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LR 40 9 2% 3044 (antineutrophil cytoplas-
mic autoantibody , ANCA ) #H& M 1fiL 45 4 ( ANCA asso-
ciated vasculitis, AAV ) Z—2H DAIRAE M/ 1L 5 R M
FEAERY H B e PR . AAV G045 IR 28 it 22 1
B ( granulomatosis with polyangiitis, GPA) | ‘g {55
T £ L% & ( microscopic polyangiitis, MPA ) F1 I iz
PE A 2 P £ 1L 48 2 (eosinophilic  granulomatosis
with polyangiitis, EGPA) , AAV & 2 K4 5 Z 4 HF
i, LU RN ) 38 St S 9 1, s R IXIRG: o 7 40
FIIFFE H , AAV S R B2 20 b R B0 /D 1Y B
SER SRR, N Z e 2 AMA T AR K, R, BE
TN NAME RS S AAV LR A K, FEE I
1 HE R, & BLAE MG A8 WAL AT UL 3 2D 8 i R A T
U (A5 AT X EMA R GRS SR AMA
S Az CSaR Ry R CCX168 7 H i Y I K
PRI LIRS T AR RO, AR SO RMA 55 % 4 42
12 AAV K HLH A RIS & DL B2 AH O 25 BT 5
B 25k
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HOEAR M TS B N D R PR, B
T BAMA 265 2173 . R SO B2 S Sl
FMATE AR I R A 5 BRI A, 4 CT i 4 1
T H N1 C4 455 HH (C4BPA) G il#E 5 K h
TR KN TR AMA > 1 G AR, X 4R R A
PRTEVR A B8P A 76 98 3 VR, A TR T A A B9 5
=#H5r,

MERGETFE AAV A FRHLH

AAV [ &R HLTE B BT A 5 4 . BRAIA
NI AAV AL 2 18 P R e B A E i 2o
AZ-1(IL-1) B3 2R 76 I T ( tumor necrosis factor,
TNF ) 25 240 M DX 3305 rh MR B, 2 J5 5 R R 40
LA K P B A A, 5 A 0 RE o AR Ak ) il A
( myeloperoxidase-ANCA , MPO-ANCA ) 5 ¥ 25 H -3
P& (proteinase 3, PR3-ANCA ) [n] 4] fifd i % 177 .
MPO-ANCA .PR3-ANCA 5 Fc 7R &2, S804
7 T Y J5E AOAE | R JICTE A 4R A Rl , DT840 i
PR, B AAV

FE AAV v TEAR A R 4 Lt T DUB0E AMA
ek 2, Horh CS5a J C5a A2 M 25 5 2 9 1
HE C5 alek C5 B LB ZL M CS5a K C5b,C5b F
RS 5 &2 4 K (membrane attack complex ,
MAC) BYFE A -5 40 B 5 2500, T CSa A )2 1Y
W E RO . CSa ] LB AR I3 1k v Mok 4 i, 1
I ERL A BB Sy TR RIS O S S R
JL A 0 FURE o e, DT 0 — 2D OR RAE RN, CSa
52 1A 4L 45 CSa Z K (C5aR) M G512 %2 K
(C512R),C5aR /5 T C5a I KEBER . X T
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WAL, iR A MO FE T I 258 B — 4R I 45
Feg A rep s 40 it 20 B BIF ( neutrophil extracellular
traps ,NETs ) . NETs Jg& rfv 94 7 41 i A% i 79 22
g, HALOT 0L/ PN R A0 B = A= s VR . NETs 3 —
A% T ANCA 174 IR AMA TS ik 12 . NETSs 1)
TERUATRE S ANCA 3% B2 IF-ASAH O, (B2 ] LS ik
PRI VE . ANCA | v oKL 40 JL 35 b LA e Hh
55 BRIR AR OE I IE R LE], & 2 B 2
HESE T

VAR R, AMA R 8 5 Bk 1l R G AETE
FEAHEAEN o CSa IR 09 vhPERL4a i, AT LU i 2H
YU T, W 58 100 2R 48 9 7 A g L Al o X
U5 M0 P A0S /MR o T 3k SR B0 14 1L/ MR B
A WS AMA S R AR B A AT 9 ELil B CX-
CLA {2t NETs (B a0 PR L AAV B34 3
/N B T g Dk A | s I AE 1 AR O 0T AN D
T N AAV 2 BT DL AL I AR e
combinant thrombomodulin, ¥TM ) J§¥7 0] L) 24 32 il 1Y
ML /NER S 9, IRl ANCA 1 NETs (B AL
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BAN e Ik PR3 (I TS g BRE 1 40 i
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H IR S 8 H 48 B 48 ( necrotizing crescent glomer-
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JEESR NCGN 1y /)N B b 51 B S 98 /0, T A %% #% MPO-
ANCA J5FH BB5. 1 #EATIR YT, WA S8 H AR 19
AR LA SRR R B CS e AMASE ik
il AR, i B XHAIT A AR L
SR, H AT A 3 A AL 35 S MPO-ANCA (1 /)N FRL#E
/NS A PR3 145 H K ik ANTE, B
R R A PR3-ANCA fJ AAV /)N U R a] e
BEA, 3k BEAR Y 2 BRI B AR AR S T 5T, X
FH A B AL 5T

