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Abstract Anti-neutrophil cytoplasmic antibody ( ANCA ) -associated vasculitis ( AAV) is often associated with renal
involvement, called ANCA-associated glomerulonephritis (AAGN). AAGN has an important impact on patient survival and
long-term prognosis. Thus early diagnosis and timely appropriate treatment are essential. In recent years, a large number of
clinical trials and the publication of several clinical guidelines have provided important evidence and guidance for clinical

management of AAGN patients. This paper briefly reviews the progress in the diagnosis and treatment of AAGN according to

these recent guidelines and clinical trial findings.
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PU 1 R A0 M 5T 4 44 (anti-neutrophil cyto-
plasmic antibody, ANCA ) #H 5 1fil 45 % ( ANCA -asso-
ciated vasculitis, AAV) &2 ANCA T S —2K 1 5
B SE PRI, m IR 3 AL A 4G 2 b v 2 il A R
( granulomatosis with polyangiitis, GPA) | i {45 ~ £
1fiL 4 4 ( microscopic polyangiitis, MPA ) 11 1% iz P4 [A)
ZEMP P £ 1l % R ( eosinophilic granulomatosis with
polyangiitis, EGPA ) gl CAAV ISR EZE ,
B EH 52 2 B, B ANCA AH G PR B 4% ( ANCA-as-
sociated glomerulonephritis, AAGN) , AAGN % & &
(A A A D 30 A F 252 0, 032 W AR B B i
MPNAIT B R EH

YT IRE AAGN B 1) ANCA 288 i R 2
FHE JRYT BN AR 5 WSE B RAF R R 2 5+
2021 AR AR R 22 2 B IR 2 o) 2 T Rk TR E Y
I RATE 5 S1E 8 1 ] A0 AH 5G4 1 i E T & E AAGN
LittEE . EE KRR 2 (American College of
Rheumatology , ACR ) B¢ & Ifil 85 48 2L 45 2= ( Vasculitis
Foundation, VF) |35 42 2K B IEJ 115 44 2 (Kidney
Disease : Improving Global Outcomes, KDIGO ) DA } Kk

I XE% BE B ( European League Against Rheuma-
tism , EULAR ) 7R T3 AF AR Ak il 2 587 1T AAGN A
ES IR T R
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AAGN IIfii R DA IR A B DR S i MR oy
FEAIE B IS 398 I Ol 55 SR 9% B2 G W ) Jea bk B IR
FEPER H AR 46, AAGN (192 W7 £ 32 5 Tl IR 32
L ANCA I35 2% DL B TG R L SR . T R,
AAGN T JGAREAR , B 2 st 5of 612 8 3 A7 DR 0
AT o

ANCA #m  ANCA & AAV 12 Wi 32 5 1 35
SEAREY . IMIEIREE AAV FI AAGN I 1 3% F [a] 42

18 5¢ )G (indirect immunofluorescence , IIF ) F1 il BX
£ 55 T [ 5 (enzyme-linked immunosorbent assay,
ELISA) #47 ANCA £, IIF #5701 ANCA ZEAI A 53
M AL ANCA ( cytoplasmic ANCA ,cANCA ) FlA%
# ANCA ( perinuclear ANCA,pANCA) , ELISA ;i
ANCA 27 ) 5 35 43 % PR3-Fl MPO-ANCA, 2017
AR PR ANCA A PR BT X% 4 E al BE GPA I
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MPA AHF, B 3G g o 0 SR S 1 O 2 25 7 ¥k A 7
i, A 45 55 A ELISA (55 =X ELISA fk77 &t
PP o e OO 5 vk M 22 30l i =X A o B
mAE

