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P MR 40 i B 2K BT 44 (antineutrophil cytoplasmic
autoantibody, ANCA) i 5 Ifil. % & (ANCA associated
vasculitis , AAV ) J& — 21 DL ANCA FH: M RRE , B K%
NI AE B B S B VR, B A P 2 B 2 i A
R (granulomatosis with polyangiitis, GPA) \ 2. f5% F Z2 1L
R (microscopic polyangiitis , MPA ) NG TR IR 25 b P
Z IfiL 4% % (eosinophilic granulomatosis with polyangiitis ,
EGPA)"™. ANCA Sfg5t I al 73 i A ANCA A%
JH 7 ANCA -l S50 ANCA , 32 2280 1) B0 52 26 11
it 3 (proteinase 3, PR3 ) A1 1 L P 1 (myeloperoxidase ,
MPO) , HAth £ 11 [ 8 s 60 45 LR 8 1 L 1 40 i
S S 1 A T AR DG IR 11 2 R T T A P Y
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R, PR3-AAV 5 A 41 HT )5 (human leukocyte
antigen, HLA)-DPA1 il HLA-DPBI A 5 , i MPO-AAV
W B % 5 HLA-DQ #15¢ , GPA B B FEE N 5 -1 HiT
Jik & FH B (a-1 antitrypsin, a-1-AT) FE R F K (27 . SS
oY SZ FE ) ARG, B 11 TR IR IR A2 1A R 22
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NCGN). FEIEH /NS MPO-ANCA A %5 NCGN,
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BN, $E 7R AAV HRE T i 5 MR AR IO HMA R
Gt ANCA 3% i bR 41 i vl gk — 45 36 1k kA 52
BB, FECSa By e, C5a AT 5| & rh ks 40 i PF 1K
S8 BRI G 5 9% RE R, 48 CSa Al
ANCA F138 4 rh Pokr 40 o T DA e il R 48, 77 A
HEINLTE , B 5 5 R A/ N TG AL, 32E— 20 398 i M 522 %
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HhP R 2 B 9 20 175 48 ) (neutrophil extracellular
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N T E A (5, ANCA 5509 NETs ] 5| 4
B 20 e 0 453405 I S80S L PG 55 s D 1R 9 I
RS ANCA 38 b PR KL 20 RS i NETs 5 228688
DY 2R AL B A LT (BELIT 28 L S R i 4%
HIFE 5, I C3a.C5a il C5a-9 K T, B4R
NETs il i3 #MA 55 & 12 5 5 AAV &4 {3 NETs 7R AE
g 1 R MA ZS MR AR TR SE R IR IR I 3 5 AAV
KA SRR T Y ANCA AJ 5 S NETs ZEAR N IE AL,
W B R O R AT BH I A R 06 o
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It & |, ANCA 324 PR3-ANCA 1 MPO-ANCA
PP PR3-ANCA F 225 GPA #H¢, 1fif MPO-ANCA
F UL F MPA Il EGPA. Singh S [ BF Y 4518
7N, B2 BAE MPA B35 T b AR F) 100 %, 11
TE GPA FBE P78 %, HAET, B [R5 /NE 012 P
705 T B A SR AAV B R TS S B
FERNEZ—, 20122 70448, R F B R i Z Bk
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APk B I R R 6 F 5 X7 TR AT T Ak il R
T #5238, (HA75 AT 8 1 24.5% 1 GPA Fi122 %1y
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2R S ] ) (PR B I ) RN /5K B 2 M FE 9 T
2 ORI Z B e ), AT Ik s Y R AT I R
78 ABAE G AR T 8], 55 R ) 00 R G 1Y e e
FNIF AAE 1) 5 A R8s o RKAR ST AAV FE T2 191
HEAEZWI G 4RI, 4k ke itz B Wi S T
2 FUAF B A FETR T AAV 8 9 1 0 3 3 O
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P T RMA S5 B R AR 7 AAV 43 B 45 25
VEHT, PR ot 5k 40 7 b A 55 % 3R 8 L SIE 22 9 3k i
HA TR E . A XHME CSafilHI7E AAV IR
J7 e R R A Y GRS R . B AT TR
AAV B CSa #1417 3 Z 45 Vilobelimab . Eculizumab
Fl Avacopan, Vilobelimab Jf&— L [1] C5a 1) 5 5e [
Pk, REHS 25 PEAK CSa Wk | BELIBT C5a 5 CSaR 1945
G5 WD SE A 5T 0 RE T, T T D8R S R, el
AAV B EBYREIRD . Eculizumab f&—F4F % CSHEH
{14 B R BT AR, 38 ) BHL1E €5 246 Sk CSa AT CSb R A1l
Tl RMA 2R G0 BB, ATTTSE I MAC B9JE 8. H i
KA W IEIE 1% 25 % AAV B YII7 R (HE R E
P45 2 B, FEMETRTE AAV BSR4, Eculizumab A]
REHA — 8 W78, AR 2 g b PR R
TXAT B85 A A 22 S B B AR A OGP BRI, R
S it 58 A] 33— R Eculizamab 78 AR E. Y AAV
B Py B FIPLA S KPR . Avacopan i
— B AR B B CSaR F5P0 A, 1 5 A Al
C5a 5 CD8B Z5&, Yol b v PHoher 4 Jf0 53 4 AN v
I8 58 7™ R BE Y, Geetha SV I BIF ST 25 S R |
TEH 25556 26 JEI FIZR 52 J& , Avacopan 1697 4053 A
77.6% . 71.0% H) AAV 5955 15 1k B sl - 35 2 it , Tk
JEAR I B 50 AT 75.7% .56.1% (1) 535 9 1 1k 31 51
U R, H Avacopan 41 78 AR & &R WK HE )
RE U8/ AR ORI B o B R B 1 A5 Dy T AR B
£, TP ™ E A R A AR AL, Avacopan
R AT (A7 A5ORI 2 A M 0 56 [ 6 o 24 o M B A
JE AL HE T AHTBIGRYTY AAV DA/ B Bz B 2 i) 55 =
FRIVERT, 3 AAV I RIGT T3t T80 77 1=

