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Abstract  Antineutrophil cytoplasmic antibody ( ANCA) -associated vasculitis (AAV) comprises a group of severe au-
toimmune diseases characterized by necrotizing inflammation of the vessel wall, with multisystem involvement. Severe AAV
frequently presents with life-threatening complications, including rapidly progressive glomerulonephritis, diffuse alveolar
hemorrhage, and central nervous system involvement, and is associated with a critical clinical course and poor prognosis. In
recent years, owing to advances in the understanding of its pathogenesis and the iterative development of biological agents, a
paradigm shift has emerged in the diagnostic and therapeutic approach to severe AAV. This shift has transitioned the treat-
ment paradigm from traditional broad-spectrum, intensive immunosuppression toward a precision-targeted, low-toxicity, and
highly efficacious strategy, primarily centered on the anti-CD20 monoclonal antibody ( rituximab) and the complement C5a
receptor antagonist (avacopan). This article systematically reviews diagnostic stratification, optimization of induction and
maintenance therapeutic strategies, application of novel targeted agents, complication management, and prognostic evaluation
for severe AAV. By integrating the latest clinical guidelines and evidence-based findings, this review aims to provide a prac-
tical reference for standardized clinical practice.
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b, BRI 51 Al 45 RE £F 4 A IR 8 I 2 A%
Gitt o AR SEE R, B AAV S SR AEAESE B A
B AR B D REAN W] 30 45 45 Y E , B SR R A
ML 2L TR (> 300 pmol/ L) i 2B PE B /INER
# (rapidly progressive glomerulonephritis, RPGN) | 5%
18 M Bl 9 H L ( diffuse alveolar hemorrhage , DAH) | A1
WP 28 ZR G0 M8 R B ME VR VO ) 3 3 55, 7™ iy
BE AT,

BEAT: 0 K 57 i 2% (glucocorticoids,, GC ) Bk & ¥
WM ( cyclophosphamide, CYC) J2& B iE AAV B HR
HEVE SIRYT I 38, ROAR I B e W A (HL I I ]
PR R MR IR IR A B BT S
ZARRI, BFRE BREREA T, 35 4k,
BEH % 5T (Rituximab, RTX) 75155 5 4EH71A
ST AL ST, LA SAMA CSa 32 (A5 50) Bl £ ]
T (Avacopan) [l R , FAE AAV IRITH% R &
HERRAR AR P 2022 4F 3 B KR 2 23 (Amer-
ican College of Rheumatology, ACR) /Rt Hit X% 75
1% %3 ( European Alliance of Associations for Rheuma-
tology , EULAR ) 7325 FRUE R TE B, LA K¢ 2022 42,2025
AEFLE KB 22> ( British Society for Rheumatology,
BSR) 5 B Y AR 4k A A, i — 2B W10 1 ERE AAV 1Y
SYJELYT A SR AR ) ORGHERE ) KRR =
HORERIO D AR SC RGBT % 4 A H 18T
J& , 4 BB IETE S 5 I RS2 2, D HAE AAV A9 RS
A AR R T

T VANCA FHICPE 48 2 Ak iR

(—) & L5 WA FHE

AAV JE—2 I3 ANCA FHAE DU/ A (/N3
Jok BBk ORI B B A0 L) SRAE T S g 32 B
RROERY B B g , HOR e 5 1505 PRI N e
ZEALE VA G, IR EIN, AAV 4R E 4 N
(13 ~20)/100 J7, 5% % 24 300/100 77, HIT4F K
S ETHERT . FATIR AT R, db P ER R E
b DX e e g 2 T At M X, 3R AT 5 (A
HLA BEPIRD) 5 ER0E R (A AL A B2 5%)
B AR RES S PR & A"

FEIE AAV AT B0 N e, A BIFTE R
B, 2 8% T £ 1% & ( microscopic polyangiitis,
MPA) & Fe B E B A9 AAV WAL, H & &G R
BT RS AAV IR TR-AEN, KRR f b e
60 ~70 % WAL S3 A b, A ZF I 22 148 4% ( granu-
lomatosis with polyangiitis, GPA) 5 MPA 554 B & F
2, MR R 25 b M 22 1L 48 4% (eosinophilic granu-
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lomatosis with polyangiitis, EGPA ) I DLz £ 2 0% 5
{7/ R

