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BIEFSNDESH 5 EIEFEMAEHEEF L. EHMHER
ECET 2+ MERVCRREE I 2EMDS. KROD
BRABRRERVCEESEREOAE 2 T4ICERBLEL
T. BHEMHEREDEBEICRIEHIE - - EEERE
ICHEWVT, REDPEY EHET SN BEFICOVDTOHE
5432¢&,

2. % -
2.1 FHEHEL
2.2 R DI LB BUE DRI D & % B8

3. R, B, B9, PEXXIIKE

3.1 K9
Kid, 1854 70 (5.5mLX138.3mL) HIZ TReks = &
HY 5o

o

3

=%
% N1 7V N1 7V
5.5mLrr 8.3mLH®
7T/ WAE T A v A9
DOH T REETHL b 1.1x10%vg 1.7x10%vg
TG | SMNS v A | (vg: Nv ¥ — | (vg: Ry ¥ —
3 %IRRT VL AR AL 7 R) 7 R)
27T/ BfE A VA
fox%E—)1 13.3mg 20.1mg
[ A/ SVAVIN 1.1mg 1.7mg
Wik by A 64.4mg 97 .1mg
BIRGr | R %225 L >
(160) RY A F 7oL 0.28mg 0.42mg
Ly (30) ZYVa—)u

Kb OBETHETIE, b MeEE Mg b 23, v 2k
fRIME, & PEEHSE N 9 v 27 ) > (BRI - KEL R
M58 BRILK OSFRERIM) . 7 % Bl v) 7o v, vy
FLEk A2 B, v vmEEHH LT 5,
) RS R0 A ERE L. 13N 7V 55.5mL I8 3mL % 14+
THIELEEFMETL0ICBETIHIN TV S,

3.2 Mk
[EZIN BRI~ B OTE I ST 372 1S L 72l
pH 7.7~8.3
2 390~430mOsm/kg (f#3fif%)

4. %hEE. RHRISMEEE
BB ERE
272U, HAAVITIE A IEIEDBEICIR S

5. ®hBE. RHERISMHEEICEET 23 E

5.1 SMNIBET- O 7 L VD R XIZEBAFER SN H
E AT 25 R AN

5.2 2RO BE G THT &,

5.3 BAEAEST L7288 Ok 22 N TR ASE A S iz i
F) B BERER LRSI L T Ehb,
INSDOBEIHGTAGEIE, VAZEREAT 4y N E
THEETLH L,

5.4 AR S N7 RSV W R S8 UL R RRR & IV 7oA
LD PAAVIPUAD SN TH 5 Z & DSHEFR S N B 123 -
T52 & B, KRS IARIE I S S R e A
BT AEHRICOWTIE, WTOY 2794 25 AFlEE
Ths:

R R

https://www .pmda.go.jp/review-services/drug-reviews/
review-information/cd/0001 . html

6. AERUVCAEXIIERAX
W, RE2 6kghll EoBE (25 A0) 121, 1.1 x 104
75— 7 L (vg) /kg&6053 71 THEHIR AN B 59
bo KMOFHGIEL RN &,
KO G TRUR ISR EICEDO S/ T %,

BEOHE (k) #5-w (mL) ®
2.6-3.0 16.5
3.1-3.5 19.3
3.6-4.0 22.0
4.1-4.5 24.8
4.6-5.0 27.5
5.1-5.5 30.3
5.6-6.0 33.0
6.1-6.5 35.8
6.6-7.0 38.5
7.1-7.5 41.3
7.6-8.0 44.0
8.1-8.5 46.8
8.6-9.0 49.5
9.1-9.5 52.3
9.6-10.0 55.0
10.1-10.5 57.8
10.6-11.0 60.5
11.1-11.5 63.3
11.6-12.0 66.0
12.1-12.5 68.8
12.6-13.0 71.5
13.1-13.5 74.3

