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W =

PG B e I E R AR Bl B K (AAV) & —BEE R A2 VA ey A 8L %M
e % K 0 8,4 GPA ~ MPASLEGPA * B ABE M ~ F oA % X B4 0 ¥ H MPO
K PR3-ANCA 0 8¥ o 3 F5F % 5 FAANCAIL R 4F B M L B L FAR B A - I ) AAV - FA 4
RGEER R A B &S SRR EHMH - BIEAE 5] 422021 ACR/VF » 2022 EULAR -~ 2024
KDIGO #2025 BSR A8 4 £ %7 » st ¥k 4 B ~ 6% Rk 3 #AZ e 2 4 (dwavacopan »
mepolizumab #Z benralizumab ) 4% & LB HF R ZE R - A XX W RIGFI TR EE - B4k
R BTN S ZMRE AR EAAV SR AGERILER A -

RATERA © REAE B MERFAARE 188 (Anti-neutrophil cytoplasmic antibody)
gAY B M ERAAAE E i REMERA M E A (Anti-neutrophil cytoplasmic autoantibody-
associated vasculitides)
AFIEZ ME 2 (Granulomatosis with polyangiitis)
AR Z ME & (Microscopic polyangiitis)
EEFRALMEAFIEZ ME X (Eosinophilic granulomatosis with polyangiitis)

TERY E 875 /NI & 0 2012 4F- Chapel Hill

S

Rl & Consensus & 1% H B L/ VERRIMAE M R
PURg v M B I Bk B s AR B I R (small vessel vasculitis, SVV)! - & A ENES

(anti-neutrophil cytoplasmic antibody-associated Il % % (granulomatosis with polyangiitis, GPA °

vasculitides, AAV) Fy— %2 HL H = & B A1 2an EE T Wegener’s granulomatosis) ~ 281 % L&

WhEEA T ARFE R HAUR 0 ST IR RIREAT 45 58 IREE A R AR L PR AL 9 R AR
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# (microscopic polyangiitis, MPA) B kg £ &L %
A % fE 1% % 1ML % %2 (eosinophilic granulomatosis
with polyangiitis, EGPA » & ## Churg-Strauss
syndrome) o =3 & DU S0 1 I & 7% B 55 o %%
(pauci-immune) £ GV ULE R R 0 FEH 8T
¥} myeloperoxidase (MPO) B¢ proteinase 3 (PR3)
Z PURE TR I BR A I B 5188 (anti-neutrophil
cytoplasmic antibody, ANCA) °

AT TR 2020 355K AAV ji BRI B s
PRS2 Ak 2 B PR v 2 B R\
ELEr it 2016 FHE SRR ML EIREHE
PR o H 2021 HF 3284 JE R £ gy B I
R F4E (American College of Rheumatology/
Vasculitis Foundation, ACR/VF) ~ 2022 4 &
MR % N 2 Bk BH (The European Alliance of
Associations for Rheumatology, EULAR) »
2024 4 B Tk 5 i O35 A2 BR TH 1% AH A% (Kidney
Disease: Improving Global Outcomes, KDIGO) LA

FIE MER

J2 2025 4 9% 5] &\ i 9% B & (British Society for
Rheumatology, BSR)*”7 » A& HE H #5 & 1N 73 g
BT BRI IG IR < FE 5 | o SR CSa Z AR HPL
| avacopan 5z T IL-5/IL-5R (receptor) EE PR i
HEREBCLANALET | RBIAERER RSB
R
KL » ASCRGEEELI AAV RRSEECR R
VF Ry B A A G BT B VG R SR o S B2 5t » I
A EEER VY R EIREFE S [ SempR B 722 52 » LA
o BIER IR BN TE AAV P2HERIS T S -

ANCA associated vasculitis (AAV)
AR IR EE
AAV R BEEYE K 2R B E 18 R e
CliEl— ) » e [F] 55 B 2R B Ky 1 I BR A A 1 1M1 5
& (leukocytoclastic vasculitis) B /N 28 tf AU [ff] 45
< FEFBME SR B (fibrinoid necrosis) *© F EHH
g HR R BRI A S+ S 1T 3 I T Mk B P R S

GPA/MPA/EGPA % I 5 72 1 1

EGPA 4 21 4§

//EDN + MBP - ECP

B— : ANCA associated vasculitis ZZURILEB R o

A[E SR GPA/MPA/EGPA (Z L[EIBEHE (7201) Bl EGPA FratiE CHED - whEmlifein b « WM BRELNE OHRL R ER

U - ANCA A BBLEE RS IR E -

(KRR B EZ AR R SO B2 5% B T8 © Vaglio A et al., Allergy"®, 2013 3 Shochet L et al., Front Immunol,

2020% ; Kitching AR et al., Nat Rev Dis Primers, 2020 = )

ECP, eosinophilic cationic protein; EDN, eosinophil-derived neurotoxin; IL, interleukin; MBP, major basic protein; MPO,
myeloperoxidase; NETs, neutrophil extracellular traps; PR3, proteinase 3; ROS, reactive oxygen species; Tth, T follicular helper

cells
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S ERE o TR B TR BRI A B R B
F PR3 B MPO Z R 5 3855 » A] e Bl H
J JE % R SZ iR Pk R - LB AT M T A A
(regulatory T cells, Treg) i B fHfHTIRES Y » i
A RG] E B8 S M WRESER ® o Thi B Th17
SUERY T HHMY (effector T cells) 3 —25 fRCK fay 5
B RITIE » IEREASIESE ° -

TRPZNM 52 5K 1% - DRI ERBh AL T A M (T
follicular helper cells, Tth) {& £ 5 #& 5 JE M B i
b B B - 2 4 1gG B ANCA' - B Al
HE3E AL Kl F (B-cell activating factor, BAFF) &
2 Ff B MlEAEIE - JRATH ANCA (& bz g ik
EREERL - PR EEIEIEER 1 - ANCA HIBURE

5 KRG HE 4 BRTERUE) (priming) » & H1 TNF-a
B A VIR 53 K8 Toll £32 BE S AR5 3% » i PR3
B MPO 455 2 i Jifd I % 1 2 - ANCA B2 71
FEET % 0 #5 Fo Jr Be Bl Fey receptor fi2 HERE H %
RIEAE D SEREINRGHT o> B o BB
BR OB S UL A P R A RS o - S T R FRCREDRL
B3 ~ 15 M5 (reactive oxygen species, ROS) Eil
IR th 4 BRI MSEBIF (neutrophil extracellular traps,