FEs BIEREIZ M AAGN (1 & 4R, [5] B
SRR IS 0 B . I R A BE AAGN H G %
IS S S8 S BT B O A A A2 T O DR A
AR TGS AT R . AAGN IR IR 5 Sk £ i
PR A T e S 2 A el 13
YOO, OGBS RIA R k15 Bevk B /N ER B 40 1l
ERERFCHUE HARIE 1o AR TE B /N ask | 4t v
B AR FIE AL B /N R A5, AAGN 35 BE 4354 434 Jay
KERY B A AR G RVRNE &AL, AAGN g B 435
5 BF B MERUS G, AL AL S5 A AR BIFNR & 52U 8
H it ALK B9 (end stage renal diseas, ESRD) [
XU 5 T JR e 2R 2 T v T, oI A e B A
1 TR AL Y 58, AN DR B T R R 38T Y

o

AAGN BIIRIT 40 2 4B B IRIT B B g
LR 3, GERRATY B BERy 1L R K, IR AT D
EITHIEAR R . AAGN AN 5k, R
P ANCA 2580 P fig 3% s vk ™ B A B L R 3 &
il IR %

FFE S XHE D BE ™ A7 0 ol e Ak Y
AAGN (I AL > 353. 6 wmol/L, S8 H IR &) &
BN SIRIT, HERE R R B A B BERE (cyclo-
phosphamide , CYC) , 5% 1% Z Bt & F| Z £ BT (ritux-
imab , RTX) fl CYC 3457 > . BEA: & %09 2 TRt
X B8 iR I8 ( randomized controlled trial, RCT ) ——
RAVE 58 F1 RITUXVAS #F583E52 T RTX i 5 2%
RIS T CYC ' o RITUXVAS BF5E 44
AT B IyRE ™ A7 45 (I ILEF > 353. 6 pmol/L) Y
AAGN fE 455 R RTX BEA# ik b CYC(IV-
CYC) % 5 IV-CYC 55/ B Wk IZE 1% ( azathioprine ,
AZA) BT Ry T e 2R . I, HERE B ThE
FEEE AR TG B AAGN B R I ZE RS CYC
MBS RTX A CYC Y7 ™Y a2
R FME A RTX, Bt = RCT L HE, HiX—
FREKRTE 242K, IR K58 T g7
5‘?&[9~11] .

Xt AR B 2l g ™ H AZ 1 PR3-AAGN
B EA RTX 34977 . 78 RAVE B 55, %t
F PR3-AAV M # RTX J7 2 B B it F cYC/
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AZAM ST AN B D fiE ™ T 32 451 A9 MPO-AAGN
B CYC 8 RTX, [® Py 4ME g A 1) 45 BE A
[l % FE PN RTX A8 A L B2 5,3
T R AT Kk B R 93 i MPO-AAGN 3R
R EBE A IV-CYC BT, RTX AUAEl CYC B
B AAETERAEZ CYC BN Z CYC & 1)
By o EAMERHEE RTX 8T CYC,
HEERBHD . RTX & CYC HPEH /N, KW
FH CYC ] HES LY | (4N isi /D | B S 3y g 20 |
H I S A 6 A e 4, B AR R T R — 2B
ENEYATA iy e o

PR VA FIRYT R E B GRS, H AT E NS
P A R P i TR e i 5 L R
Il 45 T oA H R 4 RO sl i R R | . PEXI-
VAS BIF5E H A T 8038 o o D DRl O o 7 SR R
B G SEII T R0, K I BE U7 45 R R R TR
Vol R A R A R S R AR R
LT AR R Y KR R AR . KDIGO
5 # EULAR 48 B i H PEXTVAS ffF 53
R ECA TR Je A Te 50 ~ 75 mg/d 5 2 JA R
ZIRAREEE AL W JFESS 4 ~5 A A BFARNE e
T 5 me/d MFIEY L TR EREE A IR TR
JEEH 1 mg/kg R, e KR i 60 mg/d, 4 )5
B . A, KDIGO $5 By g0 T /™ 8 %
PEAAV B RIS EARRR T BTS2 R, A48 /NER
V&1 % (estimated glomerular filtration rate, eGFR) <
50 mL/(min « 1.73 m®) Fl/ 85K 8 flidf H 1l , nl %
JESE 1 ~3 KRiphkobds 1 ~3 ¢ FIRJE D . HRAER
ik ek 300 v JE R 8, T 2 7% TR R G R A G T R
JE I 500 mg/d, #%E 3 d, Z 54k H HARIKE EAN0. 6 ~
0.8 mg/kg,2 ~4 J&J5 BB &, 7€ 3 > H 5
F7.5~10 mg/d™ BT H T B o] SR S0,
ACR/VF 4535 F1 EULAR 8 1 % T3 K # bk i R
T

