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NT (N-terminal) : N=&##. CR (cysteine-rich) : A7 >JwF. CT (C-terminal) : CxK#m. H (hinge) : >, DG (dystroglycan): <
AhOJUA> . sarcoglycan : HLOJUA2 . sarcospan : HL3Z/X . Syn (syntrophin): > k07>, Dbr (dystrobrevin): A
~rOZLE> nNOS (neuronal nitric oxide synthase) : ##EBNOA s EEH
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BMD (Becker muscular dystrophy):
K/\‘“‘/ﬁ—?’éﬁ'ﬁ“)l#u7{— Birnkrant DJ, et al.: Lancet Neurol. 2018; 17: 251-67.4:‘)6512/
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5. ENTT) DRSS E
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L BH. BT EL T80 me/kgziB 1Al 1 B-IN I TEIRRIZS T .
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0 EAIERS EEANEOIE

o KFDERMICIIERRERZRAL. 100 mMLICAEDKDICHHREITOIZE, 720 FRATOARH| DR S
BEN100 MLEEADBEICIT. FEREREENTIVEEHIEEA.

O KH|DNATINFTREV I TY  FZiREZDERDFEIFERLRNTLIZZY,
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BREEOHERRZ.LUTOREYTY.
ELF7V 08 (mL) =H5EEDHKE (kg) XFAE [80 mg/kg] +HH|RAE [250 mg/5 mL]

Q €& v r7rERRER

&

A ELNSILEY | BEED | RBOKE | EANyge | AT | EMTED

B5E | REN M| N7LE | cEmmwe | IATR | ELIOY
(mg) N4 ) A7) (mL) mh mD

15.0 1200 4.80 5 76.0 24.0 100.0
15.5 1240 4.96 5 75.2 24.8 100.0
16.0 1280 5.12 6 74.4 25.6 100.0
16.5 1320 5.28 6 73.6 26.4 100.0
17.0 1360 5.44 6 72.8 27.2 100.0
17.5 1400 5.60 6 72.0 28.0 100.0




1732
(kg)
18.0
18.5
19.0
19.5
20.0
20.5
21.0
21.5
22.0
22.5
23.0
23.5
24.0
24.5
25.0
25.5
26.0
26.5
27.0
27.5
28.0
28.5
29.0
29.5
30.0
30.5
31.0
SIS
32.0
32.5
33.0
33.5

EILESILEY

®’58

(mg)

1440
1480
1520
1560
1600
1640
1680
1720
1760
1800
1840
1880
1920
1960
2000
2040
2080
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2160
2200
2240
2280
2320
2360
2400
2440
2480
2520
2560
2600
2640
2680

& LD
WNEINA T IV
(N 7IV)

5.76
5.92
6.08
6.24
6.40
6.56
6.72
©.88
7.04
7.20
7.36
7.52
7.68
7.84
8.00
8.16
8.32
8.48
8.64
8.80
8.96
9.12
9.28
9.44
9.60
9.76
9.92
10.08
10.24
10.40
10.56
10.72

KIRDHE
N7V
(NA7)D)

O O O O W W 0 O W 0 0 W 0 N N N N N N o o

- s s
o O O O O O

FEANYT D
SERIERE
(mL)

71.2
70.4
69.6
68.8
68.0
67.2
66.4
65.6
64.8
64.0
63.2
62.4
61.6
60.8
60.0
59.2
58.4
57.6
56.8
56.0
55.2
54.4
53.6
52.8
52.0
51.2
50.4
49.6
48.8
48.0
47.2
46.4

FEANYTIC
EATD
BT DB
(mL)
28.8
29.6
304
31.2
32.0
32.8
33.6
34.4
35.2
36.0
36.8
37.6
38.4
39.2
40.0
40.8
41.6
42.4
432
44.0
44.8
456
46.4
47.2
48.0
48.8
49.6
50.4
51.2
52.0
52.8
53.6

FEANYITHD
EILFFV
HIRBRDE
(mL)
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
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ENVT T ) DIREICHT=DT

