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2mg 8.50 (14.1%) [332 (12.8%) |4.00 (3.00- |40.5
4.50) (13.7%)

6mg 28.6 (16.7%) 1,080 (17.3%) |4.25 (2.00- 46.1
5.00) (18.0%)

12mg 54.6 (17.6%) [2,180 (17.5%) |4.00 (3.00- 45.6
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4.00) (17.9%)
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(ng/mL) (ng * h/mL)
FZ24vmy 7 26.3 (23.3) [24] 925 (22.5) [24]
Hel 26.9 (22.4) [24] 964 (24.5) [24]
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TR D R — R F 4 v K O BIEZERF O MH SMN & HIREE
(huefiE (EEPE)) 1%, 2.93 (0.423-5.8) K 185.37 (0.761-
9.39) ng/mLTH Y, RMBERICETER—ZRF74vHhbD
Ze{bR (rhoefii (EPH)) 13, 2.01 (0.9-4.06) IR KX UM
FIL B 2 B« 2 A B 255 BAF o 118 K O IR B
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BEMKICE T2 =254 v boZ R (hiviE (#HEH))
1%, 1.98 (0.359-4.25) @OEETHEICL Y RESTFHIE NS
BREVEMEMVE B B IR T & 2 s s
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A URTCERRAER % 2D 724482 5 HLAL77» AT o 1 BU5HE
HRZEHERZ A (5 b AARALG], SMNZEET O 2 v —%
Fafl2za v —, EHRHMAEIZ4.1~10.6kg) ZXfRIC, Ek2»
AL 37 ARi#1320.04mg/kg, 2E#3 7 AL 57 ARiIZ
0.08mg/kg, “E1%5 7 H LA F130.2mg/kg™ 1 % 1 H 1% 114 5.2
CX VB L, EEERARTRERER S RERT 5 L,
FHREORYBIET — 2 MR L 72 1 T0.2mg/kg (2RI
X 130.25mg/kg (2i%LA L) F CHEREO G RIMER P REM %
L7 GhfeBETEEO, HENRBEETFEO@SH) @ -
P2z W, FHEFHMEIEE CTH %12 % H ik DBayley Scales of
Infant and Toddler Development-Third Edition (BSID-III) o
HAGEE) R 7 — I FHED L2 7 LM Z SR BRI cE 2
BHEOEIG GERGIEY TG, 90%EHEXME) &
29.3% (12/4145], 17.8~43.1%) TH Y, FHANCHE L 725%
DI e I H I Bl 5 72 (P<0.0001, A7
JKHEFAI0.05, exact binomial test), EIXAEHHIEE CH 3 E
WATHRAE R 22 FICERE L Qo BE oElG GERBIEY
SEAMfI%L, 90%SIEIX ) 1385.4% (35/414, 73.4~92.2%)
THY, FHOICHUE L B (42%) M EE o7 ©
— P20 EIFRFBEE (REEREE 127 A0S % 58
T LW i, 417l (17.1%), E7REER L, (H#2
Bl (4.9%), BLIREZREZ26] (4.9%), BEZ 2]
(4.9%) OEFRMFESS I /MAHRER (118 K% O TR ARl 2
fffifE, SUNFISHFRER) : FHEREZ B L L7z S— F 1 & MFE
FHIE L7z — F2TREK S L% 77 2 RATIR L fE i dL A &
BRI TH 2, S—FlicknT, BEENMESECHE
IEHEO LR T 2 X O R BHOEMBIET — 2 2R L 72 b
TA—F20HEDIE I Nz, ~— F2TE, BEREREZED
% 2 LA B 255% AR o 11 8 e O TN AR Bt 1 24 He & 180451
(5 b HARAL], SMNZEET O 2 e —#i323 v — 2344,
3a v =157, 42 v—2318%1, REAA1H) ExGic, AH)
X377 R (RE20kgAi#130.25mg/kg, 20kglA L 135mg X