NETSs) » i PR Rz 5 25 B i U i Ay e 1+

1 8 B R A AAV T EL R SR A 1 o
ANCA {fifb: 2 W8 Hh PR 1 CSa 2Bk > #8 C5a
Z et — 2 g naeg o i ERE L EEAL - TBRE
BRI RIGER 1 - B FCRUR - SRS
& & X 3% £ (alternative pathway) B J& 1Y factor
B 1] #f ANCA B FRERE K H R EHUR » A8
HL&R £ (classical pathway) il ¢ 55 38 1% (lectin
pathway) HIIFE R BL G2 ¢ L4 - CSa 7R ] iE L fst
ZEHHNE > SELHE S0 K B E R Gy 1S o BRI
BRAh - BLECEREL EGATA IR i) 2R3 PR3 B MPO
A 2B R AE 1© 0+ GPA PNEE @ L rhEy CD4*
T A FI B 2 2 B A (L ARR 7 -

EGPA #ff H AAV It 58 2 ANCA E Th1/
Th17 &K » AREBUREE L Th2 17 Al 9828 S e
EHRE (AL BR B A% Ly © TL-4 ~ TL-5 B TL-13 fig5E
IgE/1gG4 4 p BLIRG (PR R BRI A4 18 » BB AL 1
BRJA eotaxin-3/CCR3 FH &R 5[5 T A fHAL - B
it EDN » MBP B ECP 3 EH 1 » 513 5k
BRAEAEAL - 55 8 IL-25 581k Th2 K JE » Tk
&P RIEER 1 -

B — : ANCA associated vasculitis ERFR 2D /ZEEBEHIR RIE

(AR g e R R B 24 € ~ ACR/VF ~ EULAR ~ KDIGO -~ BSR $57 [Z2f#fi %% HITIEH [3-7])



200 Ry A=

T AT AR IA R R I o O i B
PR BAA - B CSa 52 HEHE TSI RH B e o i
Bk ML BTG AL » $70 TIL-5/1L-5R BERRHE A S
¥t EGPA HIB AL BR 3382 Th2 % K FE -
PEVEFEIEH M ZIT - DUT R R R B
5 | S LB R o L FH) SRS B2 ]

ANCA associated vasculitis (AAV)

FIE MER

~PUA$ES| LLER

— + %185] GPA/MPA iafREERR

B AAV TH % B 22 0 1950 X K 95
GPA % B FP L AF TR HAE A 2 - SR s ek
B E | A UGEETEIE 2 BT IAR IR IR SR
W DL T35 AR e, B T MEFRAR I L R0 (18
) o AR v Bl R B R o e T TR G
B (R—) LB ESEMEE - QAR
T i 00 9% H0 4 © 2021 5 ACR/VF #8514 DL T 8%

&K— 1 AAV BREE E&HR LR GPA/MPA 358685 (Induction) LLER

2021 ACR/VF 2022 EULAR 2024 KDIGO 2025 BSR
EETES | EETES | EETES | EETES |
AAV R BREEAY - R - 2E /AEMEER 0 E/ AGEER BE / EdEE il
Bl KB B dfEReEALE B RRERE A I
I~ BSREEAE ~ vhiE JESSE / Aty JESSE / AdEig il
JEEREAY ¢ BEFL ~ ESEEE  IRAERRN
RAENA ~ KRkt 2 LIRSS JESS B R R FRE
I o ZE M B (B o e B 2 5
i #) o ERERIRS
BNl RE i
JEEE / EaEE il JEI R 5 ol A v Ik
R B R A ECE & (MneEEah - i)
BFERY S ) SR BRI IRE e )
N Y R N
I EBRAE RS
WL ~ FEZS RIS
(]
GPA/MPA
TR LR
B EE / B - R RTX/CYC B33 RTX/CYC B 5 A 3 RTX/CYC
e AmEE RTX + JHEBHER + B[RS + JEEE + AR
CYC + JH[EEE ;
5% (relapse) SIS AME SCr > 4 mg/dL B HEEEAdqERZH
WIHIEE TSRk JoH RTX B rh e AR RE KAIEEHER RTX +
oY R BLeyc @4 g7 Cyc
RTX + CYC
JERER / BRI - RTX + %A [ B B B £t 3 DL RTX/CYC + RTX + 38 [ B B
JEERE A ar T 1. MTX & F~ RTX/ #; MEER Y MRl
CYC; 5 P G2 41 o
2.MTX + B B2 8 MTX B0 MMF B & (K25 MTX B MMF ky &
T~ B FZE ISR AWAES IAWAES

3. MTX 8 A AZA/
MMF * TMP-SMX

FZRTX/CYC FH ¢

1. MMF "] &t CYC
( # H 7 MPO-

ANCA > A PR3-

ANCA 188538 5))

2. MTX 14 [ £ BHR

HEARESERER
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CYC #a8E& 1K FRIREC AR AT » 4R Rt BRI @ EIIMERAE ~ 32 HEPERFIRAS 52
RO NS B R & s B LA &
MrgE#
FIAk = %5 52 A e
BT - HATH
TTikEEE
R e/ FHEEHER « {K%I&E  Prednisolone 50-75 #ZiER Prednisolone 50-75
HEEE FEERERBES mg/day #2245 » A 4-5 prednisolone Hl&Fy  mg/day 3¢ 1 mg/kg/
% EH AW %2 S mg/ F—H1 mgkeg/day > day #225 A 4-5
day M PEXIVAS trial - H U= 5 mg/day
B E O OB I sk HUCERREREM (PEXTVAS trial) ;
M 3glk i & Ik AREREGEEE & WARERBE PR ENESE 4
methylprednisolone *  FJHAR i FIEFIRAR  wTFHIRMEFFAR MP 1-3 i Ja & 95 18 7] 5 58
mE—REIEEED EHEH MP1-3 g g E it 5 0.5 mg/kg/day # 4
PRELEEE - PRSI (LoVAS regimen)
7 DLCYC 7% E - [
MEFER 6 (AH MR H3E (BRIl
5 mg/day HIM ) B4 arEE W)
DURTX #5385« Ji Q) 3TAT e s IRy
EATR 6 M AMER S MP1-3 g
Avacopan F4 {1 Kigk B Y5 B M M Avacopan T E By ¥H  Avacopan ] DL AE By
(RIE R EZEE MR8 Avacopan 7] 1F By Bk (IR ACEE BRI E ISR
i FDA U > T AMEREIRREERIEIEE KM - #EEMNS SRR
ACR/VF B HEEF W) YBR[l 0 1 P
TREFRERE ) NELE THREE IR A
IMAEH#L (PLEX) IEENEE RSN T R R KVE B A3 PLEX GEESE R W 5 58 R RIS )
M - B B MRBEREE #F: T AR ERE R L
Fifd SCr > 3.4 mg/dL (300 1. SCr> 3.4 mg/dL SCr > 3.4 mg/dL (300
umol/L) ¥ f& 2. 2 BFF SCr pmol/L) 75 &
ANCA/GBM overlap 3. FE
T R AR ERANRNE 4. FingE M EoHER  AERESANRARE
HhIfi 5. ANCA/GBM Bf B E BRIl
overlap H I
Jifs B AE ¢ A JE [F] 2

{l anti-GBM #1 #4 -
ANCA/GBM overlap
FHHH PLEX

AZA, azathioprine; CYC, cyclophosphamide; GC, glucocorticoids; MMF, mycophenolate mo fetil; MTX, methotrexate; PLEX,
plasma exchange; RTX, rituximab; SCr, serum creatinine; TMP-SMX, trimethoprim-sul famethoxazole.