) PO E IR EED FRfEICED S EI L 22,
A CT13.6kgPl EOBEIZIE, REICE DK GHEE
BT 5L,
7. BARUVHAEBRXBHEASEICEET 3ER
74 KBS E D IFEEREESEHT L2 L08HLZ &0
5, TRZZEZIC7L F=vnrofbs2ii) 2 &,
£ TL v rofhiigt
K OFe G242 7L =V a ¥ & 1mg/kg/ H TH 5
L. Z0%. KmoFH5%30HMIE 7L F=v1a v %1mg/
kg/H CHERET %o
30 H [BIRkSE L 7205 C AST L NALT AN G #E R 285
DTThrEEICIE. ZO®RGABID EMIFTCTL F=Y
O i L (RO EIX0.5me/kg/ H . D2 1%
0.25mg/kg/H). 7L K=vurxiid 5,
30 H ke L 72T, AST R OFALT AL #E 4l FBR o265 %
2TV AICIE. ASTR TALT S H: il BRR o265 DL
T ZFOMO TR ER A EA L FHBNICmE T 2 F T, 7
L F=vur%lmg/kg/H Tkie L. ZDHZ4EM I LT
TV RF=vorziimL ROO2:8M1£0.5mg/kg/H
WRO2EMNX0.25mg/kg/H) . 7L F=vuarifi¥s,
B, FHIE LTIV F=vo JidRO#% 53 5,
H) TV a U BARMEE TR TE R WHAILE, TOMORITEE
BAT7UA F&2T7L F=vo R CREERGT2 L,
8. EELEXER
8.1 KD GAZH 7o Tlid. IHOIGEIZBIT D2 AR mh DB
e & b2, RmoOARE R O PEE OMAR o @1 7 fH




MO0 ERFIHIZOWT, BELIRHEEILEE D
STHML, MEZETHOAMZHRGTL L,

8.2 Atz b - BiH RO FER B AL L CREINLTY
%o b b BIHR O EREHC O W TIE RS D 720
AN AL Z TR L TV AHD, NS DEMEHIRRK S S
JEIE(RIED ) A 7 R8BI Hi R § 5 2 L I3 TE v izd,
K OFEG A L CTUERER Lo LBk % et 5 2
L,

8.3 KMo G- AT REmR A (FRAEIR. AST. ALT. #
EYNVEYRYTE buyC VS 2479 2 & A4
OFE5-%3» AE (1 BIEIEEICLE, ZoE1E2:812118)
PR BER A A R L. (7. L O H = U 512 B
WY BEE] ORIHENTL F=varokb52179 2 &,
[9.3. 11.1.1&1]

*8.4 RELOFKGHIZUE bRV 1 OBE LAV SN
LB BI2O. KOG FI K OAK GO G-kl »
FDPIZOH haR= TA2RET AT Lo i baR=>
I DEREVPRDSNI2HAIIE, FETAETHET A
L,

8.5 A OFLGAIN MBS YT 5 2 DB b0, K
SOP AT L O G453, A (1y ARNEEC1IE, 0%
F2081Z 1) F MR R T A 2 Lo [11.1.288]

8.6 MMM M/NIERED D HbND I LD D70, i, IE
M, ZIREORFRIEIROFEHIEE L. TGS 0H
TR OB ZIT) 2 &+l d 52 &, [11.1.3
Z ]

8.7 Infusion reaction 7 HbN5E T ENH LD T, KD
%512 Infusion reaction|Zfi 2 CEEERHIZ T/ IBDOTE
LM RAT 72 LCRIMGT A 2 & [11.1.420]

8.8 THi#HEAr Va— ik, 7L F=vu ro#E5 RIS
CCHUICHRET 228, 7L F=vory&5Hic, R4t
BPFHEfdE 2T 55613, 7L F=va &G as 58
L. FHiHEEOAR MMM ZE A2 & S o856
WO A Z T SEDL 8, BB, £U 7 F VEEFOET
WX LTRSS D Lo

9. HENERZH I IBREICHT IR

9.3 FFikaeEEHRE
R EL B S22 BENMDND 5. /2. 20T AV
AVEWF S5 DR E D b b BE TIRIERDIEALT 2 5
ENDD Do REOFEGHIIFHERE VRO 5N Twie
BHEICBOT, ARG HICHE & LI ASTIZFE M FIR
(ULN) ©#580f5. ALTIZULNDK45HE, #E V) LY MililX
ULNO#ARE, 7u b v ¥ U ERIZULNO B4R 88 L
THEBASHRE SN TWA, [8.3, 11.1.1%H]

9.7 /N\R%
HERBETH H5E1203, IEEMICHY 3 5 B F TR
OFGEIITHZENLEE L, 7L Py w50
WARDIEIHET DR D Do

1. BlEA - REA
ROBIEH - REEDHELNDLZ ENHLDOT, Bz 1
IR, BEDRO SNTGE IS ERIE T 57 &
WhMEZFTH 2 &
1.1 EXAEHEA
11.1.1 FFgeES. AL (19.5%. SHEAT)
AST. ALTOIMEEZ4E ) R RREED D Hbih b 2 &A%
HDHLDOT, EFIRDOLNIHEITIE, 7L F=vu ok
LBkt 2% 0#E) 2 0UEx1TH) 2 Lo [8.3. 9.350H]
11.1.2 M/MRBEAE (6.1%)
KOG — BV MM AN L, MG A
IEWCED Z LB Do REOFRGHIIM MO B AR
SN HAICIE, EREHSPICOET 5 F I/ R
L. #2042 179 2 &, [8.58H]
11.1.3 MR NLERE EEA)
{3 7N 115 e ST =11 N 11 P Y R N = e o o o )
NPT R 2479 = & [8.651E]

