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A1g WA A10F F o= g ol lojA, BA A} 3] FFol FolshA GEAA ke U,

A3 12

Aol oA, BA Q1 C3ad] ol Aw A H A8 AIZ & of 1 WA oF 6AI7 el BluE = Wy,
A+% 13

Aol ol , BA Q1A C3af] ol Am A B Holx Az 17 E= oF UIY Fo vass Uy,
A+ 14

A = A3l oM, N5 A D F BA QA C3a9 o] oF 25 A 100 ng/mL] .

AT% 15

A1 WA A4 F o= & ol Ao, A= F 1A AA C3as] Fwo] AR 7 F5 F 30%, °F 20%,
E= oF 10% Wil WL

37 16

A1E A A15E F o= g ol glojA, BA AR} (5a] FEol FoshA SEAA ke W,

3717

A1eael ol , BA Q1A C5afl o]l Am A B Holx Az 17 Ex oF UIY Fol vass 3.
373 18

A6 = A7l oA, Axw A F A= F BA QA 5ad] FFol °F 4 WA 10 ng/mLd B .
37" 19

16 WA A18F F o= & ol YA, A= F BA AR (basl Fwol Ax 7 FFo F 30%, °F 20%,
TE ok 10% Wl .

AT% 20

A1E A A198 F o= o el AojA], ANCA <1 d#] X85 R k= QlFbellA ANCA A 3
%do] F-MPO ANCA 1%+ H3<dol W,

A7 21

Ag WA A19F F o= 3 ol ojA], ANCA I3 P XN8E IR k= QlgtelM ANCA A 3
o] &-PR3 ANCA ¥ @A UH.

AT 22

A1g WA A28 F o] 3 o] glojA, IEE|AAH RO =S Folas AL FUIE ¥3elE .
A7 23

A228kel] 9lojx] | FTEE|FAE RO} T =19l

AT 24

A1E WA 4238 F o] 3 Fol] glo]A, (D20 AAAE Folats AL Frtw F3els .

A7 25

A248ke] gloAl, (D20 oJAAI7} 2 HAITQ W .

A3 26



[0001]

[0002]

[0003]
[0004]
[0005]

[0006]

A1 WA 721 =
AT 27

C5aRe] oAlIE Zo= dh= 2

o= gk ol

3=

o1A, Afo) 2 Y

RExAMWES Fojshs A& F7tE LEs

rr

WS 84 HA X Bb, C3a

o1 10-2021-0018906

-
=

C5asl 7o) C5aR ©AIA wow el B o ohusigt w o9 fHOE
B3t A8 Al Folsh AL TS W

AT 28
A273el oA, ofntE I Hi= o9 FFtH o R FEHE= S AT Foldhs S X W
A+ 29
A277 = A28l QlolA], outEdE Foldts RS Edes WY
AT% 30
A278 WA #2988 F o= & ol QlojA], oF 30 mg oMtEFS FolstE s EFstE W
A% 31
278 WA #3038 F o= & Foll QloA], oputIIS AU 23] Fosh= S EFEhE WY
AT 32
1273 WA #1318 F o= & o] QlojA], olutmdS Ho® 125 F Foets e Eete U
AT 33
278 WA A28 F ol 3 &ol glojA, Fol F mA| A o]l £ A =9 oF 30%, <F 20%,

[0001] ¥ &1L 35 U.S.C. § 119(e) 3ol 2018 69 7o Q¥ = 7}&9) W3E 62/682,0135.9)
B Fgs, ol 1 die] Bl FxEA EFET.
ol @ AR T AT R AL sl o] Foid wge] A Al A% A<

AAE 232 A "Hg 2=,

%, Bt AFH Z2od 2% 224 g 32

4

:3

[e)
34



[0007]

[0008]

[0009]

[0010]

[0011]

[0012]
[0013]

[0014]
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I

[0004] 55+ AM*¥Z A (Anti-neutrophil cytoplasmic antibody)(ANCA)= 57 % Wl A¥xza
A Qaxe weslE I1g6 f39 A7MEA Foltk. ZElolWE SET9F ANCA Alolol AE A8S thA BA A
22 gA3lele= QAE WEsle] ANCA I E 39 (ANCA-associated vasculitis)(AAV) Q] WH4 <l IALA <
TS ARG Aoz AAAE TF FE(amplification loop)E A&},

