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BHEREL L ULEZ LT F =, BUNBIOYAZF o COH
EEHELEST D,
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3. HENRKITHRDENADREILHR « lEFITHOWT
(1) FAERACHERAER, KYBREART IR D AR E L TOHRE IR

<THEROIRRITHE (RO BRIRFIISE) | BRRE R, TR - iliEFHF o E
1 DREME 55 >

1) 2015 4 8 H 22 HEBUE, KEEVIEFKERM DO PubMed 7 — % X— X T,
Translarna ®—fi%4; lataluren] & 22— R4 [TPTC124) #M%E L. Ai#H T 100 {4,
#%HF 11942t v b L7z, Duchenne muscular dystrophy &#iF&bE 25 L& 30
HEREE L, 96, Tavz U XMHIA Mr 7 4 —IZB T 5K, I LU
PR L LT, FERERHEEICK T 2EARRBROWME % Tilc/r L7, Translarna ®
ERIRFER (X, ICH-GCP SR I L U T8 S v/,
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<YEHMZ I T B IR AR >
1) DMD & T DKk

1)

2)

Finkel RS, Flanigan KM, Wong B, Bonnemann C, Sampson J, Sweeney
HL, Reha A, Northcutt VJ, Elfring G, Barth J, Peltz SW. Phase 2a study
of ataluren-mediated dystrophin production in patients with nonsense
mutation Duchenne muscular dystrophy. PLoS One. 2013 Dec
11;8(12):e81302. doi: 10.1371/journal.pone.0081302.1V

[(#22] 5% LA o> DMD & % %4 & L7z ataluren O A& 5. % Ia
REBTH D,
H A —T TNV BRENERERBRTHY . 5 U LT R
BT 2 vz IRFA bu T 0 —BH 384 % 3O F— ML,
Z I Z 4 ataluren 4, 4, 8 mg/kg (1 H 3B]) &£ HO#&% 5 (N=6), ataluren 10,
10, 20 mg/kg (1 A 31[8) O #&E (N=20) KO ataluren 20, 20, 40 mg/kg

(1A 3ME) #AKksE (N=12) &L, 28 HI#E Lo, Milmmkze Ao
TREREOIEICEDEREVA N T 0 OB E —RFHEEE & LT,
R TLI%DOBENRAT oA FEMEA LT\, i, (REIT 3 R T%
X722 0o 723, m & 20, 20, 40 mg BEICBIT REE CTHEI D EHWEE NG TN
TR, FlRAEmWEMIZH T2, YA Ma 7 ¢ OFRBUTTRRATE ORR
aofeyea L, B TR E 23 E L7oAE R, 4, 4, 8 mg BET 2/6 (33%).
10, 10, 20 mg FET 8/20 (40%). 20, 20, 40 mg FE T 3/12 (25%) TIAEEZIC
R UM EFHLE N2 T2, YA MR T 0 VAT N U E E RN
L7IZfER. 61%DEETIY R br 7 4 URBLEOHEIMNAR O b7z, ataluren
10, 10, 20 mg/kg & T 20, 20, 40 mg/kg 24— F TiX, ME 7 L7 F 55
—¥ (CK) fER& 5% CHEIZI T L7, ataluren 10, 10, 20 mg/kg & Y
20, 20, 40 mg/kg = A— FTIE, BPRABR (mdx vV AET V) IZBITSHE
M PIREICE L., AEFROEELITEEITEETHY . HIEE,
HHERLEBICHEEOMBEET R P70, b I AN TEAEFRIIMER
WCBEET 2 A 0HE (76.3%) TH Y, sk, TR WEMH, EEAPRE, EW.
HLZEUHESIERS Z IR S D TH 72 (57.9%), FEIKHJICEHE T
BIRZ 2T AR RRE RO LN oT,

Bushby K, Finkel R, Wong B, Barohn R, Campbell C, Comi GP, Connolly
AM, Day JW, Flanigan KM, Goemans N, Jones KdJ, Mercuri E, Quinlivan
R, Renfroe JB, Russman B, Ryan MM, Tulinius M, Voit T, Moore SA, Lee
Sweeney H, Abresch RT, Coleman KL, Eagle M, Florence J, Gappmaier E,
Glanzman AM, Henricson E, Barth J, Elfring GL, Reha A, Spiegel RJ,
O'donnell MW, Peltz SW, Mcdonald CM; PTC124-GD-007-DMD STUDY

