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s 20194378 20205 3R M -

A B HifALL BT

(B-A)/A (Cna)
7 i = 23,160 24,781 7.0% 26,400
5 t B M@ 6,567 7,901 20.3% 7,300
s t @ B & 16,592 16,880 1.7% 19,100
B — R EEH 7,270 7,638 5.1% 7,630
G 4,354 5,997 37.7% 6,330
I O 4,967 3,244 A 34.7% 5,140
2 B A & 5,068 3,293 A 35.0% 5,150
5% W "H A 3,715 2,678 A 27.9% 4,080
#o0% r R @ W 28.4% 31.9% + 3.5% 27.7%
f WOE MR HE K 18.8% 24.2% + 5.4% 24.0%
= 2 o2 OB &% = 21.4% 13.1% A 8.3% 19.5%

[c5%E]

o 5,270 6,521 23.7% 6,921
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NJCR 55 FEMWER (GEfS)
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20194384 20204E3A 1
mH A WAL B 1B (,';'{f)t}‘,\
J09>1/9hK® 11,978 51.7% 12,650 51.0% 5.6%
TRIFOFLIT
BSlJCR | 4,511 19.5% 4,097 16.5% A 9.2%
INARIFY FIT7 - - -
BS#IJCR.J R S
LAt ®HSFE 2,041 8.8% 3,126 12.6% 53.2%
FHENLSH—C =%
BSe I ICR 74 0.3% 317 1.3% 327.4%
K BH X ® R 690 3.0% 1,041 4.2% 50.8%
2B £ I A 3,560 15.4% 2,050 8.3% A\ 42.4%
< ) ity 303 1.3% 84 0.3% /A 72.0%
58 £ & & &t 23,160 100.0% 24,781 100.0% 7.0%
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NJCR BiBERRE

(s : ET5F)
20194 20204 — 20194 20204 —
3% 3A% e 3A% 3A% I,
— FEHAE AR
T 313 | RBEM | 868410434 ., . O
mm#E 27,368 | 28,342 | 7HE el
BAGEZS 1
raar | BERE | 2,957 4,761 VAT
fafEast | 11,642 | 15,195 +3,553
- BICEE &R
EE&E | 15147 | 19,433 LTI — —
T as 30,874 | 32,579 +1,689
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miEma | 1,517 5,296 HEeAr! 711%| 66.6%
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A B B-A
Bio ST 4,928 3,422| A 1,506
AT 1,343 1,434 91
mLEE| A 1,732 857 2,589
B A 157 258 415
ot A476| A 1,045 A 569
T e 3,905 4,927 1,022
i 1,256 668 A 648
S A898| A 4,838 A 3,943
Zoofts A 117 8 125
SBPHEDIC & BCF 240| A 4161| A 4401
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RS- Bk A 807 A 973 A 166
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bl =] :27,2008%5M (AifAkt + 9.8%)
HEFS : 6,000875M (Fifitt +84.9%)

EEFS : 6,000875M (FiftE +82.2%)
BRUBKECRETS

SifAMuFIZ @ 4,80087M (ALt +79.2%)
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TESICOEXLTCE, AUy 7 b, BHEEMEBEEES SO T7 ALY X —ER—Z BS (ZDW
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B ET,
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o 202043547 | 202143 8M(F) 1R TR
A B B-A (B-A)/A
7 I &| 24,781 27,200 2,418 9.8%
B Ot R M@ 7,901 6,800 A 1,101 A 13.9%
% Lt # A | 16,880 20,400 3,519 20.9%
B — R EE 7,638 8,000 361 4.7%
WOR B R A 5,997 6,400 402 6.7%
O T 3,244 6,000 2,755 84.9%
® B A @ 3,293 6,000 2,706 82.2%
el Ml e 2,678 4,800 2,121 79.2%
SENE N 31.9% 25.0% | A 6.9%
HEELERE. 24.2% 23.5%| A 0.7%
TR EE. 13.1% 22.1% 9.0%
(Texs)
e 6,521 7,600 1,078 16.5%
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202043558 20214381 () i

mB e

A WAL B R (B-A)
g 092149 Ko 12,650 51.0% 13,270 48.8% 620
B % &8 mE K & 5,509 22.2% 6,540 24.0% 1,031
1811%515; (Jyé" g i 4,097 16.5% 3,350 12.3% A 747
";“’S" ?;Ir}f Z"'Rj i 1,412 5.7% 3,190 11.7% 1,778
T LAt ) ®HSFE 3,126 12.6% 2,110 7.8% A 1,016