[0005] HA| A=Ro tefst AEES HHOR 3te v s SR7F /AT Fo k. ey, deEd B
2 EE vigAsA] e HAES ztenh. dE Bo], A AR (6ol A, Cha B C5he] FAS A
st AR dZEFH(eculizumab)& T34 A s S At ol AT A= U1 T
ol F-g2Q @S mAaL, FDAZE ol ZelFvhel gk &9 ¥k Aai(black box warning) & &78H=5 83}
=

0006] whebAl, FgAlAE AAVe] B gdAoR AR BA ARE I WAHSH &= FES )

wg gast g,

A

WA= 53] ANCA 43 AA AV A5E =R 3t AZtol A ANCA I3 EHF(AAV)E X538}
A, QIA} Bb, C3a HE+ C539] Fo] A EA QAT A

o sl7loll yEldl FFE ZHe= olubaE T (avacopan) T o9 ofEH o FEHE IS QA
o .

[0009] = 1& cba @ cHhaRo] ANCA 913 dHFS FI3lttes AL U5 ANCA A3 dade] i 71dS

[0010] & 2= ophut=m o] 9] BA A2E HH o2 dtes RS HAFe NFEE AFsr

[0011] = 3a-ex opufzzto = A gwhe fxjolx AW Aol F43 ZAag 14 e 4o def AAg A
A& 93, CLEAR AlHollA 9& ARS RoE WMHE WYY 34 @45 A (Birmingham Vasculitis
Activity Score)s EFE3% Zlo|tt. (B)v Adotdel digh &AW &3 v&E& £X35 Aot (C)& EuroQOL-
5D-5L A1Z+4 AAl 2 E(visual analgue scale)E& Z53 Aotk (D)& £ #-36(Short Form-36) E&% 7%
st datg E53 Aola; (B)& £ &-36 2444 9 Ak d95 59 Aoy, 18F TH=UES F9
whe FxlE thololrE® EREI; XS ZEuUEd 4 opnta s Fod xRt AP o R ERE

Z

35 ZAEUE glol oluhmwe Folwe $a: Adgon Exuy

[0012] & 4da-ex AZS izt BA(HC), AAV 32} AA) (AAV-AA]), 3-MPO AAV(AAV-MPO)
AAV(AAV-PR3) ##Fe] Bb(A), C3a(B), C5a(C), sC5b-9(D) ¥ LW 2d(E)9] 7|4 &3S Z33 Aolt}h. &
-MPO 2 3F-PR3 Al FAle] V]EA HA = bl Aolrt Q).

=

[0013] = Ba-cv AE&F ZIHE=UYE), AL =& A optEk(B) 2 ZH=YE glo] ofnlzyt

_6_



[0015]
[0016]

[0017]

[0018]

[0019]

[0020]
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(0% Folwe fxe wA QA4 Bbel 478 Z2F Aot 1dze) de AZY grw FAU) 2 A=

A 12(D1-7), AEF 6A7HDI-6h), 8L (D), 299 (D29), & 85°a‘(D8 5ol AV Aol § dolE TAES
EAFT. ole e —g—%—& A 8% TASUE FeA §2 R 2020 By Fo] Bosa, Tyl Hol
4= (tapered) 8520 THAl Z71EA &S WolET). ohlmytown x] @ % wolA A= % By Frel Wl

= A okrh. Ul ol d¥ vlaste] P < 0.05; P < 0.01.

ol

[0014] = 6a—ct L&F ZHTUYE(A), AL ZH=UEY 87 ohutmdk(B) B Zd=y<E glo] ofnfzyt
(O)& Fojure gxte] BA) QAF (3a] F£+& FTET Aolth. gz d2 A4e uzx=at A0 2 A8
A 14 (D1-#), A83F 6A17H(D1-6h), 8L (DY), 294 (D29), % 85U (D85)2] AAV Zkxlol gt HlolE] ¥QIEE
EAE, o3 Z3e A &% ZTYP=UE oA (3a §F0] 6417k o] whE] ZhAslal, 89 @ 299
F7IE AL, 850 tA] Zrkslar, Tl=ydo] EHloHHEHE 859 A FUlel eSS Hols d. =
YU glo] ohutmzto 7 A wd FolNE (3a 39 Wyl #REX okt ) 7)EAY waste] P <

0.05; P < 0.01.