H/JEEE  TORIRG R EIARE - ME 2022
EULAR® $i5 H IF 43 8 nT REAE A7 36 F JaUBge - e A

"EREUIREECE ) BT AR ) T R bR
] 43 J& © 2024 - KDIGO® 58 Ay A B fig Ja\ B 3%
i (A0 1ML ¥ WL % BT (serum creatinine, SCr)>3.4
mg/dL ~ PR 3 Ak 50 7F 3& #7) K Birmingham
Vasculitis Activity Score (BVAS) 1E Ry B iG B EE
AL T H 2 - 2025 4 BSR” Hil 5 i ffc 5 9 272 B
AUBRE LR B ETEAL « ASCHR L 2021 ACR/
VF ~ 2022 EULAR ~ 2024 KDIGO E 2025 BSR

S E B RIS B o 59 EGPA B ERIE
ALK - KDIGO AKfe i tHE A » # EGPA #i453
{8t ACR/VF ~ EULAR Ei BSR #53] -

(— ) GPA/MPA & /A%

#€ 2021 ACR/VF ~ 2022 EULAR -~ 2024
KDIGO Ed 2025 BSR P4 K #5 5[ ¥f GPA/MPA
IR AT R BEARE PR T E B A O
rituximab 5 cyclophosphamide | {F Ry 3 224844 -
AR 47 g B FH 88 EH T ANE - #4651
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TR LR E R — -
1 BE/REFERRBRA -

ACR/VF SR8y T 8/ JER 8, o0
0 5% B B GPA/MPA % & i F rituximab
2% cyclophosphamide & ff %8 [ B2 - W 5 f&
fF H#E 7 rituximab 8 5%+ Ji K B R rituximab
1 RAVE i PR B8 £ % I 3 v 38 8 HL i B
cyclophosphamide FH & 19 35 B IG5 23 -
% H Aij cyclophosphamide J& 12 22 18 7 & 28 LA
TEREAL ~ FEMEPA o rituximab {7 (K18 5 55 14 &
% ifii 8 5& % & - EULAR ~ KDIGO i BSR HI|
WL T e E B E A R ) 4308 [A1F rituximab
Eil cyclophosphamide Ky & 3% » i #i§ A avacopan
DL AR 28 [5] B 56 F - KDIGO #E— 2 $5 > ¥
A SCr>4 mg/dL 2 eGFR HHEH FRERY L » HH
J* RAVE & B R Al A L 28 7% BF » rituximab Y
7 18 H PR - Kl Bt & 3 LA cyclophosphamide Fy
T ® o 0 BEE I b I A% B R - CYCLOPS?
MEPEX® » RITUXVAS** % 3 B L & &
cyclophosphamide 1F B & B DI REAN 2RI FERL -
4k KDIGO il BSR 45 7] % & rituximab B2
cyclophosphamide Y& HF5ENE » (HIRFHE G
E B H RITUXVAS 353 L IR BE RIS 2728 »
VEAE T3 I T A TR -

2. JFEE / IFREHEMEABRA -

ACR/VF R 5 2005 4 NORAM i B
&% methotrexate & G 1K 7| & X8 [ f2 Fy Ik
% B GPA/MPA Ji5 8 5% 8 76 &% 5 2 - 35 W
BAERHE . B IRE R SUEE M2
rituximab AJEEAL o BLAMES [$5 H =TE G HIH]
7| (methotrexate * azathioprine * mycophenolate
mofetil) BEHR Z F 2 ELl - 5 HEAK R A e
A+ B4l methotrexate -~ 2 5 5 F ® Hh &8 2
HEBIREA®=E s 12223 % methotrexate/
mycophenolate mofetil A~ i 5z 35 I % 3 6 A
azathioprine ; 5 &% thiopurine S-methyltransferase
(TPMT) 58 2= fik Z 50 H 5 B B TPMT/NUDTI5
B KB MR 35 0 FE i %8 i H azathioprine -
A % FE o F methotrexate 5 mycophenolate
mofetil - EULAR F1BSR HI| # J& rituximab £
& [l Fy RAVE & B th A A BE 29 A -

FIE MER

Tl rituximab Ky 55 B 2 35 35 15 7 A I v 1Y 7
7% fiFE 3% e e A B 5[] i 5 #% & Methotrexate
B mycophenolate mofetil £ # 1 - KDIGO 1/
i rituximab 5%, cyclophosphamide & ff ¥ [& 5
i Ry 5 07 %€+ SR HIARI o e fEG Y EE Rl 1
Fy & A #1] 41 mycophenolate mofetil 7] & 11
cyclophosphamide » #¥ 1 5% A /2 MPO-ANCA *
{HFE PR3-ANCA Ji A H{EFERIS * -
3. BEREHEMEE B AR

(1) ZE[EIPE A

FEELIR MR - TR FE G [ 29 50 3 R 5 B Ry
YRR L ST A R SRS DA B 3 e
ACR/VF 72 5% i 5 GPA/MPA Ji% f8 DL Ik IRk 7
i B 3 g methylprednisolone (MP) 1E £y i 45 »
Z i Ry e AR R - B I &
(taper) e EULAR % 3% #2 %5 prednisolone 50-75
mg/day » 2 4-5 il H I ZE 5 mg/day © B 3% H 5
A i B R TS P BRI S MP
(1-3 g) ° KDIGO # 3% prednisolone 25— 1 mg/
kg/day * P52 W& - 6 8 H A2 5 mg/day
DR » IRZFF-EAG IR TE MP 2 28 B B4 ai i &
75 [ - BSR iR IF i EH B IR AR B AR a BB R
T % J& prednisolone 0.5 mg/kg/day 8 45 » M 4k
LoVAS regimen’? £ 18 JEIAZR Wi EEIEH -