(=)W 5 &bl

AAV 1Ak 2 1804% by I RS 5 PR B A i 25
ALAL VR IR 2 2R, 5t 4% “# k4 . 7s , HLA-DPBI
#0401 S B 5 AAV Zj I8P s BE AR O, Kot
T i 3-ANCA ( proteinase 3-ANCA , PR3-ANCA ) fH
PR HLA-DP LR 22 285 PR 2% D) AH 5C , T i i 4
LW H-ANCA ( myeloperoxidase-ANCA , MPO-ANCA )
B £ I 55 HLA-DQ P OGHK S 3% . R
B ZR v, R E AP ik A L, 4 BT (A A R
W (JUHR S e A8 VEB 2 b B 40 i 7 Jak
B AT G ANCA 772 A 30 1T i 30 e 0 SR8 S
AN, SRR A A LI, LA B IR T P 4
2y AT RER K A R AR

AAV IR0 IR HLHITE T ANCA 4 1 iz
SR S V]« AE IR PR AE R F- o (tumor necrosis factor-
o, TNF-a) 1404 2 18 (interleukin-18,1L-18) 4§
0 L PR 0BG T, P b 20 R T S R R Gk AN-
CA #47J5{ (PR3 & MPO) ; ANCA H¥HIRE & )5,
TRACTTE P 0 L A A4 e W R i R I SR , R T8
S BB S A BT, 45049 100 A8 PA) B 400 i 5[]
T AMASS B R A, BECRMAS CSa, JB B ML 48 -
C5a-C5a ZAK7 TE SIS ER I, 30— 25 TR 98 i S,
B S BN RERAE B 2 B i

(=) I R 53 2 5 R I

R4 2012 4= Chapel Hill H:3H ( Chapel Hill con-
sensus conference, CHCC 2012), AAV F 3 3 4
GPA MPA FI EGPA = F 71, AN [W] 7. Y (41 PRAFAE
BEFERIAFAE I CPABEIERR Tt a7y
ZEM) LARFIGE il B 32 208, ERRIRGESZ R (40
b SR RR AR AL) R HRRIE R R I, I ) B4
W MRS, B EZ RZ RN RPGN; MPA 2
B UL H) AAV IE A, B JE 2 2R K 90% , LU
RPGN g R, iz R UL TR 8UR &, % 0 LI
W TEREAR , HL 5 Pl J) L 286 72 s EGPA Lol e
W W W TR T AL 200 G 22 B I 58 AR OV RRAE , i
73R TSR 2 i 01T R T A 4 o 2 1 B O A B —
), BE EGPA H R B WERRMERL A0 M PE AT 52 . 15
TE L B0 I SZ 2R i 17 e LK

= VHIE ANCA AHDCE A8 R 112 Witk Jig

(—) R H L WrbR i

2022 4= ACR/EULAR & A B9 AAV 53 25hr S|
NI R 8E,  2& $2 TH 112 Wi 4 S v 5 e
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PP Him GPA 7 BT =5 2 0T 4
& PR3-ANCA [HPE( +5 43) R EEIRZ 2 ( +3 41)
5% MPA 127 0] 3 35 MPO-ANCA PH P J 55 S e &2
BYIRFEME B /IR B R, IF 75 HEBR EGPA AH G 1 /g
MR AN T ( -4 40) 7

XPTFHEAE AAV, 2 Eif 456 4 ML A A
W - I R 7Y - DUk 1 R 119 ' Th e ol \DAH 25
SENLRAE A5 1 S A A B 2 B0 5 ) I T 24 46 45 - PR3/
MPO-ANCA BHM: (BRI T0 22 W B0l S hn e ) 410
B ITRE A (ESR) /C ) 2 M (CRP) 1 3% 7t &

AR SE R TR CT R R 18 Al 2 L 257/

233 B A 7 S B S ] 7 4 5 (D95 B A
WELH LU0 SE G e 526 W AR B % it i A3
UL £ 2 2R SR A0 A b b 40 i 20, RIS 0 4
FRuE” , (HAF TR MR, 29 10% [ EAE AAV B4
ANCA A5 Ay B , IR 1 32 A 9 B A 5 i
PRFEFIIIC L, b e lwiz ™