GROUP. Ataluren treatment of patients with nonsense mutation

15




dystrophinopathy. Muscle Nerve. 2014  Oct;50(4):477-87.  doi:
10.1002/mus.24332.9

(2] 5 Ll o DMD/BMD & A xf5 & L=, ataluren fZ 0 5 DH
ITb FHFBR TH %,
J#k : RCT (MEfEz, —HEMR, 77 BAXERER) Thy, Frievag
RICEDVA M T4 ) NRNF—BE (T a2z IMBILONy I —RfHY
A b7 =) ThmEL LD 6 31T T5m UL EFRER DR 174 4 %
kgl L, 1 H 3 [F ataluren #fRH0E5H L7, 56, 57 472 10, 10,
20mg/kg(40mg/kg/ H), 60 42 20, 20, 40mg/kg (80mg/kg/ A m &), 57
LN T T REE 48 MG SN, FHEMER X 48 EEICK TS 6%
M ITAMREB (6MWD) O&fk & LT,

R BRBEE 1AL DI B TI%N AT A FEMEMA L T\, EikEE o
B O P RALITI N T NORETH 8.0 Th - 7z, EEFEAM CTlL. atalurenlO,
10, 20 mg/kg L 77RO TENA LN, Thbb, 48 HHED 6 4
FIATAMBR T 31.3 m OENH LI, FERMED PAEIT 0.066 ThH -7z,
BeH A8 HZIZHB W TR—Z2 T A4 5 10%LL ED 6MWD O EA L %2 7D 7 &
FoE|A 1 ataluren 10, 10, 20 mg/kg B T 26%, 77 BRI T 44%TH V|
NP — REIE 0.52 (p=0.039) Th-o7-, BIKRFEAMIEAE (XA L RKT A )
Tt ataluren10, 10, 20 mg/kg & 77 VR TIIABEREN A LN, K
FETIH, Y7 7=k oA g L L, BB E O 6 AT O
AELORENRR SN, T EOFBIR, 350m UL FOBITRRITOEGE., 6
SRIBAT AR CHEZNHST W EHBH Lz, £72. 80 mg/kg/ H #
BORBRFITT78RERER)»>7T. FTIE, 80mgkg/H & M E&#E Tl
BEPEBWEEIZIVIRARTHY, MAREINMRWE RN &G 7.
DM FRERRAE NI RNZ = FZ T/ 7 ay RREHEL LT
72, ataluren I[IEEMIZEWEEENREO LIL, AFEFRICEDHILER
oo, ataluren & OREEGENEGESINRVWEELRAFEFEZLMEI AR
Molz, KBS OAEFERROEEE IIBRE IHEETH D | I BEAH
FHORBFAHEE L ataluren & 77 BRTRIETH - 7=,

i FE Rk A\ T O BRI

1) Hirawat S, Welch EM, Elfring GL, Northcutt VJ, Paushkin S, Hwang S,
Leonard EM, Almstead NG, Ju W, Peltz SW, Miller LL. Safety, tolerability,
and pharmacokinetics of PTC124, a nonaminoglycoside nonsense mutation
suppressor, following single- and multiple-dose administration to healthy
male and female adult volunteers. J Clin Pharmacol. 2007
Apr;47(4):430-44.12

[BEE] ek N 2 xf5 & L7 PTC124(ataluren) ® & I #H5005k

T RN 62 4 2RI 2 DD, ataluren OF I AHRABR 2 FE L 7=,
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il 7 A8

BANZAT - 7= H [ % 5368 T ataluren 3~200 mg/kg D HEZFHH L., &5
\Z ataluren 50 mg/kg % £ IT BRI G LB OIEYENEE %2 516 L 7= (4
— 7T VBRI EEERER SRR, EO®%RITo L RERGHRR TIX
ataluren 10~50 mg/kg # 1 H 2, 14 HIRO®EE L7 (A—7 27~
B &P 2 8 B 53R
FEE . Ataluren BB OR ORI O S  NR L, HEHKEG L LT 100
mg/kg £ TEEMENED b7z, Ataluren 150 mg/kg K& O 200 mg/kg TlLik
FEOHIR. O F N EOWHERER 2O, 50 mgkg, 1 H 2 [ F TOH&E
Wz o EHR G T, IEFHEME ERO 2 RO AW T AT
T ERRRLREO b, RIEMEZERMES 2 AW 7 ey T\ﬁ*
Brcid, EFEELEa Ryl — RAL—% 3BT 5% Ry EOME LR
Lo e, FEEIROERMERBET VCEEZE D, 2~10 pg/mL %
x5 PTC124 OIMEIRE F TLERICHZET HZ LN T, EYEREICE
ZXRb ol hole, KERGIZEOIHALNREREIILhoT, HRNLH)
DRBO IV, Y EGHZHDOBEERDKRE)N-o7, ataluren O JRHFHEMIL 2% A
i THo7-, ataluren DFEYEREIL 1- 2 /S— A MET VIS T2,