(2) Avacopan JfEF

Avacopan By 1 Al C5aR1 $5 §1 Bl & &
HI AT AL R AR » P 38 R I E B A i 1E
15> » 2021 4F- 8 FDA % #E 1F 5o 35 25 I lH B 34
#% - ADVOCATE 3 B 8 71X » avacopan & ff
AR =2 S R AR (4 E N EE > SEEH
Pl 5 5 mg) B ASE HE 0 95 4[] 2 R AR (20 B 4%
g S HEE 13 mg) ZIEHEL » BiETE
55 26 HE R A IESME (BVAS=0 H. 1% % [
P 4 58 0 72% vs 70%) » 5 52 i FF 4B fF R
FAE (66% vs 55%, p=0.007) » H B ohREcE
2 (16.1 mL/min vs 7.7 mL/min) ~ % [ 8 2 5%
B (1.7 g vs 3.8 g)** » #R]fii avacopan HYE
ACR/VF M RANAZEHE » FERERFFET 09
FATE S EE BT LA FDA S ERE I BG » B2
e B R B - MRS RS R RE
J& - EULAR Ei BSR jiii avacopan s 7 Ji% 4> %8 [
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M I - TR R E R R EE S - KDIGO
B HA R 5 avacopan R AUy 2 5] 5 5 1 e =
BB TIREAMER AR RS -

(3) MAFEHAIEHE (Plasma exchange, PLEX)

VU K $8 51 ¥ fk 8 MEPEX® B PEXIVAS®®
ik B 5 SR 2 Y PLEX £ 3% - MEPEX 4 A SCr
>5.7 mg/dL < HE B HEGE % - 87K PLEX 7]
[ X ESRD » {H ¥ 30 (- R M52 28 - 05 Fy it
1) PEXIVAS #§ A eGFR <50 mL/min/1.73 m?
EA i NI IR P 5 N2 EE e = T A W7
ESRD Ja\& o % & PLEX 5 % [ IF &5 1 i g% 25
BRI E B o R | H B R R SF - ACR/
VF B 55 1 & S B3 22 Y U A R DUBK
R 1 (salvage) B R 5E H B - EULAR X2
£ R 5 B M B R R & &5 0F SCr>3.4 mg/dL
(300pmol/L) J A » SRV H I AN 58 HAL A
Fi - KDIGO ¥} PLEX 3 Jf i 5t FH % Ry BH HE -
W0 Ko B0 FH B B% £ F5 © SCr>3.4 mg/dL ~ SCr &
HWEFE ~ FRZGENT ~ I H O EE -
{H BSR #5 H PEXIVAS il & 2 1§ PLEX 7] 2k 3%
Fifi e A I o PR+ DRI LA A g A i f = Y
Wik 452 31 o ifa Y6 IS A AR 456 B PLEX » BB
%581 EULAR AHFF » 3B 5E KDIGO i iz i il
BHE I EE % & PLEX Z i Z 780 i
Ff o HAPURE T E MBI E DS / PUEHRER
FJEMEHT#E (anti-glomerular basement membrane
antibody, anti-GBM) 2 i /& it (ANCA/anti-GBM
overlap) * ACR/VF » EULAR » KDIGO = AK$551
B R B PLEX ©

(=) GPA/MPA #ft 5B %&

VUK 85 | 8 35 GPA/MPA FA 35 SBL4E fif 1%
HEAT SR HERAIG T - MESEY) 1 B R s
2 H (£ ) » ACR/VF fk MAINRITSANI i
Bt SR 36 5 Z 3 rituximab B EE U LS T
MERHARE - EHRRIERE R HIEIR - 5%
AN EURE BURLT  azathioprine B methotrexate
FoE T - HARNME$E mycophenolate mofetil »
leflunomide J¢ trimethoprim/sulfamethoxazole °
Rituximab ZERESR[EE AR L - E#HMK ANCA
IR B CD19" B Ml i B v e i Bl 5 e

MAINRITSAN2 R /i 5 W 18 2 SAHT 27+ If
A R HE R Ty B 2L ANCA 50 B #il it
BE WA 2 DUTH AR 28 J B o FF e B 2 {8 S 3
LA methotrexate * azathioprine 5% mycophenolate
mofetil 7 AR - R IRIZEYIE R e Ry
TG o J ] B ARG 0 RO i 0 AR AR
EEED 18 HH -

EULAR [A] £ DL rituximab Ry B 338 307 43 3
%E [ B 4G %E > methotrexate B azathioprine £y
ZEA B IPHRETE A M BEEEIR
TEAEFFIRFEORNE L EHAME W 43 o KRLE ERfE i
FyBAME > 8538 prednisolone &5 H 5 mg {F Ry K
MEFF AR » PRI ZSIRDLIN R - FETREEER 24-48
il H - EE B R R A LR -

KDIGO # H & Jijg i\ b & B - A3 2
rituximab 355 A8 LA rituximab #ERF - FF 518
FTA PR3-ANCA ~ 18 % 8 i A 2 E EHR A 5
75 1gG<300 mg/dL B¥, rituximab R SIS » Ak
H azathioprine » i 52 I HI|3% & mycophenolate
mofetil % methotrexate (R eGFR>60 mL/min ) °
RITAZAREM Hff %38 B rituximab 559655 (8 72
azathioprine®® ° &t RAVE Ff5E#/ 8 MPO-AAV 18
BERAK 2 {H KDIGO 14 A £ 38 e B ffe 17 9
W BRSRREE 1IS AR 44 -

BSR f1 ACR * EULAR 17 8 — Z( - %
rituximab 7€\ Fy B % - iR T 4-6 i H #% B
500-1000 mg * azathioprine B methotrexate £y &%
> HEHE 24-48 il H 5 mycophenolate mofetil
1R E e 20 IR ASE LA -

(= )GPA/MPA 18 3% (relapse) 5 78 & &

(refractory) /AER1Z

AAV I ELE e - RIS 1 A R R
HAHBEIERMEER - pFoeisH » BRERIR
3% B3 7Y (phenotype) B2 ANCA Il i& Y (serotype)
B AR 2 B\ AHRE o ERIRFRIIE 3 - GPA 2
A 5% 3R 5 = Y MPA o B IR A B IR 2%
A > Hodr DL PR3-ANCA B 1 Ml 19 15 %%
JB B8 = Y MPO-ANCA [5 1 % 404 o fR iR 14 FF
8 ANCA [ T 5 [ 1% i 55 7 (seroconversion)
IRy TR B AR 2% o HAM 1R 28 5 A b K 7 |
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FRem A=

ES

FIE MER

FT_ 1 GPA/MPA #ERHBE (Maintenance) ~ 183% (relapse) E2THEEY (refractory) SEEELLER