(=) FHAESY 2 5 WU PEAG

R HE R 1 4322 St AR T 7 1 3G . A
HH 3 1045 28 15 B #E 43 ( Birmingham Vasculitis Activity
Score, BVAS) J& H Fii t fb. AAV %955 1 20 B 19 45 o
T HHRE AAV @5 RN BVAS=15 41, SO
FEREUL, G BB 2 B A AT A 732
We i fE. A O ok 18 M i, i L EF >
500 pmol/L HF Xl & RG22 RN LA E & ily; &
f& : 1AL 300 ~ 500 pumol/ L. ™ 7 fili ] J5i 55 4% mk
Wit sz B G AR B % BRI A El .

G VAR B oR, AR =65 & I L =
500 wmol/L A3 DAH J ik ye 2 i fic AAV [l 7
ARBFHE, B BH 5 AFEA RN 50% ~
60% ; M- HIREIGYT AR 5 AR AE AR 38T 2 70%
~80% "', A, ANCA WV 78 41, 5% 1 g8 % 19 5
PR3-ANCA AR %9 5 & % 1 5, MPO-ANCA [H
PR B A0 0 58 ™ B, 245K I 5 9 (end-stage renal
disease , ESRD) % A= XU o 5 12

U FEAE ANCA HHSCPE I R IR Y7 U

(—) ' FEAIRTT R W 1) 5 PR D

L. O R BTSRRI
i GC il iRyr (ke B 1 o/d, %423 d) Bl
R ™ E R e XU i T . 2021 4R KR Z
s Bl AL X R L 36 PEXIVAS 3iF 52, W B GC )7 &
(W& Je Je 250 mg x 1 d, B J5 1K JE A 60 mg/d i
W, 12 JE MR R 10 mg/d) ShRUERT 7 297 8L
HIA fE ™ T SRS [ 409% 12
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2022 4F ACR #5875 M 2025 4 BSR 5 g & B #ffy
Hete  FAE AAV i3 W8 2R GC 7 28, (U &
&8 (T DAH AP 5 585 ) AT J 393 4 A v R )
AT L X B AR T S K
JuBE T2 N A I T (An & IO 5 ) 1 & A
FOMEE T REENUE .

2. PP RTX B CYC B E 3k, 3
WEMERE (CYC) RS EAE AAV B RIRIT A 2
Yy ABVERREEVE B B 00 ) B SRR g XU A, BR A T
HAIN A FIZE BT (RTX) J2HT CD20 F 5o
rik R SRR B 2L, BHT ANCA A= B, A
5S4 ] 2 ARAE S

RITUXVAS MAINRITSAN 4§ IIT 8115 PR 328 56 31F
S, RTX ¥R GC fEHIE AAV 5 S5 % (80% ~
90% ) I-'5 CYC B GC AHY, (H/™H A R &
HESRBRAR 30% , HLR G4 & R W 3% T, 2022
4 ACR #589 & 2025 4F BSR 45 1 I 45 . T A
SE AAV (P A &) Bk RTX 097, % HO7
%M 375 mg/m® B 1R, ESE 4 Yk, 1000 mg
20, ESE 2 )P CYC Ul RTX 2% 2
(™5 35 B PR gy AR iR ) SR 245 R 0 AR
Z 0 T fE BE Can i ILEF > 500 wmol /L f:
DAH) , #8532 il AT 2% RTX XA/l CYC
() RS RE RN 7 58 LA g 17 22 fifg , (HL 7 7™ 8 W
AN RS0

3. B UL ] 25 %) : Avacopan JT )3 i 2 B AR A
o Avacopan J2EREH KM T AAV IGIT B #b
A C5a SZARFE B, 8 i e S 1 P BT AMAS C5a A7
[ PR A AR AL, SEILC TR/ R B R %
fite, WAL Lokt 5 17 GC RN B s, 2021 4
ADVOCATE I 3 5% & 7~ , Avacopan Bk RTX/
CYCJRYT HEAE AAV,52 JHFFE: 2 M %6 (72.3% ) &b
FET GCHRA T (58.2% ) , H™ d e B B
P8 A 2R KRR AR, RB A PR 3 0 It 3 454K
TS O e