BT D IR

1) Kerem E, Hirawat S, Armoni S, Yaakov Y, Shoseyov D, Cohen M,

Nissim-Rafinia M, Blau H, Rivlin J, Aviram M, Elfring GL, Northcutt Vd,
Miller LL, Kerem B, Wilschanski M. Effectiveness of PTC124 treatment
of cystic fibrosis caused by nonsense mutations: a prospective phase II
trial. Lancet. 2008 Aug 30;372(9640):719-217.
doi:10.1016/S0140-6736(08)61168-X.13)

[(BE2] FEhartstiEiE (CF) O ANBRE X2 PTC124 O Ta AHFAER T
D,
F ¥k ¢ Cystic fibrosis transmembrane conductance regulator (CFTR : ATP
MR A A Ty 2N 0F) BInFICT o2 AEREZHFT DA CF
BEZ1II A V0HY 28 A, FF2 A 7 AGI L7z, 56 1 %4 7 L Tix
ataluren 16mg/H (3 [FI/3AR:4S 4, 4, 8 mg/kg) 14 HEIR O &S5 L, 14 AHH
DRI . H 2 %A 7 )L TiL ataluren 40mg/H (3 [[]43 Ak 10, 10, 20 mg/kg)
14 HEBE &G L, FRIC 14 BRI L 72 (=70 T LB R A B3
ERBR) . AR SRR LR EALE A WV CEMET % 3 HE T, CFTR
AN LT FEA A mEEOE ., BRICKISLTEBEZEOE, KOMHEHREA
FrmEEOIEFE L, 6% 14 HH &IR3E 14 H BIZFHE %217 - 72,
MR BLYVA 7 LTIZ 284D, FE2F A 7L TE2LABBM LT, HE
A A gk B OVEIT R G ETE THEIN L Z2EEIEH 1Y A 70 T-7.1mV

(p<0.0001), % 2 YA 7 /L T-3.7 mV (p=0.032) Tho7, HEICKIEL
oA (SRS LR BAL 22736 mV DL EZL LT-BEE) 3F 1V 47
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2)

3)

JLTIE 16/23 44 (p<0.0001)., %5 2 A 7 LTl 8/21 4 (p<0.0001) T -
Too WHEAA U ERNIEFALZBERILE 1 YA 27 0Tl 18/28 4
(p=0.0003), % 2% 4 7 LTIl 9/21 4 (p=0.02) TH-o7-, AEHFLIING
PHIEZ fE D2 WMEREDY 2 44, BEOPEREEN 4 4 THE S, 354 B
DEERFEFERIIWREI 2o T,

Sermet-Gaudelus I, Boeck KD, Casimir GdJ, Vermeulen F, Leal T, Mogenet
A, Roussel D, Fritsch J, Hanssens L, Hirawat S, Miller NL, Constantine S,
Reha A, Ajayi T, Elfring GL, Miller LL. Ataluren (PTC124) induces cystic
fibrosis transmembrane conductance regulator protein expression and
activity in children with nonsense mutation cystic fibrosis. Am J Respir
Crit Care Med. 2010 Nov 15;182(10):1262-72. doi:
10.1164/rcecm.201001-01370C. 19

[Bi22] CFo/NREZEZx G L L2E TR TH 5, Ataluren DO/~
DM, EyEiE, PR, CFTR OEA KT 29 R 4504 5.
FE:CFTR Bl I v A EREEFET 5 6~18 D CF &% 2 O
RpnE (RHE, &) T28 HMT Sl (14 A& 5. 14 B EIIKER)
21T 7=, KM &3 ataluren 3 [FI53IR (4, 4, 8 mg/kg). mH&EIT 3 B3R