FANYTC | EANYTHD

. 48 | “NZe | smtoum | Niplm | smRmam |, EA38 | ELZTY
v (mg) (NA7)D) (N1 7)V) (mL) mb) mb)
\73: 34.0 2720 10.88 11 45.6 54.4 100.0
L‘—f_‘@ 345 2760 11.04 12 44.8 55.2 100.0
(,o\ 35.0 2800 11.20 12 44.0 56.0 100.0
K B515) 2840 11.36 12 43.2 56.8 100.0
36.0 2880 11.52 12 42.4 57.6 100.0
36.5 2920 11.68 12 41.6 58.4 100.0
37.0 2960 11.84 12 40.8 59.2 100.0
37.5 3000 12.00 12 40.0 60.0 100.0
38.0 3040 12.16 13 39.2 60.8 100.0
38.5 3080 12.32 13 38.4 61.6 100.0
39.0 3120 12.48 13 37.6 62.4 100.0
39.5 3160 12.64 13 36.8 63.2 100.0
] 40.0 3200 12.80 13 36.0 64.0 100.0
E, 40.5 3240 12.96 13 35.2 64.8 100.0
\73: 41.0 3280 13.12 14 34.4 65.6 100.0
f 41.5 3320 13.28 14 33.6 66.4 100.0
g 42.0 3360 13.44 14 32.8 67.2 100.0
E 425 3400 13.60 14 32.0 68.0 100.0
(?\ 43.0 3440 13.76 14 31.2 68.8 100.0
< 43.5 3480 13.92 14 30.4 69.6 100.0
44.0 3520 14.08 15 29.6 70.4 100.0
44.5 3560 14.24 15 28.8 71.2 100.0
Q 45.0 3600 14.40 15 28.0 72.0 100.0
& 455 3640 14.56 15 27.2 72.8 100.0
A 46.0 3680 14.72 15 26.4 73.6 100.0
46.5 3720 14.88 15 25.6 74.4 100.0
47.0 3760 15.04 16 24.8 75.2 100.0
47.5 3800 15.20 16 24.0 76.0 100.0
48.0 3840 15.36 16 23.2 76.8 100.0
48.5 3880 15.52 16 22.4 77.6 100.0
49.0 3920 15.68 16 21.6 78.4 100.0
495 3960 15.84 16 20.8 79.2 100.0




1732
(kg)
50.0
50.5
51.0
5145
52.0
52.5
53.0
53.5
54.0
54.5
55.0
5515
56.0
56.5
57.0
57.5
58.0
58.5
59.0
5915
60.0
60.5
61.0
61.5
62.0
62.5

EILESILEY

®’58

(mg)

4040
4080
4120
4160
4200
4240
4280
4320
4360
4400
4440
4480
4520
4560
4600
4640
4680
4720
4760
4800
4840
4880
4920
4960
5000

& LD
WNEINA T IV
(N 7IV)

16.16
16.32
16.48
16.64
16.80
16.96
1712
17.28
17.44
17.60
17.76
17.92
18.08
18.24
18.40
18.56
18.72
18.88
19.04
19.20
19.36
19.52
19.68
19.84
20.00

KIRDHE
N7V
(NA7)D)

17
17
17
17
17
17
18
18
18
18
18
18

FEANYT D
EIERIERE

(mL)

19.2
18.4
17.6
16.8
16.0
15.2
14.4
13.6
12.8
12.0
11.2
10.4
9.6
8.8
8.0
7.2
6.4
5.6
4.8
4.0
3.2
2.4
1.6
0.8
0.0

FEANYD(C
EATD
BT DB

(mL)

80.8
81.6
82.4
83.2
84.0
84.8
85.6
86.4
87.2
88.0
88.8
89.6
90.4
91.2
92.0
92.8
93.6
94.4
95.2
96.0
96.8
97.6
98.4
99.2
100.0

FEANYT D
ELFFVE
HRBROE

(mL)

100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
100.0
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6. ENVF T ) DEERSICDNT

FHNEEFRERTORESZRAELTOET P, BERIPEETREICKBREBELRBEICOVTIE
EEREEVWDBREDDHVET . ZDHEE. UTOBEREERBD DA A EITOTILEL,

[

b

7

J

;o ELVTF7 ) EEREICELTDE

(K

T 1. [RAIEL T AFICEAT DT 9RMB N ODMDDE R OEEIC+D AR - XA DER (P
E)DHETHRETBE

}_E 2. EMEDOFE I 2EEER (BEFIEZEER) TORSIPRELRIGEIE. EFEEDESEAHIZBEL.