THILSH - R—4

4k By 37|  1.3%| 1,060  3.9% 743
2Z H £ I A 2,050 8.3% 4,220 15.5% 2,170
o )} 1t 1,125 4.6% 0 0.0% A 1,125
55«5 L+t B & &t 24,781 100.0% 27,200 100.0% 2,419

Copyright © 2020 JCR Pharmaceuticals Co., Ltd. All rights reserved.

w&%IC, 2021 £ 3 AT EEFRONRICOVWTIEVWLTLEET, 4 =TV 72 TEL/ZE0,

JO0YY s b, BUHEMEER, 7HLYZ—tER—4% BSIZHNZ. ZHESINALEBINE BIAA
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DMWDOITICHEZE LTI EMHREDORD EA->THEY FTH, NIFEIFERL EIFE LKA
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RES EDE EEEEET # | AR | mE
<7 Wy ] [0 PIWES
JR-141 L‘(?é’ E’rﬁ;l&%;) 3-Brain Cargo® £
s BRMICRA
JR-162 S J-Brain Cargo® %/
LI EREIR BEMICEE
JR-171 (\—=5—ERBE. \—5—-3v 0]z J-Brain Cargo® £/
A TRHREY. v A LAE(REY) J-MIG System® £/
JR-441 LB HEREITIAR BEMICRA
(B> D1UyRAERBEARY) J-Brain Cargo® #%f
LIZHEEVIIEY B TRMTCRE
JR-443 NEW | o2 J-Brain Cargo® 1%
LIZHEAEITIBAY BRMICRA
IR-446 NEW | “ (o5 0 irtmeram) P J-Brain Cargo® 32/
SHOXREAEICHIIS HO9S 1 he EISIEA
JR-401X B ER B pRsE 3HHEIER :
JR-041 NG ESpRs5 1/ 24055 HINBR(HR)CGH
INBRRINIVES S A E M = J-MIG System® R
JR-031EB RN e
JR-031HIE R et ates ol Babkonl/ 24HER Tl ek TN
T : A () RIS
Thaey BRI BEFRSE1/ 24RiER (R
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VIE (¥Ob—-33Z—fEIREF) VIIE (RSAAEIRES)

IXE (E7)O=5—CRIBIE)
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— BERDMRESERIBE | H7TTS DRIV
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s S N IR AKBAFTiEREY B FHEIRAA XOVE.-2-2T79—€

— B (\-S5—EREE fh)
I8 (J\>9—EIREE)
. AISAEREIIR LBISRIE = AR (9T UyREIRRAR)
HEE | O\ ke e
: BE! (4> AEIRELBEY)
VIR (R54ERED)

FBEH* | #9250 (B%) . 97,8008 (WW)
migHRE* 2 | $976/8F (20194/H4) . 9870182 (20194/WW)

LIS HER AR TOERES 3823 (Iduronate-2-sulfatase) MRIBICEDFEAET S
EEME | X LEAEHESHETRIERS. RIAVEIRD G220, REMEEENRIEEINT
AV

*1 BEY  BEFBEVARSOAMIBERETICICRTEL *2 MHHE | BEREROTVSRHOAMBROM. Evaluate Pharma, IQVIAZSIA
BEF DiaR(S MBIz BB E g
PR AEIR (CRIR D L)
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NJCR IR-141 FAFEER
b SN N [(MRANBAFTEER B FHERXA X0VEE-2-2II75 -t
PIREtEL 4R
@ B%

« BRIRE51/21HEHER
. BRIREE3MEENER

l' W) oo-rn 1

)

