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[# =] PriFrhERfmlaE 5Lk (Anti-neutrophil cytoplasmic antibody: ANCA) B
1% %¢ (ANCA-associated vasculitis: AAV) (X, &8 O/NEIIRICEESEME M E R 24 T
LB TH D, MIEH D ANCA D5 & 72 0, ST T MR BRI 20t Hi if. 72
EEEINEL SIS 3. AAV OIFRETERIC B W T, aF P ERfIEs - 7 » 7
(neutrophil extracellular traps: NETs) 23 B 22 & EI 24 5 Z & B3 500272 > T
% . AAV IZF T tumor necrosis factor-o (TNF-a) 72 2LV I 14 I 7 vz
I HEK 1T myeloperoxidase (MPO) X° proteinase 3 (PR3) % ffiffdz mic R M L,
ANCAR IO OHR EFERTH Z & TNETs BB E 415, MA T AAV BE
IX NETs O3l 24 LT 5. filfl S ey i gl Ze NETs 13, & ORI Y
T A bripEafiasMIiit U, NS 2 5 S 24, £72 NETs
IZEE45 MPO X PR3 IZH CHUR & 72 U ANCA PEAEZRIE L, A BRIWRE %
TER L TS AR ERIT NETs A & & b ICREBIYISMISEIZ = 5. NETs 13312
MiEH D DNase | THfESILDLMN, v~/ 07 7 —VICXHARBICL - THRES
NHZ ENEEIN TV,

T, 7 7o S~/ u 77—l LMo ERThH 7 o n
YA =R &, ZOHIEHK T THDH CDYT BEH SN TVD. BHDIZIEAET
ORI RHE S D CDAT 1T~ 7 17 7 — TV OHifafE EiZ® % signal-regulatory
protein a (SIRPa) & 54 L, "don’t eat me” signal & L CHERET 2. 748 h— 3 A
JdiZ>don’t eat me” signal T& 5 CD47 DT Z(L T &, HONC= 7 = a A

=3 AZNTWD. — 5T, BRSO BAEAHARSE 2 5 A 2 EhUReE /LA Rk 1
CD47 @B L, =7 =t A b= AN a URBOERICH LT 5 L &
., CD47-SIRPa ¥ 7 F )V DFLEFEIC X DRSS ST 5.

VLEZ D, BBFFETIX AAV THE S 4125 NETs 28 CD47 Z @38l 2 2 & T
7zt A h— REEGEE L, RIE - MHEEEZET 5 SR AZ LT, AAV
(ZBT D CDAT BLE DB RISV THREE L7z

[ 5i£]
(DHuman tissue: AAV (23517 % CD47 D5 ZGEET 5729, & b AAV BFHDOF
AR Z VT CD4T Yt 24T 7.
@In vitro 2Bk AAV THE & 72 D4R ER & ENEAIEIZIS 1T 5 CD47 OFEHL &
FEREZRAET D728, 3 DOEBRATHAE L. 1) B MEFHFHEREZ HWT AAV
FBE ) B L 72 ANCA-immunoglobulin G (IgG) #RANC & W NETs ##5&E L, &
AR EE R KO8 flow cytometry (FCM) C CD47 38 51 & % fif 4t L 7=. 2) ANCA i
NETs Z41 CD47 §iiEH D2 E 2y ha— A PURGFHE F T~ n 77— L 4
FBL, o7 zat A b— REREIT o 2. —ERRRGE % O w8 B,
72 5 TN time lapse %52 2 VTR L 7=, 3) BB (L /K35 CHEIE X8 7- M N FZ
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M2 HWT, HLCDAT HilkH 2 W T oy ho— A HEKFET o7 zaH A K
— UV AEBRZITV time lapse i TREAM L 7z,

@In vivo EBr: HARIEIERL, LA AT O 2 FEEHD AAV EF /L~ 2% HWT,
Pt CD47 HLRIZ X 216N R & A LA, MR F AR, mRNA FE 81, Sz /i
? FCM IZ X 0 FFfl L 72. 1) AAV BERFEIEE T /L~ 7 X & L T spontaneous
crescentic glomerulonephritis-forming/Kinjoh (SCG/Kj) ~ 7 A & H\ 7=, 8 #Hfin L v
5 H i, HLCDAT A £ 7132 > b o — iK% 200 pug IEIENES- L (n=6/Ff),
10 JE S TREE L 7= 2) LA AT AAV E7 /L~ 7 213, 11 #E D C57BL/6 ~ 7
ZUZHL CDAT PR £ 72 id = > b e — L Hifk % 200 pg fEFENE 5 L (n=8/#f), & D
1 FFffl# 12 MPO-ANCA Z 5Ll 2 AT 5 2 & T AAV 758 L, 24 FFfil#%
I\ZfREH L 7=. MPO-ANCA % & TellliE i1, ~ 7 A& #fiakk (WEHI-3) 75 MPO
ZHIH L, MPO < 7 A 125008 L CEEL L 72,

