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FALim XNEDOEF

EEOBRLSEOATR L (B ) K4 Ak BfE

AL R S A

PLCDAT HiikIZ—= 7 = a1 h—3 2 &S LT ANCA B & %% & il #-4 5
(CD47 blockade ameliorates ANCA associated vasculitis via the efferocytosis)

(755 & B ]PUAF P ERA B TR (ANCA) BEEME & (AAV) 1, WRMEE C PR ANCA
DREE & & HIZRH O/NEIIRICEESEME S K& 4 U BB TH Y, BHEM A KA R
ERIRB R A& . AEBROFKIEL LT, ANCA ZE&TMiFERNFIC X 0 iBEIcHEE S
DR ERAIESN 2 >~ 7 (neutrophil extracellular traps; NETs) 23 N HIla 5 E 2 5] =
oL, A A HLMCEESEDNEE Z B . NETs X DNA 28D damage-associated molecular
patterns (DAMPs) Z Al MZ i U CIMAED 2R E T2 & & I, eItz E 5
728 NETosis & HMEEND. 7077 ASNTMBEDNRETH L7 AR F— A
I%, ”don’t eat me” signal Tdh 5 CD47 DR AE TSI Tvrun 7y —VIZIVERIND
W (=7 P A b= R), EECEARBE RO 7 v — 2 AT CD47 & @Bl
TT7 A b= AbMm, WEROERICTHES T 5 & &b, RIFETIE ANCA T
WX NETs CEEMENEMIENS CD4T Z2ERB L Ty =a A h—A%[E#EL,
RAE - HRREE 2 B9 5 LA Z 3L T, AAV (231 5 CD4T FLED RISV CTRGE L 72,

[#1#} L J57%] Human tissue: AAV (Z31F 5 CD47 O E- A MFFET 572, Bk AAV BED
AR R A T CD4T Yt 24T - 7=
In vitro F2BR: 4FHER & M5 N EGHIRRIZ 3817 5 CD47 DIEEL & BEREZ 3 D D FEBR A THRAIE L 7-.
1) & MEFHFPERE HWT AAV B0 B L7 ANCA-immunoglobulin G (IgG) #INIC
XV NETs 25538 L, 40LBAMEER L O flow cytometry (FCM) C CD47 38H & & f#tr L 7. 2)
ANCA #E NETs 251 CD47 Hifkd 5 W d oy bo— AR FEET Ty n 77— L kg
L, =7zt A b= RFEREIT o7, SOCBMEIHRE, 725 ONT time lapse $ijie & H
VTR L7, 3) i@fe bk 38 CHESE S W 7= A N AL 2 VN C, BT CD47 Hilkd 5 ik =
Y Ra—APURFE T T = a A = AERZITU time lapse iR CTREAR L 7-.

In vivo FEBR: HARFIER, FUAE AT O 2 D AAV E£7 /L~ U 2% W, $T CD47 Hifk
(2 L DR R & AL F A, MR FA0RTM, mRNA RH, e fiiao FCMIZ & 0 37l L 7-.
1) AAV HIRFEIEE T /L~ 7 A & LT spontaneous crescentic glomerulonephritis-forming/Kinjoh
(SCG/Kj) w7 A& MW, 8L v 5 B4, $1 CDAT Hiik E72ix = b e — A Fifk % 200
ng FEIEN B G- L (n=6/F%), 10 i@l CfET L7=. 2) HLiAB AR AAV &5 b~ o A3, 11 #i



® C57BL/6 ~ 7 AIZHL CD47 Hiik £ 7213 2> b v — iK% 200 ug FEIEN B G- L (n=8/kf),
Z O 1 Kifi}1#% 2 myeloperoxidase (MPO)-ANCA % &TefiiEZ B AT 5 Z & TAAV ZiFE L,
24 IRFf# IZfis] L7=. MPO-ANCA % & TelfiliE 1L, ~ v A G #ifilakk (WEHI-3) 75 MPO %
L, MPO-~ 7 A1 U CERLL 7.