[0015] & 7a—cE= E€F ZTY=UE(A), A€ TP=ysy 3 otz (B) U ZTd=y glo] oiulzw
(O)& FAWE gxte] BA Az} (5a] 58 X Zlolvh. Tz 42 A7%e txa F2HHC) 2 A=
A 19(D1-d), 25 6A7HDI1-6h), 84 (DY), 29U (D29), L 85U (D85)] AAV Zhxtell thigh dlolE] IQIEES
FAET, 18 ZH=ydE FolA, (far 89 P 29¥e] st TP =iEo] HolHYHE 85U THA
S7bR T, AgE Zelmys e Ty syE glo] oppfmgto g Amd ¢ oA (ba ] Wshb
27 sttt ) 71EA3 mawske] P < 0.05.

[0016] = 8a-ct= L&F ZH=UE(A), ALF Zdl=ysd § optmd(B) 9 Zdl=yE glo] ofutavt

O)S FALe 3x9] (5b-9 FF& %—iﬂz Aolty, |zl d& AR xa M) E A8 1Y
(D1-7A), ABEZF 6A]7H(D1-6h), 8L (D8), 294 (D29), H 85U (D85)L] AAV Fxlel 3l dlo]E EJAEE HAITH
o}, dojo] A "ToA Il (D59 T BAHoR Fogh wsls BEE A ).

A&

[0017] = 9a-c= &% Te=ul(A), e EyEd § olulaw(B) @ ZemyE glo] ofubaw
(0L Fope fixe] Zadax #%% —g—iczz Aolth, Teze] e AZT i FAUC) D AR
A(D1-A), A&EF 6A7HD1-6h), 8L (D8 D29), % 85U (D85)2] AAV Zhxtol] ti3k dlo]E XEQANEE FA

Q)
et Qole) AnpAd Eash Teden %4 FAMOR FoF Wit BA

p

N

] et

WS A7 G FAF g
B odygo] g dv

I. &8

[0018] ¥ JRAlE opupzmso] X ik Qe 3 BA AAFe] FFo] FTFE T2 FowA AMVE W= &
ANNTE w9 oA 2F A4S 45T}, webd, opilmwe Fojwke sl Bb, (3a EE (5ash ¥
2 g BmA ke FFolA Fod WIE AX Fu, FElEAs 4T B9 AL e (assembly) EE
A BA A GFS n A v

I1. A9

[0019] 22 +A PAEA] = 8 BYoA] AR EE RE V|44 W 784 goli= B do] &El=
7% Wopoll M Bake] A& 7FR Aol od] AWt oz olaiyE Ay FUI ou|E zh=vh, I, R
A" W £ 2R FAEAY 553 Jdoo W e o] B oubgo] Ao Abgd & Q). B
He 248 g3, tg &o7l Zojdn

[0020] 24 W9e) kol ATHE A5, Fulo] G2 BusA WASA @ @, T Wl AH 2 S
A AFE Welel Qlelel the AFH E: 27 g Aolel 7 B3k ghe shd welel 1089 174K B
ol ZFEE Ao olsfalel @k, oE © A Wl e ¥ e HPMom o AL sl ek
S 9o, ma Agd WslolA ol pAMde WA Aol we B wwel Tt R Wl
ARA % s} EE E RE e A%, 19 T8 A9A F b wE B REE A9 R 2
wo] EgHch 9 AoHA gt @, Bl AgHE BE VS8 2 Ay ol B W] Lah
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[0029]
[0030]

[0031]

[0032]

[0033]

[0034]

[0035]

[0036]

[0037]
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[0027] ohubmgre ole Aold %ol FRE ALgste] Fold = gtk A% FAlA, e ohilaw Ei
olo] epstion gHE @& AT Folsh: A% ELIWTH QY FAelA, W e ohhad Ei o] of
S0 HguE 9 A Felat g Ea,

[0028] ohlmee Folwi Boliz And oPe AT FolFow Lok, ¥ PAdelA, A

o]AE ATt FoAHL ok 10 mg, 15 mg, 20 mg, 25 mg, 30 mg, 35 mg, 40 mg, 45 mg, 50 mg, 55 mg, 60
mg, 65 mg, H=E 70 mge] &FS XY, olF ATE= AL ofyrt. AR FA A, WS °F 30 mg
otz RS Fosts RS Xt

o

[0029] T4 RHIEE AFZ0E AR FAx e ofufmse] FowF ¥t olyet X5 AW dAE X3}
= T3 olztel] Ak, AR FAldol A, HHe olulm#S dY 23] Fojse AL £IITE. AR A
dlef A, WHE olutmAe dd 13 Fojats AL £ A8 FAdA, olutmde] F dY &S oF