11.1.4 Infusion reaction (4fifEAH)
WEGENM T > 7 14 7 F ¥ — % & nfusion reaction (5§
. FRVE. AL WEM, IR, FEEGE) Hobhs Tk
W& %o Infusion reaction3d H LI/ HE 121, B Z2 AL
BExfTH) 2k, [8.75H]

11.2 ZOMOEER

19%~10% A i B
HbkEE M - -
LG - T
g PR A hEAR = THN -

14. BREDZXE

14.1 ARBFDEE

14110 REFIGHERIZREST L 2 &,

14.1.2 G SN2 AR H132~8T THI6HH . IZ=RRIZT
#95 SHEM TR 5o MR L 2 ARMIEEHE L 2 wvwE &,
[19.3Z&:H4]

14.1.3 BHBORNI2~C THRET L &,

14.1.4 B ORBITIEE ) LT &,

14.1.5 #5001, RO #Y) 2 ¥ Gl % 51 7 )V S5
S BRIT 5 2 &y

14.1.6 HGHHCAR MM OREX fER L. KT IRWE L 0 H R
DOHNTHAEIIE, RiERG L enwZ &,

14.1.7 $5-FEEFE ARG OBY) 23 5% N4 TV 5
FINE SIEMI LIPS AR 2 #2595 2 & o BRINASHFH DL L
ol L7228 aid, R 58 3BET L 2 L,

14.2 H#E5EOEE
14.2.1 REFEGHIZ,
YTTAZE,
14.2.2 REFEGRTH, ARAER CHBF2—-7%2 79

TaThIE,

14.2.3 fHBROARG . N4 7V R OG5 HIES S50, s
PEBESE & LT, BIEFAR O TIMEICHE > TEHE 21TV,
WENICEEET A5 2 &,

15. ZOMOEE

15.1 EERR{ERICE D 153k

1511 KOS EEND 77 /e A Vv A8 D 7 7
U REATAHE FSMNY v X7 B & 58I B JER i iz
TR 77 WEEY A VA OW T, [T 2 R
WEOMREOHMIC X 2 EWOLBEOMERIZE 3 2 Pt
(BN F~F i) | ICHD &GRS N — T BN E D
LENTWDL I ENnD, RahDMEHIZH 72 - TIEEE—FEAEHH
BEETTLLENHLILICHET LI,

15.1.2 R#5-%. BEOPMYE I —REIICRR N ¥ —
BEINL20, BEOFRFEILIINEEIZ, RiTG5-4H8H
%E Tl Pt E 2 @SB S % 7o D IS TR A O FE
ZIRETLI L,

15.1.3 T BUARBETES ZBMHE R 2 0 % & L 72 ihh a8 AR
WZBWT, 1B HEME G AR [ R 3 2 R G2 L D
R/ BIMEREEEZ L L, ECICE->Twb, BFEE
AST/ALTEM. M/ AME, IR, -, %t
AR O MY 7 AMPER S L7z, SECICE 72
FRLERBORRERIIHEE SN TS,

15.1.4 REOREWE R OFREIS T 23883 5 Tldk
WS, ARFHOFEGHIZHAAVITUA M O BN ATED ST
%o

15.2 FEERIREABRICE D 153k

1521 EH =2 AV E W ERERNZS (1.1
10%vg/kg) ATHEPEASES (1.2x10%, 3.0x10%, 6.0x%
10%vg/animal) #HERABRIZB VT, BREOBRMEE & O
A |2 S T A N OV E L 6 O AR L
AN AT MREBRED RO ST W B, AT I Atk Z1t
POIMATIETH . HEERIRNE S K ORIENT S (1.2
x 10%vg/animal) TlEseae 2 BIEME, ISR EE
EOR TR SN2 &SGR REEIRE Y,
IS OFT ROBERINEFRIIAHTH 5,

T 2 — 7% EHARETT 71 3



15.2.2 ¥ 2% FH\w 7z BAERIRN T 55 RIS B W T i
PRH & ORI 5L O & TOR O S0, 251K OB 4
DLFEDRDO 5N T WD,

15.2.3 ¥ X% F\ /- BAERIR NP 53 15 5 BR T 51412
W E TIEHSREICBIT A2 ARMT / ADNADOFEA 812
EHM2FEO LN TEBH T, EREIRRICB VT L5127
it T CARMT 7 ADNADIA 2 5 O FEAHD 5T
WRWI LG, REDSAGEERE IS RIS U C A
VZRBER BT REE IR E T & v,