CYC 45 25 iR AL 3G d bk op o AR 11 R2 Fh
. 5T IV-CYC #HH A ik CYC ¥ 30t o & 2%
S, Tl SRR /0N, F A0 ek 2 AR e A XU T
S EHE R R A IV-CYC, 540,75 ¢/m’
FR A &2 1.5 ~2.0 mg/(kg » d), fie KA &
200 mg™ o BRI B D BESZ I Y L R
A CYC JRIT —MedFs 3 ~6 N H Ik BI R s, 7
RURH Ry MR A e iR 7 254 . #EK CYC
IBITIHEARERRICE B R R UGET G . #6 MHA
Gl T BB R
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I W = AT HE Y RTX V39T AAGN 57 5L
Mo HRTEPR A28 R 375 mg/m? x
4 7Y R 750 meg/m” (BRI 1000 mg) x
2 kU s 375 mg/m’ x4 JE, J54H 375 mg/m’
XZH[”]O

XL S DI Re ™ 8 A2 5 () MPO-AAGN &4, if
AR % R Bk & %5 B R I ( mycophenolatemofetil ,
MMF) % MYCYC #FF8ES2 %) T PR3-FHIMPO-AAV
B RS MMF 3897 S R ™ A )R
K R GRS CYCIRITAH Y (R I & B
£+ MMF J7 %) PR3-ANCA H % 4 & KU 3 '™
FEB)/NE RCT W58t & B 56 — v B2 ' T e i
i AAGN 835 ( 2% MPO-AAGN) , I R B &
MMF #5507 £ 0997305 CYC #1124, J ik o & AR
MPO-AAGN £33 A ESRD fig KUt -2

TR R B DR IR B AR, T LR
ZHENS (methotrexate, MTX ) K 5 R 1E B X7
2250 EUVAS-NORAM FJF5% % BRAE A ff: 7 5 5 41
15 CHILALEF < 150 wmol/L) (- HH AAV 35 MTX
BIr6 MHMEMES CYC MY, HE EEE

222,23
R

Ak, Avacopan--— FUgT B g £ A CS5a 2 (R
HilF B A RTX =% CYC 7] % & H 15 5 GPA 1§
MPA 2% fift, 5 F F sl D 2 5% . ADVOCATE
RIS 45 R s, MBI ER 7 %8, Avacopan 7 & B
LS R A AL BT F I A 1 s B /N R R
(B S TR B

[ MG RS XTI B e fE AAGN SR
NI ARB R TE 22— 2 E T8 e dESO Pk i J
PEENER S & (LT > 495 pmol/L, 8535 A 4
48 ) BAETRIE M H LY AAGN, 5 ANCA 4705 /hsk
LR ( glomerular basement membrane , GBM ) $7; {4 ¥
BHPER R, 2% I £ L B 3 . KDIGO 45 /e
5 4 R R — 2, X T IULEF > 500 pmol/L 7
B3 M ol L LT T 125 LA N AEAE R 18 i S 1 S
FUREAUMAE 19 8 3, 1% TR M 3R 4 ; ANCA (47T
GBM H A AU BH 1k f9 £ 25, 22 180 B 3K 5 e
ACR/VF $8 AR I &40 A N 78 BT A 1 st 5 /I
BRE S B O R {H ] DL B T R R &= ESRD
XUz s g ) . EULAR 45 5 38 % F R i
S/ INER B 2T B WL > 300 pumol/L i1 £ 5
AT R FH I 2% 4, {HUOR 3 22 8 0 T 3R 97 Il e
i