AAV FBE I 3R b R MR 55 B 38 12 16 7 1 5 5
BTG SRR PIAR G . I X AAV B I3 oabMA
BAT I, 5% F] C3a . C5a,sC5b-9 1) & &34 T
EH N, B B AR = E R AR OC , (H 300 i A MA
ALY AT AR 1 Bh Bl ANCA i 3% 8 A [R) T
SO X RIRMASE iR AR TE AAV BE AW
WBEE. W, 2R K, F5r AAV BE Y2
A P B C3 KPR, T C3 76 S I TR T g 5
B G A R A S DA A IR T Y
BB , I EL A IS R AR P e
FURBLHY E X C3aR #EATHFSTET, &P C3aR AR AT L)
P g A L ) S8 AE B /N ER D 52 4R, 5 ANCA (1)
N = L o AR DLl 0 B o 2 4
C3aR A REXTPIRBECHR LRI A H

Bb {155 C3a ,C5a AY/KFHHE, #IA R W] LA
KA I VA HAR 55 B O TR B B R AR BT
Bb [HF (7K , 38 55500 16 sl LA K B A B 96 28
FREEFHE . Bb 7, 5 A R i i
I, Bb BRI~ BR AT Js Wi A8 1) 7™ o A 3, 0 A e b
RS HGEAR M BRTE FRE . [FRE, H 778 55 B ik 45
sl AR eI s AAV B H [H 7
R, TTRE R AAV FiUS A Sy J ) &£ Y gt
— LI STIR & B H R 15 MPO-ANCA 56, %
IR AR, TTRETR AL T AMAR AR

FE B HERG L AAV B /NER B R — BB IH 2R
N FEGIE R AW UURAL . (HAE B s 98t
BB 0] LA B G e BR A 1 RTAMAR A DR AR 24
LS AMARLZ (Bb T C3 M) Y BTAR S
#MATE T (CD46, CD55 and CD59) 15 3Rk TR
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TR TSI, L4 PSR IO BE 5 1
L

PEET#ME S i R R EEUABE AAV KiFit R

FMASE I R GE I S H TG TE AAV () K i
HAS B TR A, S X RMAR S I R G SR TR L
THFB T Re S AAV JRIT A 3 F B, C5aR
JE DR e 2k TS 20k /N B MPO £ [ B 9 55 P AT
MPO-ANCA A=l /b, i #0 il C5aR AT LA 2B /1
BRTBAN LA P P b 41 R o B TR T AR L DT
SCHXTH A /N T R CSaR 01
7 CCX168 J&, il LIFHWr NCON ik Xt il T
TENK 1245000 1] COX168 fstnt™

i 25 Xk MR F 6 B AL BRAIL A B 9 AR A, T4
FMAR S AR AR I 25 W o R T R . H R PR FR
FEXS LA B X CSa A2 44 1) 25 4 1E 78 TT JR IIfi PR ik
. ORAY/N T 157 CCX168 ( Avacopan) , &1k
FEE C5a 2Z{& (CD88) [y il 7], w] LA i 5 4 M
454 C5a 324K BHIT ANCA A5 Pk 200 Jif 2R A2 Al
ifto Avacopan HETTEIGSHPEM MPA 5 GPA B3
F AT T1 9 PR B (NCT01363388) ) L A 4
BT BTG SR 2 5 BT IR T L Z T
312 JE LR . 25 SRR AN Avacopan AT DL
AR T AR R BT R 9l R 2 A R A AT P
B RGNS R UG 3h P43 ( Birmingham vasculitis ac-
tivity score,BVAS) \#5 il 8 [ IR 5 1L JR J7 181 36 A 1
B FERH 52 FERIRTT R B AR R A R
T R W B A5 G2 A 1 8RS T 11 RO B o 3%
(NCT02994927) **) | Avacopan {ii 5 A~ F 4 57 i %4
FHIAF TR T RE, A 3 AR A S
IFX-1 2 5 Ah—FhEF Xt CSa #MA IR 72 19 20 7 B 4t
i, W 0E 7 AAV B h dE 47 I3 1 K it 56
(NCT03712345) ) | 528658315 Avacopan [ 1fi IR
I, S — 2B 5 3 B 25, Iksh, G5
HPi (eculizumab ) JEEFXF C5 1Y HL 5T BEHLIA, 7T DL
BHEEA €5 SR/ CSa 1 CSb AR WL, 76 B %K Pk ik
B I T 1 PRRE ) S8 5 P 2 R T A%, H i R AE
AAV BE P HTIRIRIAE . #F— 2R oaE h, v]
REXTMEIG LR AAV A —E ti Ak BT 20 2 503
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