H AT, Avacopan C7E 3K 8 S W32 [ 3L H T
AAV FEFIRIT bR AAVIRITIEA IR
205G, JE IS T i A T BE IR B B A S TR
BIPE IR XU e () HIE AR, X e e AR AL
TR IR,

4. Ifi 3% B (plasma exchange, PLEX) ; 2 4% fR
SENFHERAE . BEAE MK B gt ) iz H T EAE AAV
MNGYT, B TETH BRI T A ANCA KR GEAN BT, {H
PEXIVAS R 560E 52, {3 i AL > 300 wmol/ L (1) FE fi
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B2 R AT N PLEX R 97 H 3k 4%, BEFE I ESRD
R AU 5 T X TG ™ i A2 SR A Ml iR, PLEX
AU B 3 T , 12 e R 2

2022 4F ACR #57 &% 2025 4 BSR 45 14 BH i #1
BT PLEX A4 N FH 38 AF« A4 72 F T i AL EF >
300pmol/L TR SE AAV B W TR N 1 k/d,
HELT d RS H 1,3 3 ~ 5 Wk IR N AR BE
BPUEERTT SRk S e 8 BR A M (intravenous im-
munoglobulin, IVIG) 3 #2**  %f F DAH £ 1)
W) B PLEX (0 IR IEA AR AE S, T 45 A
R B R B

() e B fIR T BRI E & 5k

WP G, 20 50% [ AE AAV BRF 13
IENE R, BERHRIT IR B s R AR i R AE T
Bl 52 A& e/ MR T B

1. RTX 45 Mafb 5K # . MAINRIT-
SAN 1 Jz RITAZAREM Z i R0 56 31F 52, RTX 4 4%
BITIIPIRE RFR (5% ~15% ) i F AR T i e e
(azathioprine, AZA) (29% ~ 38% ), H % 4t #H
O BT HEFE RTX 48 45734 97 7 & K 500 ~
1000 mg, 54 ~6 1 H 1k, J7FE 24 ~48 N H e
2R B (PR3-ANCA [HIE . 2R E k) Al T R 4E
K25 AR e E 4 2 2 4F, 50 CD19 + B
YT P8 SR 25 BT HL, XY B AR K SR B, B R
P 2 R ARG T, T R R e T o =

2. BG5S GC s X F RTX A 32
AR AZALT ~2 mg/ (kg - d) ] HT IS (metho-
trexate, MTX, 15 ~25 mg/J& ) 2 %Y ; H
1 ig ( mycophenolate mofetil, MMF ) {¥ ] F AZA.
MTX £ . 2022 4 ACR 8 mi#fEHE, 15 5 4%
fif S5 6 ~12 A~ A NGB A I GC, Horp 12 i N4
e F B Z 10 mg/d LT ,48 ~ 52 Ji] )N 58 4215
L U GC KA R % Tl Kk
H/NRIEE GC Y 8, N PP Ah i % B A AR+
P, W& B fIT FH RUIE 19 5 B35 750) 95 B o S o

3. EGPA HE A RFERIGTT WS . RE EGPA (1)
TR T M I A 48 4 i 55 8 R M A 48 i 4 i 4170 71
HARFERE MR /e EGPA S i% CYC whililk G
GCIRYT; e B F LSk 4t IL-5/1L-5R 48 [n]
25 (SEIA RIS DU R B i) BB /Rl GG
RTX A] I F 14 R R PS5 A EGPA 35 HF5 1T
T A g R R 0 L PRI N At TL-5 22
i,

T I AOREE
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(—) JR . o 2 PR AR