5 MNEERE

B IRYT 5 D AAV 28 N —Fh B i
PR TR SRy — Rl ] LA R4 ] A0 R . AR
AAV 13RYT B BUS —E E R, B IR T 25 Gt 5
7 RCE A AR R AT O I o BT RMA 5
VAR T R T L 2 T AAV BT 25 PR SR B
DS S E A R BB FD 3 =R T R e . AR SERY
GUBEHRVE T2, AOM e BEAE S e SO0,
R IE A L D RE , TR [ A R AMA R BT R e
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SHIRIRAR , AT AR RAR G S BE A 70 RO , AT %
IE TS RERY RN, IS S8 TR T R o

JRAE T o BELIBT C5a R 1 v PR 40 3% A B A
S (H X7 Rl R 2 30 AT KA BR o Aok
AR FE R T3 T LAR O 1w« (D K7 RS 2 k)
PEAR 75 0 22 0K 0 BE U5 F 58 R PFAS Avacopan X
AAV JBF A A7 A A7 o S A B A i
(2) C5aR A0l 77 B ARHLHATS 7 RABETE 451 S 4 il
CSL2 B R BT A XL A 5 (3) g LE Wb s
PR , AT AAV FB 7 1Y 900 3R AR T 1Y I
L AFAE 22 5, TR 5 2530 3ok 4 0 A AR i 4 )R )
S T WP L £ 25 B AT B DA CSaR 10150 Hh 3R 25 5 (4) 3K
FIRITIT EIARER , H TR ZHE TR et —
i CSaR Ml 770 L, o 5 A6 7 05 1245 5 T g
KPR A RROR 5 (5) B 250 A, B H AT A] HT Y
Avacopan A, T8 HAlh € & LB & BLAY C5a $5 40
F CSaR FEHTI SAMA 55 1 28 G0 H A A 73 9 410 1] 51
ATRUHTHRTT AAV .
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