16. ARENE

16.1 MARE
BB E R ISR 1 x 10 ve/ kg & HREHIR NS L 72
LEOMMBEHOARMT 7 ADNABEE L, #5#%7TH FTIl2, &
HR MR A= SRS G EGO M PR E O EM (1.4%
10%vg/mL) & HEBL#90.07~0.15% F CRMEIIWE L 72 5%
64 HI1ZiE, 1.0x10°%vg/mLAE F CREE L 722 GER TR 2.0
x10vg/mL) (FHEAT—%),

1E+05—]

4/ LDNAEE [vg/mL]
Il
|

1E+04 - T -
0 3

6
B [A]
TRBEVE AR ZEME B IR ML 1 x 10 vg/kg % HLRIERIRINIR G- L 72 &
EDIMEHFORG T 7 ADNAEEENERS (3F0EE TOBIHER)

16.2 HEH
BREVERG S M B 1SRN 1 x 10y g/ kg & LA ERHIR N5 L 72
L E O, JRF OB HF ORG T  ADNAREE L, %530
OFCloEm TRM (FEE 0 1.1x107ve/g. JRELOMER : 1.1%
10vg/mL) FFE F CiaE L, #5-%60H 12X R AE (FEfE
1.1x10%g/g. REOWERE © 1.1%x10°vg/mL) ¥ F T L 722
HHENT— %),

17. BRPRRGIR

17.1 BHMERUCRLMICET 25K

17.1.1 /@555 1 5Bk (CL-101545%)
SMNIFEZTFOWT L IVERE (RIEITHERER) 2FH L.
SMNZ2BAET O 3 ¥ —HH2T, H#H6» HF CICERRIT A5H
L. RKio¥FG5-HIZ67 Hi GURBIAIE DR DB TIZ9» H
) LR CTHh Y HIAAVIOUURZ A L, T FUAFRETE RS 2546
BEISH 25, FEEMIE RS T AHRER % 0t L 72,
RRERO HER ORI, AH3.7x10%vg/kgXix1.1x10%vg/
kg® H.NFIRNF G- Tdh o 72,
FELARMERMIEE Th 2 [ HAED S 7l 09 7 M B A3 22
LB XIHEETOHM] 122V T, §XTOEED13.6% H
WL LB M ORI 55824 HDO 7 40 =7 v 75T L
7oWE s (bl (HEPH) 28.1 (25.3~32.4)) OWFIOKEL
BT, EBIAUKRER 2 AR % L3 & &3 L Tz,
7B, JLEE & L CREE L 7z Pediatric Neuromuscular Clinical
Research (PNCR) 7—#% -t v bh S L7z T B Bk AG 2540
JEEH O BRI T — 5% Tk, 13.67 FHGkE S 020 7 H ik
B [N 2 WA B AN ZE I L % b o 72 B E O EA ]
3. ENEN25% K U8W%TH - 720
Al 1x10Mvg/kgx %5 L 72 BHIFIT & A EPEE L EE)~ A
WA D= EER L, %5524 HEST, 12601160 (92%)
5 LA EL 1061 (83%) 2S10F LI E. 9f (75%) 7#330F» LA L.
TF L CHEMSHRETH DL 260 (17%) (EHF% L TR

WHETH o7 F72, EBHEFINECHOP-INTEND (Children’s

Hospital of Philadelphia Infant Test of Neuromuscular

Disorders) ™ ORI TIZOWT, T RIZFEEVER ZSHE B E

TIXCHOP-INTEND C405 2 2 5 Z L3 &Y s hiCw

B, ARnl.1Xx 10Mvg/ kg 5 L 72 BE Cld, STy 5

TLLIH (92%) T405 L EICEE L 720

Al 1 x 10Mvg/kg & $5- L 7212607361 (25.0%) \ZEIEH 2552

OLNTz, BHERE NS v A7 3 F =¥ ERH3F (25.0%). AST

LB (8.3%) Thor:t,

D) 1607 A FHHE (EETROBFSES), SEHifa s ba—uE) 12X
D EBEEE R T 2 720D A =V TH Y . ARtA T T OHHIE
0~645C. M ECII EHEBIRENAE N L 2R,