’7? BEOHERPREEFRICOVT. YUZEMAEETDICHE - BRLE LT RZEEDOHETER

\! =

gé* 593%2&

‘% 3. 7L BRELTROABE ARET) ICDOVWTIE. EMEEEE TR E2TV. EELEEER

}2 DHRWCEERERT DL

5

T 4 /= RAIELT3HAIC—EX. EMEEEBOEMES2EHBEICKY .. REER OB EDHER

EREGMGOREZHIITTHIE

EERESEERT DHAICIE. [ELT 7V g E250 mg EEREOF5IZ | EZHFENEE K
ER5ERBETEHREEZHBILTVRIDPEREMISFHAEL7Z5A T BYICALT L TILEELY,
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7. TOMDIEE

&
\\
i

ERERIRERRICKIEFTE

FRAICHEHEN AR EDRERIGICKY . EOAO—IL LY NEICK D REBKRE CHEEZRT 29D,
BERIDRESE2ABFE LIRISAIE L TZZ,

ACUTT\NNIE

JEEREREBR ICE D154

O Y IARVOYINZERVWFEEREZEMARICEVT. SRAEDAH 2R 5 L/ZRICIRFESR (BUN) »
L7 FZ2OMBFRREBEINEDBERE/NTA—LESEBRNDZEDIBOHONTVET,

orasH2VY U A2 B W26 R R 1EFEIRAIRS DA R ER (50, 150. 500 mg/kg/iB) IcH VT,
50 mg/kg/BIRS5ED14]. 150 mg/kg/BIZE5E 26| TERRICKVIREICEEBXIIBAHIRHS
N RIBHEBZOREICEVWVTREICBIT EREDPRDOONE L,

TS - INMIET,

-

Bk EDEE v

v

o EIEBF T, ?

)

T

~, = é

BELEARDIE &

D

Ly

o AHIDEE L. AFICET B+ HLMBROF 15 1Y BT AND T4 — DB R RUSEEIC+H 4 T
ME - BREROEMNSE TH>TAEN., EEREETIBEICIE. ThEDEMEDEEDEE

THoTLIEE,
o AR DIZEICEYB23I/07OT U PN-ZEFIV-B-D-FI Y IZ4—+F (NAG) DIEMHRDHS M. Q
EBHRABRICH D THERADBESRDON TN END . AFIE S I I SRR ES &

KL T/ZZN,

0rasH2YJAICEWTREDBIT LREDPRESN TVD /2O RERBICKILE. BEXILEDOR
RICIRETOEBBRED VAV ZTRIHATHEEHIC. RFRGHISELRNICKRITE. R\
BRIEROBERIEEZREL. BRNICHEERDEEDPROSNLBRICIT. ZEZHIEL T
T\ o  BAPHAERSE. RBICFASHOERERDPROSNLHEICIE. ESICEMOZRZZ(T%
LOBEXEZDORKICIHEL TLZZWV . INSDIERDROOSNIIGEICIEBRBFIESEREL
THEYBEXEEITOTIEL,




ENTT ) ORESHEICDNT

ERNORKRABROBER. ECROHL - BEBICEVEFEERIEIRBDOONFLEATLE. LHLL.KFKID
ERMCBITDERRERIIRON TS/ . RFTFBRICKFREICKDIRMOBIERADRIR Y D06
EDHVET . AFREGHEF I EBBERZ+7ICTV. BHERADPRDONBERY. BIERDPASNT5
BICIE BYBRREZITOTILEZLY,

[
v
Z
7 1. EIfER
>
(K
o
FCZ2SCEELEIER
P BHOSNELA T,
7,
7
)
a;ﬁ
£ BE - 5 hIEICE-S>7-BIER
I
4 BOSNELATLE,
=
(o 5
I ZDDEIEA
Z
V)
o 5% £ 5%k
2
% 1E1=ss BNPZA0, BRH SR 574
I
2 H{Les R, AT
i RS i3 BT RB.EETE
g NAGE B2=o0707U> &
Z0tth RH A VT —OA F VBN SESHEBATATIE ST ETER AR

Q
&
A

<EREI/IBEHKER>

BIERIZ40 mg/kgBET37.5% (3/8f1) . 80 mg/keBE T75.0% (6/8%l) BHONEL /= EREIEMIZ.
BT N7 LFIFRARTF R (BNP) #Eh0. BRESRE D /65 NAGHEIN. BE. 1> 2—0O1 + > BEHEM
DBE2EITLE,

<BHEIHEFEE>
BIERIEBOHONERATLE,




ERE]/ IR TROONEWEA—B2Z2RITRUE U7z, BFERFEIREIX40 mg/kg#¥ T37.5%(3/8
1) .80 mg/kgB¥T75.0% (6/86) TL7z. 26 T10%LA EDRITERIZ. FZh. NAGIEHN. BNP1EHN.
BRI D A > 2—0O4 F2IREEIN. BB T, &12.5% (&82/16f) TL7.