2021 ACR/VF 2022 EULAR 2024 KDIGO 2025 BSR
BEES | BEES TEIRES | B ES |
GPA/MPA
HEFF IR B LR
HEFRGIREEY) B EREZE B RTX B 3 BE O RTX B RTX Rypse
4 #E B RTX & 7 AZA
AZA ~ MTX
H 18 % % 5~ PR3-
JEBREAUES « DL ANCA J§ A~ B8 55
MTX ~ AZA B MMF R BRI A AL
FRfEE - ERRFHEE T o % 5 1B R
FAAHRIZEYIE Rt Fs RTX o 75 F: B 1gG <
6 - 300 mg/dL BF RTX HY
1SR - B R
AZA
BHEEY) EEEHEE : AZA~ MTX ELAZA B EE MMF 2 MTX 1] fF MTX 2% AZA 3L
MTX 8 A MMF -~ B h%E By AZA BARGETE . R
LEF » TMP-SMX fH GFR < 60 ml/min
WREAZEESfE R MTX  MMF [ AR ZE 2
JEBANT 32 RTX »
AZA ~ MTX ZJEA
HE IR A BRI OER - (B 3% prednisolone 5 ZEEE(H F AZA IS5 W] pEH RIS R
HBERE > KEE mgd; FEIMLKE  OHEEIEXERE R % 6-12 il 5 9 & il
T AT 15 P E
RTX #EAREE BB HERS - E R HEE E B R B RTX SRR SR B HE S o W1 4% B RTX
% Bl RTX & A K BN ANCA J2 ) RTX DN ANCAEE/ (& 46 H 1+ 5
ANCA # B o B fil =X B MIEEE LS B AR LR ER  500mg-1000mg) &
ok e (el ER a5 Eil Ak ANCA 32 B 5
B S L R A
DIRTX #FE1% 0w A B
JFE i 8 4 52 RTX e
ES(EY
JEFR R PIRRRERR - BIEE BEMRGERE EMERGRE 18 AR RE
I AR EURE 24-48 8 H ; 3 E HE44 24-48 Il 5 &H1E
PoE (RETERR) »  JEbEE TR BHTIER
HZEA 18 fH H
HARFR S B ERS ARFFREEHA I FIRAR 3 EHGE (EEEEILmAERE
BB HER BVRA - WEEE
YMERR - AT RIS IE  F IR
GIEHNHEE
GPA/MPA
153 35 L e ] 24
TR LRI
B EETY / BB HE S RTX B RTX B5E7 CYC % RTX 3% RTX
iy B RIE R A CYC TEFZE
FAL A BTE CYC A
HIR A FRHRTX — B<36g /A HX
HEE RTX FZEME R cYCc {H
RTX % PR3-AAV X
FHERF I E H RTX R
—> /U cyC i

FERREM RTX
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JERGER / FEEFEERS M B RTX B B o Bma ikl (o REREEH - EAE
JEAEMIY BRI 5 BELIRMAEGETE IR AR S8 RTX) - ME A BE RS [TRRRE e
i - S FREERE H cyc RTX » MTX * MMF+
failks HA[EIRZ /Avacopan
MMF 7] % & {5 5 £%
158 B FRIA R AL MEHSCHARR - SEhfE A REFR A - s HEEinE s E ) RBEERE LR
5 AMEFAEE - RIEFE MEFFIR R E R E 48 £ 44 EHRTEE
B R MALE Brml it
TEERSE A (refractory) BE A B FHERE © #FH B A (SR MA RTX B BinkEE R ¥ RTX B CYC #
PREERR RTX B, CYCHERJE » CYC H - HHBIR [HE - Ftigs H G
(EFEEZE - Ak BB LG EEY BEMGEFNEER AR CYC—n Y RTX » CYC)
G BEEIEABE A RTX/CYC) @ B - BRI EE RTX  KZIRAR 5 A
H9%) KES pEBE R - B - LIRS ERE PLEX

BIREHEES « NERF
I IVIG

& & PF RTX+CYC 5,
B IVIG -

AZA, azathioprine; CYC, cyclophosphamide; GC, glucocorticoids; IVIG, Intravenous immunoglobulin; LEF, le flunomide; MMEF,
mycophenolate mo fetil; MTX, methotrexate; PLEX, plasma exchange; RTX, rituximab; SCr, serum creatinine; TMP-SMX,

trimethoprim-sul famethoxazole.

5 rituximab 35 7 £ 12 8 H A B #Hl I 5 584 4=
(repopulation) ~ FFAEMEIMPR ~ 375 A 60 H K
| & cyclophosphamide 5% % H methotrexate
mycophenolate mofetil {F i EgEY) 304345 o

16 18 %% (relapse) B jiEH [& HY (refractory)
AAVIH AN Z R E b v 2546513 DA rituximab B2
cyclophosphamide Fsf%/.0o3E9) » MEHEFFI A 7252

(K)o

N E /2 E SRR R E R - R
RAVE 5% 2 > rituximab 87 cyclophosphamide
At BLPY K $8 51 B 1 rituximab 1] Fy FF 5% &
(re-induction) 7 i - KDIGO ifi 2 % rituximab
A PR3-ANCA 9/ A H & F 5B £
cyclophosphamide HY{# ] » ACR/VF Ztg&+a 1
Fi 18 B AR rituximab JEHEHART - RlEEER N
cyclophosphamide * EULAR % & 22 5 5 1% At LA
A7 5% E #4 5F A cyclophosphamide ° KDIGO 15
o {8 E R AR AR 2 AE  F cyclophosphamide
RIE 36 g IR » A A[H B -

HRIEmE/ IR E R B EESE  ACR/
VF {8 78 3 ] S 08 FO AR 5449 - EULAR B
KDIGO HIIZZ 5% rituximab Fl& » ZERAHEFRAE
2 © MAINRITSAN-3 3{E&BVR » 4E £ rituximab
% 36 flil H REREE FHEIE R - HORM I E A

REBEFERR G 3423 Y - KDIGO JRHEHE - fill
F mycophenolate mofetil {ERAERFIERIRF » FEH
BRI E R RS .