(10,10, 20 mg/kg) & L, ELH0LRET 2003, EIEH(LL TRE L,

(BIEZLA—T T T m 2 F— " —HERERR),
R CFTR Bz Fic v AZRAZG L, CF O MBI 2 5 RIER & B
IR ER DT A A Ui E R Lz 30 4 (B 16 &, &R 14 4)
2N L7z, ataluren $E5IC2L V| 50%D EFE THRFEE B O EA A 2k
DI (B ZEDOE R E LT-5 mV UL EOWE) BBRD LI, 4T%DHE
Tyt (BN EOHIHMEL LT-5 mV #Bx 2AEM) Dbz, 9
FHOFT v AERO L 7T HCIHEEMKGDRD Hiv7-, ataluren 12 X
V. SR B OTERRED CFTR % /N7 238 BL4 2l OFIG BN A EICH
M7, AEFELLMIRT — & OB (MR OBEE XS < 2 T
MWWHBIETS 572, BELRLEELE ICHEE OMBEIZRA N> To, /MR
BWTH, ataluren OFEYERRITLAN & FERTH - 72,

Wilschanski M, Miller LL, Shoseyov D, Blau H, Rivlin J, Aviram M, Cohen
M, Armoni S, Yaakov Y, Pugatsch T, Cohen-Cymberknoh M, Miller NL,
Reha A, Northcutt VJ, Hirawat S, Donnelly K, Elfring GL, Ajayi T, Kerem
E. Chronic ataluren (PTC124) treatment of nonsense mutation cystic
fibrosis. Eur Respir J. 2011 Jul;38(1):59-69. doi:
10.1183/09031936.00120910., et al. Chronic ataluren (PTC124) treatment
of nonsense mutation cystic fibrosis. Eur Respir J. 2011 Jul;38(1):59-69.1%

[(BEZE] ZERaMEMRHEAE (CF) O NBE TR 5 ataluren (PTC124) D
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4)

ITb A3 B C . Ma A2 5] & i < BHIE 512 X 2 WTEE & 2t 2 3846 L 7=,
FE: CFTR #fn o vt AL RZ A L, Ha tHRBRICS I L2 A CF
B 194 (B 104, Ztt 94) I ataluren 4, 4, 8 mg/kg (12 A) XX
10, 10, 20 mg/kg (7 N) Z 12 BWH#& G Lz (=70 T W THRER)

R VTHWOHELRBEOHREELA L, EFEA I Ul EOZ{biTs
FT-5.4mv (p<0.001). HRICSUE L7 B (R EMEIE bR BN 7735 mV
P EZEE L7 BEE) RONamom (hstie L<T-5 mV 2@z 2HAERN) %
ROTZBEOERIL, T 61% (p<0.001) LT 56% (p=0.002) TH -
72. CFTR OMREITMRFEMICE L, TS EWIiEERE X OV CF BEE Lk o
WHEMEAPRD SNz, AFFROBEEIIE 2, KESIFRETHY |

I, M7 L7 F=rv D bR THoT-, AEFLORERL NEIEE L&
s E OMBEIX o7,

Kerem E, Konstan MW, De Boeck K, Accurso FJ, Sermet-Gaudelus I,
Wilschanski M, Elborn JS, Melotti P, Bronsveld I, Fajac I, Malfroot A,
Rosenbluth DB, Walker PA, McColley SA, Knoop C, Quattrucci S,
Rietschel E, Zeitlin PL, Barth J, Elfring GL, Welch EM, Branstrom A,
Spiegel RdJ, Peltz SW, Ajayi T, Rowe SM; Cystic Fibrosis Ataluren Study
Group. Ataluren for the treatment of nonsense-mutation cystic fibrosis: a
randomised, double-blind, placebo-controlled phase 3 trial. Lancet
Respir Med. 2014 Jul;2(7):539-47. doi: 10.1016/S2213-2600(14)70100-6.1¢
[(#22] 6Ll LD CFOBFE MR E LI2HE HIHRRTH 2
Fik 6wkl o) v A CF 4 238 44 % ataluren 3 [1143 il (10,
10, 20 mg/kg) AL, XIT7 7 v R~EIEAEIHT L, 48 B LG 21T
o (BAEZRT 7R _EEHRAR), FHEFMER X 1 HEOE )
SfitE & (FEV1) O TPHEEEICS T 23— 7 =08 kEE L, Bl
HE T MEEOE G & L,

