAR O B i3 B 1858

-FEFT I MR

-CYChORBEEREEN DA

-CYCORDHYIZMTXPMMFZ B W-BfEE A E L



Recommendation 11

» e XCIZEM BN ITIER T T 2MRAEZCITBRDOEGPAOTREE A (CIE, SFHEGCE
CYCO R f%?’é“.

e REEELL T, SHECCERTXDHAEEDL AIGETH 5. (LoE 2b,SoR B).

o EGPAD3IDDRCTDHFEEL IS SN, SEIOEFHF TIZEGPAICEET 5 Z DENIE % ERL.
« EGPA®D F#5E{MIC(LFive Factor ScoreZ{#H, DEFEZ I FEAER.

« KM lEssfEE = CHIIT, B, PIRERR, REERR, BLEICEEDORENHNILCYCIS L 2785

s BENEONTGE,. CYCZOAIRS LI-E, MiFEEICEEZYYVEX, ZNETICGC 7.omg/HICEET %
T & AR,

« HIRF/IZBHERDEGPA 105412, RTXECYCTOEREZEMZEX &KL L 7-RCT(REOVASEHER) A fThH N, IEF 74
HERERAF > TLA.

EGPAD B CTGCENBLZ LLEL L 7o 3R id 7 Ly,




Supplementary Table §2. Protocols for treatment of eosinophilic granulomatosis with polyangiitis

Protocol Disease and activity stage Dosing LF.'WEI of, References
evidence
_ Life-/organ-threatening (FFS21); remission 600 mg/m? days 1, 15 and 29, then 500 mg on
| _ & M i l i _ 77
Cyclophosphamide-Pulse induction days 50, 71, 92, 113, 134, and 155 2-b
Rituximab** !.lfe—;'cr‘rga n-threatening (FFSz1); remission 1g days 1 and 15 2b 7
induction
No active life-/organ-threatening manifestation
Mepolizumab® (FFS=0)+ relapsing or refractory disease; remission | 300 mg every 4 weeks s.c. I-b; 4%* 7
induction and maintenance
Not life-/organ-threatening (FFS=0) for remission 2-b°
Azathioprine®* : . . . 2 mg/kg/day, maximum 200 mg/day) (for lack of 173184
induction and all severity stages for maintenance .
efficacy)
Methotrexate™* _Nnt Ilfg-{nrgan-threatgnmg (FFS=0) for _remlssmn 15-25 mg once weekly orally or sub- 2 186,189
induction and all severity stages for maintenance |cutaneously
Mycophenolate Mofetil** !‘dcrt I|ﬁ13—,"r:|rgan—threatelnlng (FFS=0) forremlssmn 2000-3000 mg/day 4 185
induction and all severity stages for maintenance)
1 mg/kg/day for 3 weeks (maximum 80
. . . mg/day), reduction by 7.5 mg every two weeks
Not life-forgan-threatening (FFS=0) for remission
Prednisolone monotherapy forg ng ( ) ' until 0.25 mg/kg/day after 3 months, then by 5 2-b* 173

induction and all severity stages for maintenance)

mg every 2 weeks until 10 mg/day, then by 1
mg every 3 weeks to the lowest effective dose




EGPA

,
'Induction of Remission b M itenanne of Reission l
not organ-/life-threatening’ " _ 1 " o of - [ Switch to or continue*
Active EGPA A nduction of remission AZA, MTX, MEPOS or RTX
1 | [ (see upper panel) J <o OC taoer

:

Relapse et ) 1+[ statcyc

or —m—.( Start MEPO ]—. Combine with GC? b ] -« L Sustained

refractory? - . ssion?
7 | i
> . &

l o succ |e| Twwcoss individual GG
. J
1 Yes
¢
[ Assess individual relapse risk, ]
C m comorbidities and patient preferences

Continue or stop
maintenance treatment




Recommendation 12

fBgs £ /- 13EMZBHDTEKRDE WL, FR I - ITBRDEGPAOEREE A IC, GCIZ &L /5B A HE
(LoE 2b,SoR B).

¢ FERARAFZHFLLEVEGPAICGCTEELIIEE, 0% U LETERT 20, HlT 5 EBENAZEoN,
fRIRE IS GC & D R HNHIFI P £ F R R A %TﬁﬂﬂT% EMZ L.

e AZAZ1FEEIRE L7155, GCEFIRES LB L THBRY R, GCEBRESEREICHEA RITI LA - 1.
e DEMURNICEBEDISUNMERDODBRAREL, AZAIZFZDOY X7 EERBRLBEWT EARINT-.