LEOBNEIRKARTIE. BHERITBHONEFEATL, )ji’
(n=16) (n=8) (n=8) <

FEIRBIER (%) 9(56.3) 3(37.5) 6(75.0)
SR 27 4 23 y
1=FE 1(6.3) 0 1(12.5) )7;%
T 1(6.3) 0 1(12.5) %
FEEh 2(12.5) 0 2(25.0) %
SEBMTATE 1(6.3) 0 1(12.5) i
NAGHEND 2(12.5) 0 2(25.0) §
BNPiEA0 2(12.5) 1(12.5) 1(12.5) )
BRI 2(12.5) 0 2(25.0) %
A V9 — O+ REEN 2(125) 112.5) 112.5) %
B2=70507VUViEnl 1(6.3) 0 1(12.5) g
BE 2(12.5) 0 2(25.0) 3
ity 1(6.3) 1(12.5) 0 %S;
EETE 1(6.3) 0 1(12.5) ©

B 1(6.3) 0 1(12.5)

B (%)
MedDRA/J ver 20.1
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ATUTa\NNIET,

dTRES L\ NNISTT,
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ENTT )" DRSHEICDNT

[(2E1  ERGAEEER]

WITNDORRICEVWTOHRTICESLBERTRIIROSNELEATL,

RCLUNDERLRTEERR

ERLAZTERIL. EREI/IHERERDO80 mg/kgR# T LTUERE . B/ EIHERAKRSHERDE0
mg/kgB T TREN1FIDNROOSNELLDY. WTIEBBREEORARBRISBESN. REBRERSZMH
BLIcEET. EELEL .

ik, BB, AEICEST=FEER

WTNOHBRICEWTEH. FLERITBEICEEFEERIEIBHONELATLE,
REICESLFERZLRD . ERNEI/IEAERDA0 meg/kgB¥ T26I CEZ. A>T I H) BSEIME
REPIRSHBRT200 (B2 - VIV AREGESIAIRE) ROSNEL 2 SRR L 3R 52155
BHRERICERL. Zh SN B ORSERELR. BEZ2BRLEL L.



[2E2: FETANEHEER]

BREICRETIHEEEREL T NAGIEMAEARFI/IHERERTIL. 40 mg/kgd# 1. 80 mg/ks

20RO OSN. ENFIERABRTIROFICROOSNEL LD BAEIRABRR O BAEIERBRE )jif
HERTIZ. BOSNELATLL. ZP
EARE]/IHEHABRPERNSIARER TRIRUANAGENIL. KH OBGEIRE ICKDBERANDKREFET DR HE e
HHEZSNELLD. LWIThEGrade 1 THY. BRRIICHBELDBREEIRINELATLE. ZD Q
BDRFELBG M. RAPMEZH. MK, RP7IVTIVEBEYE. a1I/0507 ) Em. 23,0071 <
BN D ARF U CHEIMICDOWTH. FEAEDGrade 1T EBLETREEL THY. BRIKLFEICITR
S5R\WEEZSNELL. )lT',
LU EDS. EEREERBRTIIBEROEMRMENDHZEDPBOOSNEL /2D, BRIKHBRICEOTIEK ;
AIREICKVERROICHEE RSB HRENDRZEIIRHONELEATLE. A
:
%

WINDRIKRBRICEVWTH. EFLREXBBEDORFTEZE DBEIIRIAL TOEL . £ BREA
BRICEVLWT. A ERRBERDHHEABBIEISBDONEEATL .

P R EMREFORBEEICHET ZEEERD . ERE/IHERRTTH. BHASIHERARKRT2
Bl B EIRRBIRSHBR TR OENEL .