FEITT LA IR IR A S e ]
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FIHEATHEFRFRYT , 15 G J0 i 590 (%) e 5 [ P A0 45 r
BT, o E 45 rE @6 MPO-AAGN R AZA
a MMF 4 4%, %I PR3-AAGN % Ji RTX 4k 451,
KDIGO#g i #E##(f ] RTX B AZA Fl/N 1 i 2 4
FrvAsr'™ . EULAR #8151 ACR/VF #5547 1 ik
RTX 4 $536 97, ik AZA = MTX" | 5 )5 3k #%
MMF % 3% 50K 45 (leflunomide , LEF) '

iR AZA — B HAE AAV 451697, HA R
W7 RR o AL A ok Bt 2 OR R 22 1141 PRAJE % S Fr A
PR3-AAV B # M4 RHAIT H RTX LT AZA
E N AME RS TAHRN BT . TRRE X K%
B PR3-AAV, A It ACR/VF #5155 fl EULAR

SR RTX VRN YERE TS s 2 . %1g
v [ B %% 45 K £ %0k MPO-AAV, RTX 7 MPO-
AAV HERERYT i B9 A 2 E— 20 Bk, v [ 45
P37 PR3-AAGN 5 GPA i35 1 1k RTX 4,
WAL T RN R G5 0 R 5 14 KA 6,
12 18 4~ H 435l 45 7 RTX 500 mg; 55175 5 9% fiff )5 565
0 KANEE 4 .8.12 4 H 435145 F RTX 1000 mg™ >,

AN i 98 R MMFE 4§ 536 97 1) 2 & R i
s R E AN R R MMF UVl AAV 44
WITH T RIZE Y TR E Y — TN BT
RIEEIE A MMF J7 35 2 M 4ERRR YT X T4
B 5100 1 MPA B8 38 T 3R A 55 1 ) % fi S F
BLIF A I 0 B A A7 o DR, TR [ 98 R O
AZA R RERT 2 AZA () AAGN H3 % ] MMF
G T o AT B RREA B AT IEVE RCT
HAUESE MMF 783X — AR 199738

MTX F1 AZA FEAERFZZ A 5 T S0 Y AR
87 S A Wi 22 MTX 3 iRy T s
5% AZA #1 MMF 3f:H eGFR >60 mL/ (min + 1.73 m")
() AAGN B# pdeayr ™,

FEREE B i) GPA & LEF 44552 i )
SR T MTX, {HR B & AR Rt i,
LEF {UHEZEAE R B DI REIE # M N GETT 52 AZA \RTX |
MMF @ MTX (1 AAGN (R — 2k e $%.

AAGN 4ERHBYT IR A il E TS5 RS
WHEHRIT R 24 A A . EULAR 45 o @ IR 74k
24 ~48 N HPY, KDIGO 15 i HE U 3 4E 371607 245
YIFIE K NG54k 18 ~48 AN Xt FE kK #H
oy A R DR B8N A R, N R IR T I TE] (B
R 5 5 O e D LA 3 5 S 3 0 o g ) i 2>

KDIGO 4§ pg b 48 i, X5 3 vy & A B A%
LAY MPO-AAGN H% , i T HZ & RARAE, T 0
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Il PRIE B 58 222 A I, o] ™% W A 7> AR F7 iR
I7  H K — W5 B KA A BRI

TR B 4 %ﬁjﬁuﬂiﬁﬁ?ﬁ%?ﬁ?ﬂ%Aﬁﬁf
P FFE TG A0 BB T B 90 B M il
( pneumocystis pneumonia, PCP ), Al {d FH & 7 ik e TR
e, AEIH B B A s UR R AT .

UTAFK, B B A A 24 AAV/AAGN i JR 5
BRAR I Y KA, AAV/AAGN (1230 L B # I AL,
EATAT Vi 22 TR RE IR MR o A0l 7E 48 s 2 fifp ¢
R TR AR A2 K R 25 W) B AN BB, AT A o it —
AIPTERER . BT E AAV/AAGN Il A BE 2]
T B S B 45 77 T 44 5 B B AP 28 57, 3K
1 B Z2 R A R B B i PR T 9 K dls , Al
SE T B R S BRAR
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