[ 5] Human tissue: AAV BEF OB AEMRRIKIZIBNT, A RSKIESNLZ HFLIZ CD47

SRR 25D 72, JREESFAIC minor glomerular abnormalities (MGA) & 721 S Au7= % REE T
1% CD47 Bl 3 A B D 7o Tz
In vitro Bk 1) b MEFLFPER) D ANCA-IgG 12 K Y i &7 NETs 1, 5 A ko
control 1gG & 552 L7=4FHHER & bls L, CD47 @& LTz, 2) 2 bue—Lt LTH
WIZT IR b=V 2RI~ m 7 7y =DV =T s u A =3 A I3, ANCA 7
WNETS [T 7 = 0¥ A h— ZASNRN-T2. Loy LPLCDAT PLik# 512 L W ANCA 754
NETs D=7 = ¥ A h— A X EIE Lz, 3) @ER(b/KFEIC L0 B0 27538 L 7= 45 PN ECHE
fixm 7 2oV A b= ASNE -T2, HLCDAT HFUROTRINC L v A L7-.
In vivo FER: 1) HIRFIE AAV E7 /L~ U7 AZHEWT, HLCDAT Jri# 512 L 0 Bikee - &
JRELAT RS E L, MLiE MPO-ANCA fEOIX T, BEIRORIEICRE ST 2 BIs FHBLOKT %
Wiz, —J7, RERMARNOLFEREIIHIN L7z, 2) FLEB AR AAV £F /L~ 7 AZE N T,
Ft CDAT JUIRI 512 K 5 BEHERE - BT RO UGEN RITFEO 2o Tz

[B52] e b AAV BE O KR & in vitro T ANCA 753 NETs (3 CD47 Z @38, &R
FEBRTIX NETs LEEMENEMRN~s a7 7 — Ik b7 oA b— A %[0k
L7, EHITH CD47 fiiklE, [Ffiaic 3o =7 = oA h—v R EEE I, BLEX
D, ABEETHELT S cytotoxic 72 NETs G EF MLE NI ST 227zt A b —2 2D
KT AN ORI B 55 2 L AVRIBR ST AAV HERRIEE T /L~ 7 A TiLhl CD47 Bt
REEHIZ X0, BHEEE & BRHELAT R otkE, IiE MPO-ANCA DK, B A iE B s
faFDORBUR T 2R 72, BHHk%Z AV RNA 3 — 27 = 0 BT TlE, CD47 BLEHUAIC X
D RIEICBIHE T 5 o 7 T /URE OGN R STz, — 7, SUEB AR AAV £T7 /L~ DU AT
3BT CDAT HURIC K 1RV ZFROT, HRFIEET L~ 7 R & B DU H G 7.
T CDA7 HURIZ CD47 - @B BT DMt 2 =7 = vt A h— A2 dET 21 A
TN, ARTHMO~ 7 v 77— 0nEiaz it 2 EA b OFER S, 3O
PERMFFREZEE T L~ U A TITREFIERT L IEEHI T CD47 HLEDRN R L Z Lnmbh
TW5, KW ERTOHRIIE~ 7 A2V TIE, CDAT7 FLEIZ L 0 14 K EAZD NETs <2
GENENGMEIRA~ 7 v 7 7 =PI BRI, RETOMRES 2 8 LS KO
IR ST EBZ NN, IWE LTc~vrn 7y — YV OeERIEIC XD & 57 2 0%
Rl Uiz aRetEn & 5. REBIREIE O m W HUAB AL £ 5 L Cidsh g itifibic k 5 4%
JER, RO 7 zath A b— AFEIC L DB EERAZITHM LETREERH Y, K
FRRIZBIT =7 =% A b=V 20OHKEIE & BITIREY A L V7 OEEE L RS,

[#&7w] CD47 FAE X ANCA #58 NETs G EMAEA NGO =7 = a ¥ A b — R g
T 52 & T AAV JRBAHIEIT 5. CD47 BAFIC KX D RIEEN 2 & DT+ 5 Z & T,
CD47 FHEN AAV OIFRELE, IR Ri#EL b7 DT R IGHREIZ 72 2 L HIfF SN 5.