E AR R TSI NN L Y NE = I = -
rituximab Ei cyclophosphamide it ¥ 1 B2 &I {F FH
Al - AL AR AR B B
Aan R R E S - EMHREFE AR - ACR/VF
Ed EULAR 5 #5 Hi 7] 5 (8 & OF i Ik o2 S Bk 1
(intravenous immunoglobulin, IVIG)* - EULAR
7588 e JE S i A2 T B S - HRBR R
TR E K3 - KDIGO Al & 0B ohRe R
LB M OHEIT AE - RIS R0 - PLEX -

(M) F485] GPA/MPA E R REZZER)

TE VK 8 5 |89 H b B PR 22 58 5K 43 > 2021
ACR/VF ~ 2022 EULAR Ei 2024 KDIGO ~ 2025
BSR 2 #adt i 7 n— 2 (HAERIEET ) 22
(R

ANCA #71 #8 B # J7 1/ > ACR/VF » BSR N
A3 R K ANCA IR B 8L 7 B8 J5 - EULAR
HI 5% 3815 9% FEARER PR EEAL - ANCA #EERERBIKR
# - KDIGO AFErHEHE -

IgG = & B M J7 | » ACR/VF & &%
rituximab & JF 1 ¥ [gG<3 /L H [ 7 /K 4

A
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FRem A=

K= : GPA/MPA Efhi2ss bR

ES

FIE MER

2021 ACR/VF
EREES |

2022 EULAR
EREES |

2024 KDIGO
EREES |

2025 BSR
EREES |

LLANCA EEER
SEYTHEM R

PRIFIEBCE B & ANCA
TR AR PR -

JFE 115 ANCA i s i BY
FEi > B BGAERER L
HERA - R ANCA
B AN RS EAE
G I

SEHERR ANCA/CD19 * B
RS

SERAE PRI 247 (BVAS)
W 4315 Bl 1 BN w0 4R
15 - s A RIS ED
IEERGED -3

HERHRRE

BCEHEEAR ANCA/
CD19 * B CHLITRES
W

1K 1gG BRI

At A BH %1 Bl 1eG A%
H o RTX HME IR IF
R 1gG < 3 g/l H.
BB - R
FIEEREH (IVIG)

RERE R (HEHRFX
{5 F RTX Hij JE 7€ 101 B 31
IgG » FHA X BEREA
R KBRS AR

REAF - {H AT K i
IgG IRy RTX » AZA
BRI

BT XREH
RTX Hif i & HA R
W 1eG ( B 2014
it ?SR beit eI
58

IVIG {F S

AN B

AT P PR A
1. EEatEE
2.1gG < 3 g/ HIXERK

;'7%

FEAHEIGIR

A {5 PR A

1. v E / A M it
AERT =T U]

2. EEE M ZE

3. KGR ~ Sl

R

R AL AR TS B

AT
Tt B
WL BT AT
B R
CBIATRERS 3:50F
SR LA BT
U - R
HERERE )

HERHRRE

(5|
TMP-SMX {Ek PJP
THEA5E P

ARRfERL PIP TEES

B3 CYC B, RTX % -
R ER S T TMP-
SMX 5 PIP

$5% prednisolone>20
mg/day 8% ff F§ MTX »
AZA ~ MMF 7R 7] % &
T

Bl MTX ff IR Ze 21
1788 - M mEtRE

HANEZES PIP THRS

EEmTAEEZSHE
prednisolone (> 30 mg/day
W2 E) gcye-

RTX FHEAFRATH AL T
TMP-SMX 5 PIP

B MTX ff FH If 20 2 P A7
Bt A o MY 0 BEE -
B TMP-SMX 388 i # 5 fiE
1AM 52 7] % & dapsone
atovaquone 3¢ W A 1%

pentamidine

HARfERE s PIP THBS

B2 CYC B RTX ¥ »
FEEEHS T TMP-SMX FH
[ PIP

B O B2 3% RTX
i~ ARSI
s SRR SRS
Pl B A L] P 72 9 o SR
F o AEREE TR
L HAGERE -

HH 1 72 3% PIP TH
5 (B2 2014 FR
BSR AR

TMP-SMX ¥} Ji*
GPA & if L5
S FERA &

A

RAHREAG

ST ERR B EA
CKD stage 5 (ESRD) Iy
AAV IR A 0 RO
EE R B

REfR Z AAV i R TS
THEES - HEZEMREE
1595 -

TEAHRR

JEAE I PR 56 2= 4R % >6
& Hx m Tt

ANCA Fiffa AN FAE
L2

JRE A B R 58 2 4%
i 6-12 16 H
PREITISM

ANCA FF 48 5 1t
RNEIEREE

PLsEmEEY) At

AAV IE N A 85w EF IR
Mz (e EFIRE
FEHITIRSE) - BIAEE
AR AR TR B H
AR R R 7 BRI
MR - bR RIS
R - AR
HAb e - RIS

HERHRRE

IErHRRE

JFE 7 HH s 0 I
IR b (B
2014 [k BSR ##
EUEIED)

AZA, azathioprine; CKD, Chronic kidney disease; CYC, cyclophosphamide; GC, glucocorticoids; IVIG, Intravenous
immunoglobulin; LEF, le flunomide; MMF, mycophenolate mo fetil; MTX, methotrexate; PLEX, plasma exchange; RTX,
rituximab; SCr, serum creatinine; TMP-SMX, trimethoprim/sul famethoxazole.
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JE %% i 4E #% FH 2% - EULAR ~ BSR & i & X
rituximab 7 89 B BE I 1eG - 75 BHEA T R EliA R
e i IRF FE 4L 2 36 7% - KDIGO #fE R 51 e 4
3> {HI1gG<300 mg/dL ks ¢ A azathioprine %
B2 — o FIRES IVIG B T BSR R£HE KA

HAL =457 [EEARN RIS (41K IgG
H RSO EIE A ) » A5 Ry BIEHREE

Pneumocystis jirovecii fifi & (PJP) Fy — F& #§
EPERCGY - H R G HIENE A - SR AR
JoR 3 1 s {5 P 2 VI AT vy (B R DL GPA 2%
Az 3R i 20 o PIP TEBA AT » PUAKHES [BHEE M
H trimethoprim-sulfamethoxazole (TMP-SMX) £y
EHEEZEY) - A cyclophosphamide 4= & 12
rituximab FHEVERAS R B 6 H - 8ifgH
prednisolone>20 mg ¥ - EULAR ZE &% & fy &
H 400/80 mg 5% P& H 800/160 mg - ACR/VF il
EULAR 7JT$8 H il methotrexate ff Fi WY = 5
P JE s -

AAV FH B K HH B #% % (End-stage renal
disease, ESRD) f& 5 $¢ 52 B gk #% 18 J7 1/ > 2011
F—REE L L AT L - B
HILEEEN S SLE HERREHERE - 2
RS RIEHIHIE R T - BIHBRERRHE S

R ACR/VF 3% - BIACUERREERIEA
AREAEY (chronic kidney disease stage 5) & AAV
B FEMEMmE R A 0 COERER AAV
A5G Y 25 = - KDIGO ~ BSR HIl
R AR IR AR A B A2 o 6 H R HETTRE
i - H ANCA V#8511 S A I R RS
HIHIE - B BULAR 85 [ HIREH S8 E R
FEH ELREAE -

PUBE I 35 9% /5 10 » ACR/VF 8 H 35 A &
975 16 B M 28 AR BRI 2 0 A L A o L (R
T e R RS R B B IATEHE
& o BSR HII 36 M S S 5 3R O MO0 725 1 A JEUR
EULAR Eil KDIGO AHEHIE -

— - &155] EGPA BYBRER]