(0030) A% 73k A9 Folslis o, A% F A @A % Al g FHshe o)
g Aleltt. A =

o I 4o

= —EF
TA A, BA Q1A Bbe] &S FolshAl debAA etk AR Al A, BAl <
2 ] F dlaEn A5 FAlA, AR F BA 1A} Bbe

TFAAANA, A= L oF 0.8 WA 1.4 ug/mLolth. dF FA oA,
A7 A E 5 Eil A Bbe] FE2 oF AF FA AN, A5 d L F B
of 2 °oF 0.4 WA 1.4 pg/mLelth. AF- -4 1 oA, A:m A L F BA AA Bbe] FELS
1.2 ﬂg/mLo]‘ﬂr. %31?— Aol A, A= < T ok 0.4 WA 1.0 pg/mLo
oA, g A 2 F BA A Bbe FE oF e K= o S I =1 xd_ L
A QA Bbe] FE2 ¢F 0.6 WA 1.2 pg/mLo|tt. %d— ?Z] of ol A, A% Xd_ 92 % wA A BbY
0.8 WA 1.2 pg/mLoltt. AN ?LZHO%IOHH Ag A @5 wA QA Bhe 52 F 1.0 WA 1.6 ug/mLolt}.
I FAdANA, A5 d 2 T BA A2 Bbe] FFES 9 1.0 WA 1.4 peg/mLo|t}.

E
e,
4o

033] ¥

o~ =
T

Aol A, BA Q1A+ €3 ofsHAl EebAA gerk. AR FAldelA, ®BA] Q1A C3a
A 8 Am A F oF 1WA oF 6 Algbel]l mlatd k. AR Aol A, BA] Q1A C3ad]
2 Hojm AFE 15 mE o UIY Fol vluEct, AR Ao, AE F 1A A C3a9
FF0o] oF 30%, °F 20%, WE oF 10% Wo]t}.

%,
¥
FiN
flo
aaad :lo

X

XN o
mﬁiﬁ"{m

AL _p

AN rlo

KR
y

B S

[0034] L FAdAM, A8 A DL F BA AR a2l 52 oF 25 WA 100 ng/mLo|t}. AF- ?xﬂOﬂ W
A7 A2 5 A AR C3a9] 2 oF 10 WA 180 ng/mLolth. dF FAdA, A5 d 2 &

C3a®] =2 °F 156 WA 85 ng/uLelvh. ¥ FAlolA, Az A 2 & BA AR C3a] FF °F 2

75 ng/mLolth. X FA A, A5 A B F BA Az} C3ad] FES oF 3 LH A] 75 ng/mLe|th. Ui
oM, NE A L F 1A AR C3aY F=L oF 50 u{xl 180 ng/mLo|th. AF FAdA, A5 A L
12} €322 #FS oF 60 WA 120 ng/mLolth. A¥- FA A, X5 = “% % ii] 012} (3] a2 <k 50
WA 150 ng/mLo]t}.

2}
o)
=
ul
=



[0038]

[0039]

[0040]

[0041]

[0042]
[0043]

[0044]

[0045]

[0046]

[0047]

[0048]
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[0035] - F-Aefol A, HA] A CFad] e frolshAl debAx %L—Eﬁ‘r. A Al A, Eiﬂ 17k Csa
= Q]

o 2 AR A B Aol AR 15 Ee o Uid Fol vy, TANA, A5 F A A
C5a] & A& A F=9 oF 30%, °F 20%, Ei= oF 10% Wolt},

[0036] A FAdlA, N7 A L F wA QA (5ad) F=2 oF 4 WX 10 ng/mLom AR FA A, X
8 4 2 35 Ba A (5ad & 9 2 WA 20 ng/uLolth. dE FAldoA, A8 A L F ®BA A} C5a
o] #FEL 9F 3 WA 15 ng/mLolth. Ay FAolA, Am A L T wA A} C5a4 FEe 9 3 YA 8
ng/mLolth, X FA oA, ﬂ:'i A g 5 BA QAR (bae] Fwe oF 6 WA 15 ng/mlelth. AN

k
o}
5a®] FF2 9F 5.5 WA 12.5 ng/mLelth. AF- AN, Mg A 2

A
(@)