fER  FEVL O PRIEEMHICK T 58— 8 v 7 — U OBARIC A /e BER 2213
WD Lo 72 (ataluren -2.5% vs 77 &R -5.5%; p=0.1235), Mg
DOEIE BIGHERE L D= o 7= (F 0.77(95% CI 0.57, 1.05), p=0.0992) ,
LoxL, ¥ 7 70— post-hoc AT DFER, b7 T~ A ¥ W AFEDIEE
MBI TiX FEVL O FRBEEEICS T 23—k 07 — PO EICH B R R E
i 7= (ataluren -0.7% vs placebo -6.4%; p=0.0082), F7-. AifgHE
ataluren I6EHET 40% D o To, BRMET v 7 7 4 V1, BHEBEE (7
L7 F = E5) ORBEN ataluren B (15%) TF 7B REE (1%AR5H) &
DEmnroleZ L E2BRWTIE, B THRETH -7, ZOBREFEIBEFEEOH
LDHEIEMEMBECEE ChHo72n, Amac BN TAFTFELLORETITHRE S
niginoi,
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< HARIZE T B R % >
1) 2L

WICH-GCP #EHLO EE R ABRICHS>W\WTIE, FOSR#HT A L&,

(2) Peer-reviewed journal D#aGn, A & « 7 U v REORERW

1)

Haas M, Vlcek V, Balabanov P, Salmonson T, Bakchine S, Markey G, Weise
M, Schlosser-Weber G, Brohmann H, Yerro CP, Mendizabal MR,
Stoyanova-Beninska V, Hillege HL. European Medicines Agency review of
ataluren for the treatment of ambulant patients aged 5 years and older
with Duchenne muscular dystrophy resulting from a nonsense mutation in
the dystrophin gene. Neuromuscul Disord. 2015 Jan;25(1):5-13. doi:
10.1016/;.nmd.2014.11.011.19

(] P2 ho 7 VBIETFF B AERICED, 5 bl EoBIT A HE
BT 2y RBFHYA Fu T 4 —BEIIHT S ataluren BRI EE 9 5 B
EIMTIZEDFEERNTH D,
PTC Therapeutics Ltd.iZ 5 Ll LD F oo REBERM T o4 o= 0 XA
A hmr 7 4 —OIFEHEKE LT ataluren OO IPRTBAGED HFEEIT - 1=,
ataluren DOFFKPINE T 0 v NI, b L EOF B AERMT o0 o= v
XBFFTA dr 7 4 —BEExGE L2E 1Ib MHEERL —EERT 7 AR
R BR O AR IZ S W TR &7z, ataluren 1T G &IZR L, v —7
WoOFEHMEZRL, mHAE 80mgkg/ HEGDODHREZEILZT TR EKRERL,
40mg/kg/ A% 5T, FEFHHE B B W T T 78R L OFEENRD BiLl,
INOORRERE X, MMNEERTOEEMLEES (CHMP) O%AE T,
ataluren O NMET — Z I TEEEMEZ R OO, BRAHMEITZHVHED &
ZADIL, TV Ay NER=—XOEWHDPEFR THDHT 2 v = o XRfHY
AZPBRT7 4 —ICBWTHKNEREZAT 5 &Sz, £/, ataluren ®
LR a 7 7 A d, IIERE. BES, LEREN ONEENT &
BRHDLLOD, BELLTT IR ERBRETH D EHBT SNz, BINE
ETIE, BERNRS BIEMET, T Ay NEE=—XDOEWERIZRT S
B E, BEDPBRYICHERICTE 572012, REFERMEIXBRE A CTIEEW R,
TFRHHNTH D Z b, S EIRIEAR & L, #R. ataluren |EBK
MT 5 MU EOBITHEER T VB AL R T 2 v 2 VXBFH A b e T g
—EBEICKR U CRMAT S RPBAREZZ T TR Y BITES I MR AER R £
HTH LD b FHTHITHEBIK TR O BEICL Y ANMERRDOLNT &
o, IMTHRBRCTIEHEIVERZHONCT 720, BHITHEENMETLTEL
BE (Tl b, 27 A FMEAY, 6 AT AR T 150m L A6
ERRITATV . 2015 FFERE TICHMNESR G TICHE SN D TETH D,

(3) #HFEFZF~OEERRI L L TORHERI
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<A BT B HEELE >
1) 2L