- FREREE24RER

RISHRFTAGRERER . ERpRE3AEEER RiSARFTAED RS
RUEARFTHGRERER
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JR-141 ORFIIBLICEB Z L <CEY £9, SE. HROEIBHABRITT WL E L, 7.
TIVNMIEWTH, AERAEZRNIZ2E 2HEEABRNMKRT LBV XY, ThodT—%2%d b
FLT, AFRICHERFTAROBFZITVET, WITLELT. Z7A—/NIULTIEKE, I—AY
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NJCR IR-141 FAFER
b SN N [(MRANBAFTEER B FHERXA X0VEE-2-2II75 -t

| @ EESHRESIERER OR-141-301) : MERIEE

4 8RS JR-14 LESHAR (52iBR3)
1TIVANT7—E &5
oo Wy 2.0 mg/kg/38
FEMMIEE BEBERPANGURESEE (CSFRHSERE)
- FHESHEM (GRAIMEEE. BISITEN)

MR UBRFPHS/TIVRAVEREE (DS)

BRI IEE 3T A N AT
«  6DMESHITAHER
- FAERPIEhE

B ANIRERE LR 28 A
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ZZh o, BAD IR-141 OFEKABROBERICOVWTIHBZRL LIF£T,

CORBICELELTE. AFaLANT 7 —EOREESNT NG, EHELEOHHIY

D—ZXINTHYET, 20, JR-141 %203V ZL/x07 7 LBORETH BEERS %
WL L7

FTEHMER X, MEERTOANRT VHBEETCIIWET, BIRFHMMEE & L L Tld, #F&E
AR S NCEBMERICOWTHEHIEATWE Lz, ZOBRERICEEL £ L Tlx, 19 lBEX DIEFE D
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XIS IR-141 BAFEEY
s S SN MR AMBAFTEREY B FHEIRAAA XOVE.-2-2IT79—€

) ‘Iill*]ﬁﬁﬁﬁ%tﬁ%itﬁﬁ OR-141-301) : HEREE (52i8)

<ERERP OEEIRE DERAR >

(ng/imL)
10000 -
Mean+SD
9000 4 & HS
s <:DS

8000 -
7000 1
6000 - 4
5000 -

4000

3000

2000

1000 4 }\L T

I I

04

2 TOHERE THERIRPOEBEESIRE N
S>FEIMRIEE (HSEE) 0BERNE (-61.3%+12.1%. p<0.001)
52:8#%nN1T : 2124+882.6 ng/mL

Copyright © 2020 JCR Pharmaceuticals Co., Ltd. All rights reserved.
IH oI, MERRFOEEREORFNASZRLTHY £7,

fmr LB LET L, TRTMBEBRESIENT SN TEE L, LD I T7E2R TV
EVATEIINE D, AT UoH LTz — FDOREEIR, HE5RABFTIZ6,0000A< ZIVWELE
AL 2558, 52 BICATE L TRALE LT, 2 TCOEBRE CHEBRTOEBERED R HNRD
ObNE L7, 52 B®BOFGIE, 2,124 &Y £ L1zo AT UVRBRITLIZHBEICEZEL T, F
WK & DEEA L CHONTNAEINS FT—h—TITdNET, ERIChbMUbhOT—4T
H, EEEOBEIATIE. R=XTAVDANRT UYL T - FOBEEPRERICERTEWE
WH ZermonTtesl £,

UELY, COMBWRPOEZREDRD & WS DE, PIRHRER~NOMRERIEELRT —
RTHDHEEZTEY T,
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D e e )
XIS IR-141 BAFEEY

IR-141 PR iR (s Ry S,
) \lilmﬁsﬁazstﬁ%m (JR-141-301) : MBRMEE (52i8)
<t KX FESE : 52888 E0FEFEHOE(L>

Clasmﬁc;tlontof Disease Number of Sope
phenotype subjects
Attenuated 8 0.9543 Attenuated : EHIERRS
o Severe : BERES
Severe: In.1t1al phase - 0.6705 Initial phase : 3iEAmHNDORIENSHNO |
Severe: Middle phase 11 -0.0802 Middle phase : 8% T S (dFiE IS4 2010
Severe: Late phase 5 -0.0904 Late phase : 8iiaX(IFEIEEN 20545
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