43

WO 2019/009684 PCT/KR2018/007754

7478 1]

7478 2]
[ -3 3]

ot
4 4
o
)
B

—
o
U
O+
U
i

[7d 7 6]

2799

284 g HYER2 e Fe 9] 85 Fe ¥ 9] &35~
= X 2 Jaol vlal] A W 240 Tk, B4 ST,
Aol A, 47 BA T HEFEFZ A THA (beta-glucosidase),
&}z el & At} A (alpha-galactosidase), W EFZE EA| THA]
(beta-galactosidase), ©] 7% U thA]| (iduronidase), ©]F = U] o] & 2-d 3} €L A
(iduronate-2-sulfatase), 22} & 2~-6-A 9} E} 4| (Galactose-6-sulfatase), 2H4d

& b= F FA] A (acid alpha-glucosidase), 2+ Al 20| ThA] (acid
ceramidase), AHd 223 11| A 2] 1} A4 (acid sphingomyelinsase),

zZhe} & M| 2| B 2 A THA] (galactocerebrosidsase), ©F 2 A 3} E}A]
(arylsulfatase) A, B, W] E}-& &AW L T} A (beta-hexosaminidase) A, B,

&) 7} 1 -N-/d 3} E} A)| (heparin N-sulfatase), & 3}-D-v} = A] T} A
(alpha-D-mannosidase), W] E}-& FF 2 Y T} Al| (beta-glucuronidase),

N-o} Al & Z e EALRT-6-A 3} EFA| (N-acetylgalactosamine-6 sulfatase),

2] A F A 2] 344 (lysosomal acid lipase),

& I}h-N-o} A € -=F Z A Y A (alpha-N-acetyl-glucosaminidase),
=FZAH g B2 A A (glucocerebrosidase), - E] H 2 & of| 2~ E] 2} 4]
(butyrylcholinesterase), 7] E] Y- 4| (Chitinase), &5 E}H| o] &

] 7F 2 52 2} A (glutamate decarboxylase), ©] 7] &= F A 244 (imiglucerase),
2] gtol- A (lipase), 5-2] 7HA| (Uricase), & 2224 <12k

ol M & slo] = 2 e} A] (Platelet-Activating Factor Acetylhydrolase), 7 E &

ol S 31 E] U A (neutral endopeptidase), 2 7] A 2 3] & A T A]
(myeloperoxidase) & o] Fo 7 o2 HEH HMElE = a4 g3,
A1kl oM, d7] a4 A X5 gAY HeFEEd
Fc o] fieto]l= HARE g3 A, 54 g4,

A1kl oA, &7 &
F A o) FA o] X535}
Al1gtel hojA, 71 |
B Aol A Hoji s} o
7} addition), Al 7| (deletion), <~2) (modification) 2 ©] & 2] 23 o7

o] Fo) A= el A A el HE o] o AR, a4 G,
A58kel] JQoAM, A7 BG 2 EH Fe G922, A dH T 89| ofn| =4t
MEE =922 5/ Fe 999 20 A ofn|iilo] ZERIOR

2| gk Zuh 71 A opn] mqko] SR BRI 0 ' A A = 2W A
TEACR TIUA ofv kA4S FFEPTI O E X3y 319,

Aodell AolA, 7] AFFEER Fe A& AE L dho] dojiA]
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7 7% 8] A1l oA, 7] aih §FEWA S Fe ol §F A &2
A mohA mAol vl e kA o] FTbE AL, B A B Al i g
AdtH o] Zaro] 24 BE L7 Al 74 g3

%373 9] A1l oA, Z7] HA =2 E- Fe 992 (a) CH1 =4[], CH2
SRl CH3 =] H CH4 =<l (b) CHI =91 R CH2 =12, (o)
CH1 =191 2 CH3 &=H|2l; (d) CH2 =191 2 CH3 &=1|2); (e) CHI
w91, CH2 w91, CH3 5|9l F CH4 S=wQ] 5 170 5= 27) ©]/2]
SuRlF A EREY 314 @ =34 G Aok 23 H (D
T EHF A muda A BRG] o] FA R A
T O ZEE AEEE AR, a4 e,

& 10] A1l JojA, BV HISEZE Fe 492 (a) o] 33 238 FAT
T A= FA7F AAE AL, (b) A Feoll A N-deke] 3 ofu] ko]

AAE A, (¢) A3 Feol N-ebol] vl g 91 27]7F 3271E A, (d)
BAPA - 7F Al A B A == (e) ADCC(antibody dependent cell
mediated cytotoxicity) - 7F A A ¥ A Fell A A e g st o] g9
EAS 7b= Aol FA vkl A

AT 11 A1 WA 4103 5 ol @ Gl ol A, 47] BT 2B Fe o]
MgAsEe EHon o ie TN,

(373 12] A1 WA A10F T o= g gl Sloj A, 7] M a2 87 Fe g 9l
1gG, IgA, IgD, IgE B+= IgMoll A fefdl WS 28+ Fe @l 54
%%ﬂl—]ﬂ—lﬂﬂ?ﬂ

(378 13] A2l ojAl, 7] W Z 2859 Fe 9 9 o] IgG, IgA, 1gD, IgE,
IEMO 2 o] o] 7l ol A A EE) iz Wel 2 Bl A fo e o] g
7198 7 mrele] sfol B e =l A ghvhid.

73 14] A3l oA, 7] G 2R EY Fe 9 92 1gG4 Fe 4 921 A9,

A s o} 6L1:}HH;<1

=
=

7 15]  Al1agel oA, 7] BB 1gG4 Fe 49 9] T4 420l IgGl
A FAoR Xk ask ggan
@16l AN WA A0 5 o= ¢ A 4 FFHENA S FetehE PaF
_]

;%] A 3} (lysosomal storage disorder, LSD) 2] ol W} Hi= X] &8 oFg} 4
ZAE

7@ 171 Aledel oA, 471 elaF 4 Ak FagdAdas
(mucopolysaccharidosis, MPS), & 2] i 7 3 4 ¥ (Glycogen storage disease),
2230 31 2] A Z (sphingolipidosis), Y TF-3] =15 (Niemann-Pick disease),
v B 2y (Fabry s disease), 2L A ¥ (Gaucher disease), &1 ¥ 5%+ (Hunter
syndrome), 2 "} 2 & g}1| F-F " (Maroteaux-Lamy syndrome) & =
o] FoIxl ol A AEE = AR, el Ak H4 deho] o E= A5 &
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47 18] A6l AAA, 7] G4 o] FE2Y| 0| E2-H I EHA]
(Iduronate-2-sulfatase, IDS), H=+= o} /d 7} E} 4| B (Arylsulfatase B,

ARSB)O] 7—]?1 ‘/]/\z 7~Z éﬁ.'q eﬂlﬂ]— L= ]E,Q. 01:’3]—14 }_A‘j%
(78191 Al16dol AAA, 7] 2AAELE a4 giaFs F8A g 2FH S
FAATIE AR, BlAE FH4 23] gt = X 58 st 24 E.

(372200 AN WA A0F T o= F Fo] At FHENEE T8k
Y FEe QEH s,
@21 A20%e e EdUE s Féehs T .
(8221 A218e] TE AE 7 =l PR A,
873 23] () Al22%9] FAASA S wjFete] M FE & 55k 9 &
b)) MEFEZTEH 84 DU LL 3 5ot= A 6=, 54