EGPA FHVELEE S / @EUESZE - RHRR
REOHRLYEERIG 2 - DURINE RERFE - AR
ik AR R SRS BE VT TR R I R R B ey
JEFT  SRIM » S ELE O REIR < 1 iR i (R
TR AL SEY) OB REFGEE SR ) 2SR B B TR
HRHSEHINT o R R AL s / SRS B AT -
DUR FAAHRBH SRR & F - FBIFYETT EGPA

RERREEE

3R00 : EGPA 55358 (induction) ~ #5588 (maintenance) E2183% (relapse) JBELLER

2021 ACR / VF 8955 | 2022 EULAR j&35$53 | 2025 BSR &8 |
EGPA 535G #
JE R / CYC i RTX HIRA-EEEER CYC B RIX A[{ERE CYC % - RTX A {E R E:
E MR MEP 7 REEY)
BECYCHREBLEE EECYCHRERLEE
B BREEERKEE EE P BREIME AR EE
FEAR B FEAR B
JERLEE / BRA-HERE B MEP B LUBH P RE G 2 R A HE - 815 Anti-IL-5(MEP) B Anti-IL-5R
JEERE A Y MTX/AZA/MMF 1BF ~ THR A B iK% FEHE  (benralizumab) Ky 532
AL R INHITE R
G W HE B E H MTX MTX * MMF ~ AZA AJ{E %%
AZA ~ MMF B2 CYC » RTX REEY)
Bf P ] ] s A BRER  FFIRIRE S DR 2B ARG R Y - SRR AR I O A A

Pl &

JEEE A« AR EERE MEP/
LS G928 00 ) P R I
A BEL P 2 ] P

G

RS E B A A - A
FIXEERS Ha 2 i -
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EGPA
HERRIR B BRI
B EE / FHLLCYC R » i wf ff B MTX » AZA ~  Anti-IL-5(MEP) % Anti-IL-5R
R % F MTX > AZA > MMF  mepolizumab 5¢ RTX {F ks #  (benralizumab) 5%
HERRIGIR B RTX fERuffeRs g FrRIgE (FEEmEeEs)
RTX * MTX * MMF * AZA
# DIRTX 35 - o] #8 8 AHESREMH COYC EMERE T F Jo B (R 28 7 5 Bl Anti-
RTX » (& & MTX » AZA ~  JH% IL-5(MEP) » Anti-IL-5R
MMF (benralizumab) £
MEP ¢ 7138 F A 15 28 i 5
66 4 M 7 3 MTX > AZA ~  SEIRAYSE BRI ES
MMF B> MEP 1E & #E £5 F
IR / AR AR FEH M TS A BB IS S FE0IE Anti-IL-5(MEP) X Anti-IL-
PE =7 gl (BT LS WUR B REEE  HIGIE (40 AZA) EBREA SR (benralizumab) By 15 3%
HERRIGHR HAECH R AR R R S /8 A EEE - AR E R EFBEL MTX » MMF ~ AZA AI{ERff
50 HAE S E IR ] % e MEP FHEEY B e
B / CRIREREM R CYC — A3 A DLE R SR + CYC REFAIaH - (BRI
SEEETIE S 1E S RTX VR fH S A HE T 58 TRAZEI ]S RTX ~ CYC
FHIRFEEEA RTX — B3 RTX Bl #2568 5
1E B IR RTX HER A TR CYC &
5 RTX AR ANES
B Lo B 1L v =5 58 EE T
CcYC
JERgE / #OIE R O MTX/AZA/ R RSB E R R s REFHEEH - (GRS R

FERS B B P A 3 B
[E17Y

MMF - iR I MEP
B T e A L At A i 2% 41 1

il

7 (o ol P AU 7 o ] o 7R
&% In A MEP {8 Y MTX »
AZA ~ MMF

=y

MEP 7 1] 25 gk FI A [ By
FERRER / %3 E R R R
FEERE

L[ 7] #8442 Anti-IL-5(MEP)
Anti-IL-5R (benralizumab) »
MTX » MMF  AZA

S o AR R

e B B AT A R
T AR AR DL I F B - 2%
B R = B O P AR B
2 T S B 5 8

HR4E GPA/MPA Jk == HI - 56
SR e R Rk I i R EL R
2 -

B RN /ENT SEARRE - JFEELER
Rl B EIgEREH R

o A 5 2 YRR P P L EL AR
Rzl

Anti-IL-5 (Mepolizumab)
B Anti-IL-5R
(benralizumab) Ef7

B B B EGPA WY #t 5 16 &
MEP %I A {8 56 F 2£ )
(ACR FE W5 By -85 ) »
5 A JFE S {5 P B0 o0 2 H k1

(MTX/AZA/MMF)

JE % T A EGPA 1915 2% Bl 4t
¥k MEP ¥ J75BFERE

MEP "] 1E ks 2% B B & T
EGPA 1 # 515 % (EULAR
REFEH R BN

MEP Fs JF & B B #& MU 15 3%
EGPA 15HESRER - Ul BAH[EIRE
HRAENE SR A 2R

MEP 8 Anti-IL-5R
(benralizumab) ¥ £% fif I 3 K1
PRV EAEAR (Sl ~ 558
R) Btk

AZA, azathioprine; CYC, cyclophosphamide; GC, glucocorticoids; IVIG, Intravenous immunoglobulin; LEF, le flunomide;
MEP, mepolizumab; MMF, mycophenolate mo fetil; MTX, methotrexate; PLEX, plasma exchange; RTX, rituximab; SCr, serum
creatinine; TMP-SMX, trimethoprim/sul famethoxazole.
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(— ) EGPA & A&

ACR/VF ~ EULAR Eil BSR KR R i 2
RGE EGPA FFELIAHERNG (RIU) - ¥RASRE
DIREfEbE s M & 2 EGPA - 24875 | — B
LA cyclophosphamide &5 15 il £ 28 [&] % Fy 3= 2L
167 ° ACR/VF [A]%] rituximab & 3% » EULAR
B BSR Il rituximab Ry B L7 4 < ACR/VF B
EULAR B3 Lol ~ i e B B B0 E
5% 1% A cyclophosphamide ;5 rituximab HI ¥ 58 F
TG EN B RERE & ~ 852 cyclophosphamide
BCEAR T B R - ACR/VF 285y ANCA [
4 975 BRI 58 & rituximab » M EULAR Hl 55 G I
B A R TREIR R IR E R 2 K 1 3
i o JAMEIEE RIS A » ACR/VF SZRFgIHAM HEF
[ methylprednisolone ATy 12 1% 8 1 A Sif7 T8
k& ; EULAR K28 B =ZIURERERR%E 5 BSR A58
AT IE BT BGPA 5 JE DU ] s Fy BEAfE + 6
Bt IR DR 2 ARARE
WEEETA A E (5 3 mg/day) °

ifii 2025 4= REOVAS i B& 2 78 8 71 >
rituximab 75 Of BH[E B2 72 15 B 14 EGPA 3% 547
AR AR o B 5 o (AR AL R (LA
Five-Factor Score {F Ry i6 73 TAK IR ) » IR AR
KA B2 ] B EE R - SR H AT B 8k
J& & 14 EGPA 15 LA cyclophosphamide £ 3= 3%
BRI » JRER B B A a B MR R DA
Pt R BB VG IR L BRI EN ]