< HARIZBI 5 #HFB E%E >
1) 7oL

(4) & VFBMEOBEY A KT 4 v ~ORMIRG

<N BTDHTA RTA 5>
1) 7oL

<HRKIZBIFAHA RTA >
1) 2L

(5) BHENEIZHR D AR CTORRRAERRRE LK OEBRMEHFERE (EFE (1) B
M) TN

1) 2L

(6) B (1) 226 (5) ZEEATBEADZYPEIZHONT

< HERHE « HRIZONT>

1) Ataluren OIEFHRIL, VA7 40 VEBESFOTFTUCBEVAERIZLD
mRNA ORI a R 2 VR —AIZBW T — RAL—F5ZLI1CLV,
VA Ir7 4 mRNAORREZRHRTHZ L THD, EoT, FriErA%E
RUNOERNFROT 2> = XMFFI A b7 ¢4 —BFITHT D ERKDD
RITHFFTE R, ZOH, BEE - DRIT, VA b7 VBEFOTE
VABRANFEROTFT 2 2 XA a7 4—] LTHZERNRYTH D,

2) BN THERGR E T ataluren OIS EF L, 5kl L THITRIRER BFIZ D A
W&o TWD, TAVUEEKINICI 1T 5 ataluren DOEKGRORYL & 72 > 72 IR
REROEHFEMEEN 6 7HBHITTHY, BITAREE RoTZBRFICXT S
ataluren O FZNEDNFEM I LTV RWNE TH 5D, [RAERIZ, 5 kAR O EBH ~
DA DONT S, 5% Z OF v D B ~O IR ORISR TN S 5 F
TIXZEDOHEIEIZ OV TIIERTREITH D, > T, BITREHLUKEO EBHE
R 2GS MRS FER S 415 F Tl @0 15 L LA T rIRe /R IR )
ETDHIENRETH D,

3) TavzUuXMEPHTA e T 4 —OBBEIEICHOK & A TITEWZRY, F
. VA Ma T 4 UBIETFOFT e ABROBMIL., AMOBI A +r T g
—JEDO LY ARNY —Thb Remudy IZIKFHT HZ LIZL > TRRBIAIRETH D |
BRI OIS BE OBWHIIE B O RK S ICAIRETH D,

4) BEETEH T VBV RAERICEIDZ2T2v 2 XBHBFIA IR T 4 —DETD
BEICHEICTRE LRI TWDERN, EFL1) 2) 226, g - R, ©
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(2 e 74 v BEFOT B AEERNFEROT 2 = XBHI A ha 7
4—] THY, »>o@ 5L L THRITRHEREE ] L35 LN YTHD,

<HEHLEME - AEICSOVWT>

1)

2)

3)

MRINTIE 5l Lo/ N2 ETRRFIC LT, 1 HFERGEE L THRE 1 kg b
720 40mg ® 1 H 3EFEOHE (5] 10 mg/kg., B 10 mg/kg, ¥ 20 mg/kg)
DR - HERET I TS,

RN TIT T2 5 TIb FHE(E 2k “EHER Y 7 B AR EBR OB R TIX, BE
BRI N A I —TER L, 1 HES80 mgkg DE&ESHTIE, 77 v
REFIMECENRLS L LAT TR I AR TEBENS - 7= 910,
EFL1) 2) o, 1 HERGEELELTHKELIkgH7ZY 40 mg D 1 H 3FEKEND
5 (3] 10 mg/kg, B 10 mg/kg, % 20 mg/kg) NZY4eHik - HELED
s,

< BRI E S IF Il HnWT >

1)

2)

3)

4)

Talo U XBHYA N T = TEMICERREEND L EE RV EER
ThbH, TOHF T, ataluren DG ERDH A a7 4 VBB AR
BICEDT 2v =20 XBFHFE A a7 40 —BF L, AFOET 2> = X
VAR T 4 —BED14~19%% 5D DH T ERHE SN TR Y s EE T
72 7R,

Ataluren [T B AL RIC XD RAKEa RO — R2ALV—EHEZ L b,
INGDF B AERMT 20 2 U XFFEY A b a7 0 — Tk L CIREN
M Cc& 5, WINCEITD, b ETHRITARER T v B UV AL BT 2 v =
VIR A T 4 —BE B GE L b MEEALL _EHER T TR
KT PRERBR O A TlE, 40mg/kg/ H ¢ 5-C, FEFEEE B GEEFEREREM) (28
WTTT7EREDFEEVPBDON., BT 07 7 A NVTT TR L RRBRE
Toholo, /- ataluren 1. MOETEAEMELE L, MERB~DEH KRR %
G, INETEERZBMEAEIRD LN TRV, ThDLOMEZEE 2, K
N E T IZ R SR AREE LTS, L kXY, ataluren D FNET —
I RHEFMENRFET 2000, BRI AHAEEH L EEZEZBND,

BAE, A TTF a2y 2 XMHFE A ba 7 4 — TR & D MeE—DIERKNT AT
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