[0037] ANCA 1% F#de takdt d9e TAoR d A7 g4 P4 94 wg% F Q. g A
ol A, ANCA 9% Pl -P0 Aol ofal] wAFTh, AR TAdol A, ANCA ¥ @ PR3 A
of ols] g},

[0038] QX SFEfol A, Heloli= (5aR AS WL sh= A7t AA (5aRS JAleks wHozA, g wA|
912} Bb, C3a Wi C5a0 4:70] ChaR SlAIAl Qgtoll A folaiA DA ek, g FEF olulagy i
ol9] oFetA 07 FEHE AG QAzlA Tl AL ¥

HN CF
()

N
H
F
(00391] ohulzmigte ofe] gold Fol F2E Abgatel Folg 4 gtk A% FAlelA, Py ojupmw
= ool epstroz HgHE A4S AT Folshs AL mFWTH A% FAA, PHE oA wE ol
ch Ao S§t 9 AUy Folst AL TgeT
[0040] chulme Fojurs BAE And oJe AT FojRe Falyirh A% TAGAN, An ol
KR

AES ATl TS oF 10 mg, 15 mg, 20 mg, 25 mg, 30 mg, 35 mg, 40 mg, 45 mg, 50 mg, 55 mg, 60 mg,
65 mg, = 70 mge] &S ¥ S, o2 ASEE AL ofyth, IR FA|dolA, WH F 30 mge ofu}
IARS FostE e A3

[0041] o WIEE Xmie A FoJE= ofulmyte] Foigk vk oy} 58 AWe] dAE x3ts)
v g Axte] HHTh, AR FAGA, YU oIS A 23] Fodt= S XS AdF A
oA, WHL olutmwS dY 18] FstE A L. AR FA|doA], ot F AL §FL oF
40 mg, 50 mg, 60 mg £ 70 mgolth. L FA oA, olutmBe] = AU &L oF 60 mgolth

[0042] A= 7|3 dd Ty &, A5 A 29 oA 39 #xe] whgS xdels vt 8dld #-
2 Zlolth. dF FA A, WS Aok 45, 85, 125, 165, 205, 245, 285, 325, 367 EE 40F
EE O 27 5ot optEds Foste AS Eesth. A FA oA, U *401 127 &<t optE S
Folale A E33Th. AR FAdo A, HHE g H o opulmds Tt AL £33

[0043] Ay FA oA, Fof = BA Ao FFe Fol A 59 oF 30%, F 20%, E=& °F 10% Wolt}.
[0044] m&, W& a9o] & JjAelA medrt., AP FAolA, 2o 7AE PHE F2E A RoE
& Fosts s F7hR Xt AR FAAoA, FEE I Ro|E= Ty =yE, HERERE, Ty sy
%2, Ef¢EE, fdzg=yse, daded £ ZRcz gl 98 Ao, Z2E s
HlRolu: Ty mydolr), AR FAdoA, Edo ZAE W2 (D20 JAAE FAs= e FtE 1%
gob. AF A A, (D20 AAAE BEAY, LR, ST FY, EARRY, QuFRFET Ee
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[0066]
[0067]

[0068]
[0069]
[0070]

[0071]

[0072]

[0073]

[0074]

[0075]

[0076]

[0077]

[0078]

[0079]

[0080]

[0081]

[0082]
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[0060] FAlel 2: FAle] o] gloA], ohulagr Ei ole] Sfetom Hgu: A& FF Folshs AL EF
she .

(3

[0061] FAldl 3: FAd 1 EE= 200 oA, olufaRS Foste AL xdste W,

[0062] FAle] 4: FAd] 1 WA 3 F o]= shbell QlofAl, oF 30 mg ohta#S Foishs 1S Edshe U
[0063] +Alel 5: FAle] 1 WA 4 T o= dhitell SlojA], oputmiats A 23] Fofats AS EFate W
[0064] Aol 6: A 1 WA 5 & o= sffell glojM, opufmats Aol 125 &t Folshs A xFE)
= WU