FHA IE e B 2R E A di i@ B2 EGPA >
3T A RS I VA 7R B Ry B B8 TH - MIRRA A B B
/s * mepolizumab ] {58 381 > B§pg £ 33 2 1 IR 4%
fige SIf7 B 2 I A L B FH >3 - ACRY/VIF 414
H#E 75 mepolizumab & ff % [&] B2 Ky 7F B 8 EGPA
A 0 R Ry L e IR
cyclophosphamide  rituximab Eil B8 F %5 [&] 2 16
N ER 1% 2024 4 3 72 MANDARA 3 5& > BiUR
benralizumab 18 BEEHGE EGPA ZFAS
J* mepolizumab » W H RAFZ: 2 1 BERE[E Rk =
B [tk BSR j# anti-IL-5 (mepolizumab) Eil
anti-IL-5R (benralizumab) & i } JF & B EGPA
L EGEIGEE o M T » EULAR ¥ %)% H f
A RFRIK T Z EGPA ERELRSFIRME » 1L

FAE P B — AR Ry 2 HAKIE Ry 2017 S5
7R azathioprine 75 ff 5 ] g 0l A 18 /7 B FH 2
i 5S o

A » = RIBGIRTHRFIAL 5 - X
F# L Five-Factor Score (FFS) 3£ 17 43 J& 15 ¥
cyclophosphamide {57 FJ B A5 P 55 - H 7L IHFE AR
B @ FEEGRIY 65 5% ~ LI DIRER 2 ~ B UiE
Ao CEERIREPIRE < MG DA =i E
(stabilised peak serum creatinine)> 150 umol/L (#Y
1.7 mg/dL)) ~ 15 HERI » Bz B 8zl
B (IRRIEAAAE B S AU R B I Bl FE TH R AH
B - rEEE AR TR 5 AR RS
BT T OB A -

(=) EGPA BI##5ER1B 28R

S mERENE /i EE L EGPA
FF 6 # » ACR/VF & # J? cyclophosphamide
5 5 2% 15 % [ 5 9% HI A (azathioprine
methotrexate B¢ mycophenolate mofetil) » 3if7 f5& 4
T A 238 DA rituximab 7F By 558 - R RIHAER
IBFEEAIR ¢ M S SR A rituximab -
H n] # A - EULAR H # methotrexate »
azathioprine * mepolizumab B rituximab %1 ks AJ
sz 0 LA ER A8 cyclophosphamide
53 HE 7 mepolizumab F 7 28 [ P 4% i 4 2 57 -
BSR ¥f ¥ H 2% B & 4w B & 7 EGPA H. #&
cyclophosphamide B¢ rituximab i & 3# f #%
fR AR S0EE - WA &0
mepolizumab B benralizumab DLREARAE 2% Jalfar -

FF 8 B EGPA fE 7 {0 % J7 i > ACR/VF K
BHE TR EZEY) - $EH 2 8w AT ie RIPMER &
R[] P 22 1) S i Bl £ B RE IR © EULAR AUREF7
L i 0 7 4 B 3 S e I A 44 7 B 2
EIEEAY TS - SRS R R T KRG A5
mepolizumab®’ » BSR & MIRRA B MANDARA
B 5354 338 DL mepolizumab ¥ benralizumab
PF o B SRR SRS - T 91158 FH R e L 1 P g
ERBIE (A5 ~ SER) -

FAE RS BE R 0 ACR/VF 5 3 i B A 28
s DU SRS 422 1 b B S i R
EULAR Rt EGPA BB ETIAE » HEER
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IR TR -

j#% E AU EGPA 1§ % I - ACR/VF £ 3% :
# ¥ R #5 E By cyclophosphamide » 18 %% IF df
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1 RS R e SR A Bl R L B R AR - T EE T
% & cyclophosphamide - EULAR HI 3= 5§ /& %
2 [ 5 & fF cyclophosphamide By 2% B 8¢ 4 @y
Ja B 15 %% 15 5%  rituximab Bl By B A 0 3 H R
cyclophosphamide Zi & Rl sEEY B EE -

RN IEmE / JEes B BRI 1R 2 (AR
B EEAL) BUEHEAYE A > ACR/VF AR
BB 0 & N A mepolizumab » EULAR
MIRRA B R I8 mepolizumab %1 5y L AH
PNPA=F= k7 L5 L R Sk = 1ol el oIS
=Y -

e

2
N7

I

¥
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BRI 2 5 S H A EL PR MRy B e e iR
5 0 BB EE S | TR AR o g Ve o WA
AP BRI o G RERIS EA R E AL
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Antineutrophil cytoplasmic antibody-associated vasculitides (AAV) comprise a group of rare but potentially
life-threatening autoimmune small vessel vasculitides, including granulomatosis with polyangiitis (GPA),
microscopic polyangiitis (MPA), and eosinophilic granulomatosis with polyangiitis (EGPA). All are characterized
by necrotizing, pauci-immune vasculitis and are frequently associated with anti-myeloperoxidase (MPO) or anti-
proteinase 3 (PR3) ANCA. Recent advances have highlighted the prognostic value of ANCA specificity, prompting
a shift in classification from traditional clinical phenotypes to an integrated framework combining immunological
and clinical features. In response to emerging evidence and novel therapies, several international organizations
have issued updated guidelines, including the 2021 American College of Rheumatology/Vasculitis Foundation
(ACR/VF), the 2022 European Alliance of Associations for Rheumatology (EULAR), the 2024 Kidney Disease:
Improving Global Outcomes (KDIGO),and the2025 British Society for Rheumatology (BSR). These guidelines
provide refined recommendations on disease stratification, treatment algorithms, and the roles of targeted agents
such as avacopan, mepolizumab and benralizumab. While these developments offer promising directions for
personalized medicine, their implementation in real-world practice may be influenced by local drug accessibility,
healthcare infrastructure, and reimbursement policies. This review consolidates the key contents and contrasts of
the 2021 ACR/VF, 2022 EULAR, 2024 KDIGOand2025 BSR guidelines, with the aim of providing a practical and
up-to-date reference for clinicians managing AAV in the context of evolving international consensus and regional
clinical realities.