H2) 247 HOBIEMM A2 B TS E TICCL-10138k L L C
RS N-T—F BlEibkiEzat) o) b, $XTORAITTH
FEAM S N O AR AL L T b,

17.1.2 CL-101:RERORHABRZRHER (LT-0015KE88)
CL-101RBEICHAAN S N2 EE DI b REOFG5524E D 1
e L 72 B R RIS, BN (OREOBGHI5EF ) etk
T OH M % et 2 B2 S0 L T\ b,

Ainl. 1 x10%vg/kgx %5 L 72 8E CLLEEDTRRO S/ ER)~ A
WA M= 20T, RRBOEGHRIER OBRHOT—5 71 v b
7 H (2019455H31H) B THMERFEINTWL I L 2R L T
W5,

Ahnl. 1% 10Mvg/kg % $%5- L 7210611238\ T, 20194E3A8H @ F
— %7y b4 7 FTICRWERNZRRD SN 0572,

17.1.3 EERHFEFIHEFER (CL-304:58)

SMNIBIZTOWM7 LIVESR (RIEILMERER) 2H L.
SMNZHEET O 2 ¥ —#72, 3I34T, BRITRZEHL B 5
T OPLAAVONUAZ A L e Wi | R o4 585 1268 LU T ¢l
EFRAEICED T, TOUIME & #2502 BEEEN MR ES
RIS, RBOFRE R O & TS 5 IEE IR T at R
HERL TV 5b,
REBEOHE R O H IR, AL 1 x 10y g/ kg B [ #k A #25-
ThHb,
20194E3ASHDF— 4 H v b+ 7HE TICEEEINLTH
(SMN2HET- 0 3 ¥ —$20861, 3 ¥ —435%961) T 5 -k
B (BBYHOfME : 2 —#2TI131~8.7» A, 2 ¥—#3TId
12H~4.7% H) 1. UFDEBY TH-72,
- EBIHKE e R A LB E T A T L e (LT,
B A VA b= VIZDonT, T ¥ —5204/86] T30 LI
Fee L CHMASEEE o720 T ¥ —$3Tld, 4/9B) CTHHEDS
nEEE o7z,
F72. WO HARNESE QAR O3G B IZSMNZEET O 3 & —5ht
3. 261 HIZa E—57%2) 2BV TEMEORRE (1R U260 H 134
%97 B E T, SBHIIARMOELG%5H T TOFKE) BN T
B, 3BE G IHEE A VA b= 0ERK (161 H TIZ10# DLk
THE L CHEEALAOSTRESE) Mo Cwb,
R w5 L7180 (HARNEE3G % &T) 761 (38.9%) (2
BITER SRR Bz FERBIERIGEE3S (16.7%). H&ws
TMEERE2E (11.1%) . IfemEE LA26 (11.1%) FToho
729,

18. FIE - A H=X L

18.1 {EHHFF

BRI S Sz R E, B 0@ = 2 — o s
WG L, & PSMNY ¥ 87 B &SRS ET 5 2 LT, Bt
PR ERREICT T AEH A RT EEZONTVBET, B, A
WS S 7B T F B R . BRI O Je R I oA F
NI ERLTEY =2 L LTHEMNICHFIEL, & FSMNY ¥ /82
T EMEZE L TR %,

19. BFEBAZEROFEEHEE
19.1 BFEA &
-60C LT
19.2 HxhEAR
24 H
19.3 Aghix. B L7 IRECEBEMBICMA SN b, Rih0ZHHEE
R, 2~8CCTHRAF L. UHBERAECTE 5, [14.1.281]



21. EDREGRUHIR

21.1 ENTORBIEGIAED TRONT WD Z LA s, BEEE
T, —EROEBNARSL F— y PHERE NS $TOMIL. 2fER
R RICEI OB T A MEZEHBTHZ LI L D REnE
HEZOTREREAIET 5 & L 410, REOREMR AR
S BT — & R RN L. AR5 o W IE L B e i i %
WEB L, 7o, BENTHRHESIIB S EEORENK
BUTOWT AT RS % A 558 I OV 38 0 B S B i e
SLCHEET S & L b12, LDES LB EELHTL &

21.2 FREEVEATZEARIE 1B S B 00 e IR I ONEBR AT B [ R A
RO R R L O ERREO MM T 0108 E Lz kT,
B BIVEREARIE O BRI AR BRI AYE - 72 ERBEIC B VT T2
BE. ARSI ERE ] S ONS TE L ORI i) % 8er
LTAMZNGS LS BESEE ORI & ) ER S N7k
IS ORMSE, LERREE#HTL L,

21.3 [EfE T 2 EWEOHINE BN X 5 LW O LMD
BICBIT 28 CRRGEREITE) | 13D SRR E N8 —
FEFEF B 435 L CRME VS X5 2o ABEOBMS.
VBB HTH I b,
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