[0065] T-Alel 7: FAle]l 1 A 6 T o= strtell oA, Al A Bbe] o] FolshAl DebAA o= W

H
=

[0066] A

g: FAGN 7o 9014, BA 4 Bbel FFEel A A
o ¥l W,

e
)

iy
9
H
Ry
Pt

15w o 1A4Y F

[0067] A<l 9: FAle]l 1 WA 8 & o= shfell SlojA], BAl A#F C3a] ol folatA a4 d= W
W

[0068] Al 10: Al 9o SlolA, BA QAA; C3ao] ol A7 A 2 Am AZF F of 1 WA o 643t
o Hlas= Wy,

[0069] Ao 11: FAle] 99 dolA, BA QA} (3a9] o] A& A F Hojk X7 15F T o 174Y
ol HuEE Y,

[0070] Aol 120 FAlel 1 A 11 & o= sprfell glojA, BAl 1A} C5all o] FolshAl Db« &+
.

[0071] Al 131 FA|of] 120] ol , BA <A} (Fagl 0] X8 Ad 2 Holx X7 1F == o 17]¥
Lol wusE Wy,

[0072] FAe] 14: FAe]l 1 WA 13 5 A= dhto] oA, ZEEHIAHRO)EE Fostes AL F712 X

3k WY
[0073] FAa] 15: FA ol 149] YA, ZEEZAHZo| =y} Ty =149l W,

[0074] A 160 FAlel 1 HA] 15 5 o= shtel dojA, XF F wBA] aAxke] F=Fo] X7 A =39 o
30%, °F 20%, B oF 10% wel Wy,

[0075] A4l 17: C5aRe AAE o= = 27to|A (5aRS oAstE o R, HWyo] % WA 2Axt
AP T o]

Bb, C3a T+ (5a9 o] (5aR AN 1zt FostA defA# &=, N8 FE5FY ofut
(e}

opstr o R S gt @2 Al Folshs e TFeh: P
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[0083]
[0084]

[0085]

[0086]

[0087]

[0088]

[0089]

[0090]

[0091]

[0092]

[0093]

[0094]

[0095]

[0096]

[0097]

[0098]

[0099]

[0100]
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Hl\ll\ CF;
(3.2
HaC N @L /Q
N
@ ° R
F
[0076] Aol 18: FAld] 17 YojA, opulz T o] FgHoz FEHE IS AT Fostes AL ¥
shabs WY
[0077] F-Aldl 19: FA] 17 EE= 189 dojA], ofulmAs Folste AS st W,
[0078] F+Aldl 20: Al 17 WA 19 F ol dhvtoll oA, <F 30 mg opul=#HS Folals AL Lsie W
H
[0079] A« 21: FrAlel 17 WX 20 & of= kel 9lojM, opwbad& A4 23] Fofshs s xHdshe W
H

(00801 Aol 22: A<l 17 WA 21 F o]X= shupel QloA, opufsidhs Hoj® 125 &b Folsh
sk .

[0081] Aol 23: FAlel 17 WA 22 & o= spupel oA, Fo] F HA QAo o] Fol A 39 oF

30%, <F 20%, HE oF 10% Wiel HHH
[0082] FAld]l 24: ANCA % e x

3, olutme Wi o] ¢fEHow &

Q7roll A H-olatA ZEEtA A &, olulmyt = o] okEzow 31%51_; 4.

fo
i)
rlr
@
lo
fu
R
e rlr
o
s
__)tl‘ll
O
Qi
s}
o
®)
&
F(‘
e
e
8‘
lo
-y
HN

[0083] Aol 25: FA<] 240 QojA], ofnfzm T FFgH o2 FHEEE Ho] AT FAE=, ofnfmyt =
ol gEgHoz HEHE &,
[0084] FAlo 26: FAd]l 24 E& 250 YA, &F 30 mge] ofutE o] FoH=, ofutmd HE= o] ofshH

o7 sgH= 4.

[0085] FAlel 27: FAIel 24 WA 26 F ol shitel gloiAl, ohuhmgre] U9 23] Folmi, olubmw i

o] kAo FEHE 9.

[0086] Alel 28: Al 24 WA 27 % ol shifel glof], ojupmge] Holw 125 F FelEE
B EE olo] fEHoR HgHE 9.

[0087] A<l 29: F-Ale]l 24 HA] 28 F o= sprfol lojA, WA A} Bbo| o] FofshAl debAx

ohupma wE o)9) eFstHoR g 9.