FAE AAV B H A B 558 260 e M iliG
I7 B RS 2 A 5 ~ 10 A%, B 5 2t
SET RN 40% ~50% 2 YLAE PR AL AT - 5
SR FLTR P 52 O v W, T i At o
95 SUBEAN I VA IT 1, B 2 I R R il 9% BR A
B, $E AU KT 75 36 97 101 1) 7 4900 203000 o, 5 R
CRP FEES R (PCT) | Ko i e IR ek 4 5 B fBlJek
YLt 37 RV S g J il 70, I 4790 R 2e K g, 45 1
EEXHPEPUR YR IT o X T REAE A £ e 9 R
& HH RTX 8¢ CYC i w201 5 A 2, BT 48 05 7 4%
LR CIF R AL PR, R THUR 5
BB IGTT , 0 2 T 2 RS

(=) ‘B HiE 45 : ESRD 1% By 545

RPGN J& i iE AAV f & UL A ™ & Jf & 4E,
ESRD %A= 3R R o B W48 03 7 H ok o) R 30 P e e
RIGIT, X T 1 LEF > 300wmol/L 1) 8 &, BK &
PLEX Y7 1] F#AIK ESRD JXURS ; 20tk B Ty Rl b £ o
T MBHTIENTIRYT , A Fe IR AR E , R 16 2%
(=6 ~1240H)Ja, /% EEBM. 486700,
3~ 6 AT W B T Rg , DAL Nk g A R AR
b X F AT ) ESRD (B, B BAR T R0 76 4
G 6 ~ 12 A HF AT, UIBRIRAR J5 5w & &
mlgﬁ[m] .

(=) il a5 Ry

DAH J2EAE AAV [WEBEYE I K AE, LT 5
iK30% ~50% ", S KORMALS ST T KR
o 1g/d whiliifyr, #ELE 3d, B4 RTX/CYC iS4
it 5 BL 25 T HIUBKGE SRR, A IR ARUNUAE 5 5 5
2 B2, W4T PLEX JRY7 ; BUR 44 T 1k i iy 1 76
7 R FHYLBEZG . X T XEIE P DAH, 7] % &
KA IVIG S AL 3K EAIGT , BT

() Hopth I & i i B

OGS I RE CANC AL 58 o0 1 3208 ) 75 B 4%
L, OB O HE DI RE s M 2 RGO RIE T 40 T8 57
ML BCEIENAYT , WU 20 07 ; 25 st A
Jrfr, CYC 3557 W8I 55 78 40 /K Ak, $B37 H il 1 155 b
#& s RTX JRYT W 8] 75 o 1S I 2 s s hn 5 4,
I 7 PRI 5 Avacopan I 97 B W) 75 OC 1 B i I
JS7 K BT I RER0 , Bt s i6 7 7 420

IS ARG T5 1]

1. 5 BURE 1) 25 W) W &« B Avacopan &b, H )
C3/C5 *MAFNHIF  HT BAFF Higy CD38 H4T (AT
Z IR (TAK i 55 45 245 9 3 4 I R G
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2. AMRARIRIT LA BT ANCA R BE IR 2
SR AEY AR EY (CD19 + B 20 i it &, 44K
SRR AR BT A A ) A R TR KR S T
*ﬁﬂ,ifﬂ“*}\*%" (ks HEIAYT

3. i?ﬁﬁﬁi%’%ﬂ:ﬁ%?d%ﬁﬁéfﬁﬂﬂﬂ{ gl
AR INGR S OB B, s R I AR A

=
[34]

2 AR AR R MM B R e R

HEWI M

o

. FEUE RIBFSY  ANCA BHE HRE AAV %i

iiﬁé AAV #1297 R AT ik = 50 SRR IR , 75
H 21 2t KEEARIG RIS, 5851297 G *”

L. .4

HE ANCA A 5CHE L4 4% 191297 © 3 ARG 1
B AR, A #%f? RTX B CYC BN 5
FHAERRRIT I E BEZ5Y), Avacopan (1 R N FH I
Ja THEBRIBITRE 4T, GC i 5 IS i 2 1K
TIRITAH A BN, PLEX (19 1% FH 48 1iF 45 31) 7™ 4%
G, MR HE R IR TT 5 AR BE U A RLREAIR T 9%
R R, KRG — LA ) 25 A6 )R, 58
YRS TE IR R IR S BHME, A %ﬁ%ﬂi
SE AAV BIZYT K-, de 2 52 B e 2 il K AR
B RFEL " 12T Hir.
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