7T R) RIHIERFE & bR OB 5RO AR O
REMZHIIL @ —F2icknT, FEIHMAEACTH 2
12 » A% ®Motor Function Measure (MFM) 32I6H D&t *
AT IEDLR=2 T4 vh bR (95%EHEXM)
1, AFIHEE (12041) T131.36 (0.61~2.11), 7R (60
) ©-0.19 (-1.22~0.84) THH, AFFETIZ 77 FEEL L
L, AR E R EBREOUE R AN (P=
0.0156, HE/K#En{H0.05, Mixed Model Repeated Measures
(MMRM) f##H7) ®-5— F 2012 % B #% o 8I/E R FEAEE
iE, AFIEEL2060 166 (13.3%), 77 & KEE6OHI M
(10.0%) ., AFIFEO ERBIMEMIZ, E5ERG26] (1.7%),
FEJ20 (1.7%), 26 (1.7%), FUERNEET 26
(1.7%) OigHeE TR GERFREIC X ) FIEX T &
N2 BB T, RAINBOWFISHERER) © % fii 2k [F 37
FEEMARTH 5, [FHHFE CPE T B R BBl A E
EBWIENZERE R L T ndgelE T Wik S R4
#l6~41H) oHEANEE 2661 (SMNZ2EET D a v —51i2
a2 — 238, 3z v —2313%, 4= v —LLEA5H) RRRIC,
4451130.04mg/kg, 2{511%0.08mg/kg TR L 0.2mg/kgic B,
206112911 2> 5 0.2mg/kg ™0 % 1 H 1[I O 8 5 215 o A 31 I
OB L 72 Gt E0, FETREEEEO®
ZM8) @TFEFHIEHE TH 2 TR REN (561,
SMNZELF D 2 v =232 (BEH O SMNZELFHEMAZ R TH
5c.859G>C%RS) THY, =2 T4 vOEAHIEEIEN
JRIEAS1.5mVEL o BEEM) i<k 5125 A% DBSID-I D
MAEB R 7 — VDK 2 LM Z5MUL ERFTE 3
BHEOEIG GERGIEY TG, 90%EHEXME) &

80.0% (4/5(1, 34.3~99.0%) TH Y, FEHNIHE L 725%D
SRR Gl I I 5 72 (P<0.0001, A K
#EF-10.05, exact binomial test), 426%icE T 5124 HiZD
RIR 7 —nic o K2 7 UCHAL 230 UL LR ¢ & 2 3
DEE GEREIE/ FEMEIE, 90%SHEXE) 1280.8% (21/26
Bil, 63.7~92.1%, SMNZEET D= v —2: 7/8fl, 3=av
—:9/130, 42 v =it :5/561) THY, &FIH125 HEFE
CTREYIATIRERZZ 5 IcAERF L v (BIREHEIEH)
ORIFRAIMAE (REBREES12, AMOERES%25ET LT
Wi X, 2661741 (26.9%), BIEFAIZT b v —ERME%1
il (3.8%), #WZE1H (3.8%), KEEELH (3.8%), MM
FRiIEIH (3.8%), MEMEREZELF (3.8%), THILH
(3.8%), ARG 16] (3.8%), 79=vT7 I/ IV R7
= I —EEMIF (3.8%), TANSEVET I /) IV A7
7 — RN (3.8%). 1 : B2 AL 2R &
B R, 0.2mg/kg% 1H 1RIAKREORSE., *2: BAER
FoBREOLAREAKIC, ThlifoBFoLHEIIREL L
blcE5 T3k s, X3 JEEREME R O A R
WS EFHAUC) 541, ¢ & LT2,000ng - h/mLE & iz,
HA SRR R O | RIS R © H AR
DEBOWIT I HD E FeE, O 1 2L L oKER I - Al

1%, KE20kgH i T130.25mg/kg, AE20kgll | Tlx5mg# 1H
TE AR O L, X0 2 A Ao &RME - IR,

0.15mg/kg% 1 H1 M &HZ S [FEWMEIE] @FFHET
KFE SMN2 mRNADEIR R 75 4 o v 7 % B BAICEA L
THEBEESMNE A DA R AN ¢ 5 @SMN2A 77 4 &
v PMERIER @in vitrolc 351>C, SMA 1Y B3 fh sk fi e 5
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