[0088] Alcl 300 FAle] 2000 lolA, WA A7k Bpe] 7ol Am AW B Aoj® A
Fo wlmsi, ohuhmet Ei ole] okalow Hgu: 9.

il

13 =

i

[0089] F-Alef] 31: Ao 29 = 300 dolA, X8 d @ F BA <A Bbe o] ¢k 0.8 WA 1.

Q1. opupm Ei= o] owoz s 9.

-1 71—

S

] Ok 1=
T

oF 114

4 ug/mL

[0090] Aol 32: FAldl 29 WA 31 T o= el oA, A&m T BHA Az} Bbe] o] X7 H FF9

ok 30%, <F 20%, Fi oF 10% WiQl, olulms i o] fElHow FEHE F.

[0001] Aol 33: Al 24 WA 32 % ol shvel oid, BA A 3ol FFel Helah
o, ojubma Ei= o]o] opthom FHEw: 4,

5 1o

[0092] Al 34: F-Alel 330l SlolA, BA Q1A C3a9] Fwo] Am AAE A& A& F o 1 A
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[0101]

[0102]

[0103]

[0104]

[0105]

[0106]

[0107]

[0108]

[0109]

[0110]

[0111]

[0112]

[0113]

[0114]

[0115]

[0116]

[0117]

[0118]

[0119]

[0120]
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)

of M, ojubmm Ei o9 fHoE HEHE .

)

[0093] ~#Alell 35: Al 330l loA, WA 1A} C3a9] o] AR A 2 Aok A7 15 ®

(3]
b
Fo vjaEs, opulmw wi ole] Ao &4EE 9.

rr

oF 14

[0094] A<l 36: FAd 33 WA 35 F o= sluol] oA, X5 A 2 F HA A} (322 FFo] <F 25 U
2] 100 ng/mL31, opul=# T o]9] ofstxo R FEHE 4.

[0095] “FAldl 37: Ao 33 WA 36 5 o= 3huoll oA, XFE F BA QA C3ag FFo] A8 A =59
ok 30%, ©F 20%, W oF 10% WiQl, olulmEd EE o] ¢k

[0096] FAel] 38: FA|e] 24 WA 37 & ol d}e] olA], HA AR} (5ad FFo] FosiA &R

e, opubmm EE o9 HOE HEHE .

[0097] Aol 39: Al 3890 QoM BA €14 C5asl FFEo] A7 A R AJw AR 1F %
Fol vlaslt, ofupmu w o9 SfHoT HEHE 9

rr

oF 114

b

[0098] Aol 40: FAe] 38 & 399 oA, X5 A E F HA A (bag] Gl ¢F 4 WA 10
ng/mL?l, oRlI Y F & o] ot ow FHEH= 9.

[0099] A< 41: A4 38 WA 40 F o= sltol 2dolA, X8 T 1A A (5ag &0 A7 A F£F9
oF 30%, °F 20%, = oF 10% UlQl, ohilast HEi= o]9] ot om S gu= 4.

[0100] F-Aod 42: FAd 24 WA 41 F o= slfel]l oA, ANCA 913 e X538 Fa=z 3t <7k
A ANCA A3+ d#do] -MPO ANCA A3 P Ql, opulayt e o]g] gty or & 8x= 4.

=
o] 7S FQ7 d= Az

[0101] A4 43: FAe] 24 WA 41 F o] o] QojA], ANCA 1 a4
o2 FHEgHE 4.

A ANCA 13k Fabglo] P-PR3 ANCA A3t F¥qdel, opwpsiyh mi= o] ofg}

LIS
(o3

[0102] FAIS) 44: FAle] 24 WA 43 F o= Shubel YojA, IEE| i Ro|E} FIhR Folsi, ojuta
B wE olg ogHoR HgHE 9.

[0103] FA o 45: FAd 449 YolA, FZEEIAHZo|Erl TP =10, oulmyt = o
85 9.

o
12

o
X
(o
fr

[0104] F-Ael 46: FAe] 24 WA 45 F o= &}itol] 2dojA], (D20 AAA T} F7IE FouE=, ojufzayt T
olo] kAo =R FEY = 4.

[0105] el 47: Al 4601 114, (D20 AAZF eEAHY, oppfaiat Hi= o]e] ofgheom 585

.

[0106] Aol 48: FA|ell 24 WA 47 F o= shrfol QlojA, AlolFRE AV ET} F7kR FoE=, ofnbal
T EE ol ofgtHor F8H= 4.