Recommendation 13

BERPEMmEEZEN IR UVERME L - IXEAEEDEGPADEREE A 12, mepolizumabD{E R % HELE
(LoE 1b,SoR B).

« MPZIZ, vl 2 Z D IIEREFORBE I FRA SN, BWEIEA6s AU LEOBRIE X3RN
EGPA 136% X5 & L 7-MIRRASER TE/Mii = 1, TEFHHEIER &M 7 L 7-.

e VB EED T, FIRELEDEGPADEBEICMPZAZER L7-FRDO T — X I E.
o BAMEIIFETIE, omalizumablzMPZ & V) ShEAEH - 7-.

o MDIL- 5 ZERMAPAEH|(reslizumab, benralizumab)d, EGPA ZXi&R & L=/ RELG A —T > T RJ)L/3 A
Oy FEBETHENEZ LD, RCTOT —XITF /AL,



Recommendation 14

« R/ EMZEN IR TEREA LIROMBTE AL, MTX, AZA, MPZ, RTXIC L 20K %
ER I NETH5 (LoE 2b,SoR B).

B IC, feigs X/ l3Eam 2B 0 S R WEROBEMRE AR DB FHIEEGPADKEREIEIC, MPZD
AR & HEEE (LoE 1b,SoR A).

fEes £ /-1 3ERZED TIERD L WEGPAD EREER IO R ZASEDFERAZHER T 2IBHLIZIF & A E4 L,
BRI TIL, AZA, MPZ, RTXO BfEEITFA~ADERICOWTREFLRERAREINLTWLS

CYCICL A EREEANRIER, POCYEMTXAELE L 723 E2 T 11, FFS>1?£71 IFRBEHEEEZEO VT NAE
BT AHEGPA30ZOY T IL—T7T, 20D 8EHE CERRICEIRDOLNEL - T-.



Recommendation 15

AAVDEIETIL, ANCAE CD19+BfflifaZi7c 1t T4 <, BRIRIIGREHAEICK > T, e EDEEZ RE T
% T & % HESE (LoE 1b,SoR B).

. BREMEIFICEIT A HE T, ANCADIREEXCDIO+BIEM A B R A TR T B ICIFEL A EEARI N,
B4 DEBEDEEAREICIIATDEEZEZONS.

« AAVIZEHROEREANES L, BREAEEICI I 2720, B/ uTEBE S NIERRIFMA TS 2 & A HE.
« BVASIE, R A A ETRERICHEZ LT 270 ICBRENICEATH 5.

o« AAVRZDEEICL > T L7/-damageld, RhEITBEEARI{LT 5 2 & & 7%7‘_ 12, REJRENE & XA
ITHLENDH Y, vasculitis damage index(d, damage & R EEBIMEZ X B 5 D ITIKILD.



Recommendation 16

RTXIEGFRDAAVEE TIE, 2RMREANEZRE T 27O, RERICREI AT Y ZAET S Z
& ZHESE (Lok 1b,SoR B).

e MAINRITSAN-3:EE TlE, GPAE 7= 1ZMPAICRTX %2364 AU EREZRE L-58, 21%IIEA >~ a7y
> IMGE(lgG <bg/L) & 7-.

« RTXZED2RMEREAEDERET, T2V V7, X588, MRFEE P E0FMIE, thoarye>r TR

AN 7]
2.



Recommendation 17

RTX, CYCHE L O/ F 1B AEGCGCTHEEHRDAAVIZ, Pneumocystis jirovecii pneumonia(PJP) $ &
N2 DMDORREEICN T 2 FFhe LT, T/SOfERZ#EE (LoE 3b,SoR B).

o RTXIBHEREEDH 2AAV 192% DEREHR T, T/SO FHHRK G IFEERFAEDFKEBEAE L (HR 0.30) Z & (2
B CHTL LWHER.

o T/SIEPIPD YU X7 ZEEBT 27215 T2, BREIED ALY X7 DIERICHENET 5.

o RREIFAAVOEREAFEDRBRIFUNDOELITRAEATH 5728, CYCELIFRTXZREGEEINTWLDS

ITRC, L UP30mg/BULEDOGCHABRU LR ET 52 FEDNEHEIC, T/S(800/160mgha B F 7= 1%
400/80mg/H)IC & BRI F [ & HELE.

« CYCBELURTXOMEDHTHIRE TH 2 BEEERN3INA, BLUBMEBEAEN6N BRIEAZ %K
5T ENRY.

« GC1omg/BE THIRL7-FFRCT/SZHRIELTH LW, EECEYy 787 Y v MER & DD EREF
b 5%E, BRAEICG 2 XE Tl T 5 2 & 2@l EE.
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