[ R]
(DHuman tissue: AAV B OB ARRIKIZIBN T, A RSRIETNLZ 0T
CDA47 588 2 38 8 7= . i B2 A1Z minor glomerular abnormalities (MGA) &2
Wr X A7k REEEClx CDA7 BtEIk N B B2 D Ze o 7z,
@In vitro FBr: 1) b MEHF I HER2 S ANCA-IgG 12 L Y #58 & 7= NETs 1, fi#
# NH D control IgG & £53#8 L7-4FHHER & LLEE L, CD47 2 & 3B L CTU iz, 2)
ayha—LE L THWET R b= 2 gF R~ e 77—k V=7 =
aH A = RIS, ANCAFHE NETs (F=7 = A h—T AR o
72, L) LPL CDAT ik 512 X ANCAFBENETs D=7 =¥ A h—3 R
[ L 7=, 3) il bk BRI L VR EZFHE L ENEMRTe 7 = a1 k
— U AENR o T2, HL CDAT HUEOFINC X v [lfE L7-.
@In vivo EBR: 1) HIRRIE AAV T /L~ 7 A 2B T, T CDAT Pk 51 &

D REERE - BRI ek L, LT MPO-ANCA fE OISR, Blig o 2 e (2 B 5
T HBIBEFRBELOK T 2R 7. — 77, BREKIKICRET 2 ~7 rn 7 7 —VHIC
ZALIX A G T, SRERIRN O 4 R EREII N L 7=, 2) LA AL AAV :E——?‘/vv
U ANZEBNT, P CDAT Piik e 512 X 2 BHEEE - BB o deE R IT5R D 70
ol

[%42] B b AAV EEOERKE, 72 6 N in vitro T ANCA #3 NETs (X
CD47 % @3Bl L, B EER CTIX NETs & 838 L= MENEMIEN~ 27 a7 7 —
Ik bz 7 zaY A b= AEENEE LT S 5ICH CD4T7 JUiR, [RIHIIR L xt
THTZT7 v A b=V AZEEIEZ DLEXLY, KEETH LD cytotoxic 72
NETs G FME NIRRT 5= 7 = ot A h—3 ZADK A A K fE
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IZB 592 2 EARIR I NI, T2 C2RED AAVET L~ 2% FANT
CD47 BHEIRIFE DN R A RGE L= & 2 A, AAV BARBIEET L~ 7 A TiEHL
CDA7 Uik 512 X 0, BH%RE & R ERAT LoDt 1fLi MPO-ANCA fE DK T,
RN D A B IR AR DR BUK F 258D 72—, FiikB AL AAV T L~ 7 A

TIXHL CDA7 FURIZ L DRI R Z7R8 DT, BRFBIEE T L~ U A & B 5 Kk
IRSZNSY dW el

P CD47 HLiRIL CD47 % @3Bl T A HifRlc T2 =7 2 u ¥ A h— A %A
BT A2ERAZAET L0, ART MO~ 7 07 7 —o00h i 2 RiE b+ 5
TER S OFERFS 2 E R BTV S, E 72, Bt CD4AT HURIT RN CIIRIE 2 #5758
L72\ b DD, lipopolysaccharide (LPS) 72MFE(ET % & RIEFHIFEMEDIEMN 2R
EMESN TS, EHICCDATIE Fr Vv RAR P 1 (TSP) DY H v KT
Hd 0, TSPLIZIIRIEB RN « FIRIEMEO T OERNRD LT 5. B ER
VIR ODE T )L~ 7 A & WG ClE, CD47 B O J7ECRE I X 0 1A%
IRDBREL AR THBY, 25 =Y T~ F—7 A (SLE) DET L~V T AT
IXCD47 / v 7 7 U b= R L ORFLTHMOILE, BROUE, B CHUEDH
W ERBDT=—T5 T, V—T ZAJER Z R T HEER D SLE ©7 /L~ 7 A |ZH CD47 it
REHGT 5 ERARIERPEE L 7= @5 SN T\ b, B e ENE %t
TN RTBNT S, FEEOFRIER] & IHEIH T CD47 BLE RN B2 5 Z &R
FHILTWD, 2L DOFRERNG, B EmZEIZ #5CDW@/&%wi@%T
AR, KRR, BN, JEIPHORIE 2 Sl L 0 B2 HRERE & FF > T 25 TREME DR
SY (N QAYS)

ﬁ%%%%f@ﬁﬁ%fvﬁx BUWTIL, CD47 B X 0 & R EALD
NETs A5 EMAANE RN~ 7 a7 7 — 2 X0 @EyIcER I, REToii

EENER LBROUEICE R STZEBLX NN, IEE L7 7 —
@f‘a&,ﬂﬂﬁm:i D &7 bR U FTRENEN B D R BTRENME D
FWHUERB AR E 7 L ClraseEIiE (LI X A2 RIEN, ro= 7 = a4 F—
VABBICL 2BMREEA AT B L WREER DV, ARBICB T AT =
B A = AOEEF L L BITRES A I T OEEE LRI,

[#53m] & N AAV EBE OBESEMME KL CDAT N EFEBLL, ex vivo D FEER
RN CDAT Z 3 814 % ANCA-NETs & Z I EE S 5 I E N A =
Tzt A b= RAEEREL, RIEOHIEIZE G35 Z EN/R L. AAVET L
W EBRIC LV, Bl CD47 HiiRIZ X 5 CD47 [L5E A3, ANCA #5E NETSs <5 ifi.
BERNEMEO=7 zat A h— X2l L, KK BOHEIEMMAE K OUEIC
BN o572, CDAT LFIC L D PIRIEER 2 & LT3 5 Z & T, CD47 5 AAV

DIFRELE, IReRRE R 2 b 72 D TR EIEMIC 2 5 Z L B HIfF S LS.
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