[0107] A< 49: C5aR A& HFQE d}i= QIFFellA] (5aR Aol AR&aF7] 4gh, ofulzst e o]o] ofdh
o 3 EH= dozA, ¥ BA A Bb, (3a B (5a®] o] (5aR AAl A7Fel A frojshAl DebA)A|
@, oppbEt Him o]9] ofshHoR FEH= .

[0108] FA|e] 50: Tl 49¢] QlolA, ofuay = ofdxow 385
o9 ofshHoR FEHE .

i)

iy

o] AT Fols, ohwimw

[0109] Al 51: Aol 49 Hi= 5000 AoiA, oF 30 mge] opvpsishe] Fof¥ =, ofufayt Hi= o]e] ofehH]
oz sgH= 4.

[0120] FAIel 52: A 49 WA 51 F o= shrtel glofA, ohuhamgte] U 23] Folsi:, ofubmy i
ole] ofatH o BgHE 4.

[0111] FAle) 53: FAl) 49 WA 52 F ofi= Shto] gloA, ohubmate] Holw 125 Feb Folsi, ojupa
B EE olg EHoR HEHE 9.

[0112] FAlel 541 Aol 49 W#] 53 F o= shupel] glojAf, o
30%, °F 20%, HE oF 10% WiQl, obula® iz o]9] ot om &= 4.
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[0121]
[0122]
[0123]

[0124]

[0125]

[0126]

[0127]

[0128]

[0129]

[0130]

[0131]
[0132]

[0133]

[0134]

[0135]
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V. AR
AR 1: ANCA S¥ FRIAANAAY B BA FFol BhF AN R YA, ohubzwe] fat
)

[0113] CLEAR A& (Jayne DRW, et al. JASN 2017;28:2756)2 679 9] AAV 3x}= 3714 QWS Hlwslgch. (1)
TP eYds A L8 60 mg, HolHHE); (2) ofvtE 30 mg €Y 23] + ALF TH=UL(20 mg, EHlo]
HGH): (3) opvbast 30 mg A 23] + T mYE §le. B, B AISREAGE B SANSE F

of RGTh. AR VKM 125903 4 IRk 125904

[0114] X8 & 71%4 2 6417, 84, 299 @ 852¢] CLEAR Ao Fojsh ANV 3xt2RE 84 MZS 4
shgith. 8, Ad 9 wEF wjgo] YA 20W e A%E RToRREY do ¥y AZ

[0115] EDTA AdL 43 AFT A& 9o wyetn 4 A%XS e 4TolA AR, 83 AL 3
Heol sz o & ELISAY ¢]3 BA Bb, CSa, Cba, sC3b-9 ¥ TR gl BAlo] o]Fold uwji7tx] -80C F5iL
o ByEYL).

[0116] =+ W HlolE FHoj= t-BlA~E(Paired t-test)7} ALEER e 2 W3 dHolHE AFEE + 7t v
o= Ado]ol= t-HAE (unpaired t-test)7} AFEE AT, o5 HwE $3)] P-#kS 4330

&}

[0117] A& A, C3a, Cba, sCob-9 B T mHAZH ] FF& AV Fxtellx] A== 10743 o] vl o
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ZaAad, 18.4[16.9-20.0] o} 13.1[11.4-15.6] pg/uL, p<0.001)(%= 4). A &%F IH=UEow A e
oAt A, Bb, C3a R C5ag] 52 8Y B 299 FolatAl A4S, Hel#H P} FAl 85U thA]l A
F3ATHE ba, = 6a, & 7a). o2 opulmde] FoE £3etE HA FFo JFS vAH] ZUHE
5b-c, % 6¢c, %= 7b-c). 499 XNBETY He H sC5b-9 F TRIFHE FRME J|EHoRRY A}
NAATH(E 8a-c H = 9a-c). AF} @ofo] F 1] AFHT}.
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opufsidE2 125 A& 7IZF Fot BA| 243 AbE FEed TS FA oL AVl A oS Al =
dEyES A BAl @Aske] dAHS sk do] It
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ohvbma Folal webqA Qgith, YEMow, FFamE s
% ojEx st Ble] v,
YRTS Ad A B AF F A5 A AWHLAY, G4 54 v

AR AT 09 Ul AqE A olalE Aolth, w@, Beo ATH 74 Fa FAL
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= N
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