ZOHRICIF. EZE 16 (ERNEL/IARE) PEENTVELE ELT TV OAT -4y MER
SR T. ERORBXIIBEBRCEFHICEDHAEREEBEEICEHET ZETCFPRESNTOE
THBERABRTIEEFOEERERIEIRDONTEST . INSDEESEREFTE—TYMEBED
BEHEIZERSDICIEBEO>TVEE A,

P
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> O

SRR IS

AFHERI AR CESTEMURISEF OESEICRET 2B EERIE. ERS/ IHERERAF. B BIHER
BR3M. B EIARIFZSHERIM. EREIERER1FICROSNELLD. WThEGrade 1THEIE
LTHY.BRREMBERDIFHIBARGISROENELATL .




ENTT )" DRSHEICDNT

2. EEm A 7EEEICH T HREEIRFER

REWIRFRIR

[EELRBEINLIRY] | [EELEEHIRY] (ERLTRIER]

BV * 1BBUE  RIIREBERCREBRDETLLBEICEITDR
- BikeErES X nps Pl

cREICBIOBAT LR IR | amcisosBlicplIaRe IO AL
o ey
BRNOTE BEEEAE T AR AR TO T

ATUTa\NNIET,

(1) ERGHEENVRY
BRIE

WINDBRKHBROERLREXBBEDRTEEZEDREZRNBEICHEL TOELL. BRRAERT
(&, B EIEEER40 mg/kegREF CEHBRBUE1FIHRBOSNEL /2. ZOERIL. Day 1(cGrade 1D
FHBBEEERRL. BELETEHRELEL . ZOEFBBIEIL. T HE—AICKBEMEDOT LIV
FoRISEHEESN O RBREEORRBRIIEESNEL .

LD KRS IV ERWEERBRICEOTREMN SV AREEDBDHONEL 2, MFHEYR
BICHERBREYTLINF—2TR T DRISEBOONELATLED KR LB EX LG RZ
TeEDTIREUD HBHIEDDS . KFIR AT UBBIEDRERED HDBEICIFIRELRONTIEZLY,

WD L \NNIST,

AUntStIdT

BIRREREE

NIAROY I ERWIERASHARICEVT. BUND LR FRIEMBFZHIRE TOBRMBE DL
RCIFIEREMRMES. BRICHT5FENPRDOONEL 2.

ERFEIERETIE. 106 9FIICNAGIENN. 261ICB23-/ 0507 1800, 262> A X F > CHEMH
HBELEL7.

ERNEI/IHEHRER T 66/FR3FICNAGEMA. 16licalI/O/07 U2 Em. 14icg23/0/07
DEMARBLELD. WITNOERFI DR G EMGLLEFEUE TRELRL . £z BIERRE
BCTIR7IBREICEVWTEBREREOYT—D—ICEBIERDONTLELEA.

INSDRIKABR TOBRERZTIE—EDRRMERZRET . RBELLEDEETHERTLL LPL
BOS.AHEBHRBEDOEHTHSHIE RUEBRKREEABR TOMR KD BRICEREICHH
TRIEICERATEHEEALSNDZEDS EBBEZ+HIITo>TLLEL,
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FREICHE T DBITLRIE - iBREBRNADRE

rasH2Y I A2 AW DARERBRICEVW T, REICBIT LREDPROSNE LIz, ZOBIT EREIL.
FREBICE W TRBELIeAFI DR EBE DT LR MR Ga YRR ICRIBR U 2R R BBEL /o] g
EHBNEZAONELIc, YU AELBL TEMTIZRF TERFDBRNBELLUICKNEZZSND I E T
FREBDPRENWCEZHEEADE. EMIEVWTKRERV AT ELRDAIREMRIFEBEVEEZZSNET . LHL.
B[R TIREMIBITDIATIZRETIEENWIEDS BEHIFEBHEZ 3T TZE0N,

(2) ERLAT IR

R EBERVORESHNETLLEBBICHEITZRLETOI?

ERERRZRERORSHABISRE C2480. BIRKER TIE7IBE TL mIREDERRET T,
EEICRBICH IO TEREMR T DB AOBESNET H. 73 BZBASRMBREFHO R LM ILHEL
INTVEEA. T BERRKRAERTIE. OEEFOERTEF. REBHPETLLBRE RSN TY
Fle. MREBRDERRET T REBHPETLBENODRELRESNETH. INEDOKETD
REMIIHEIINTOEREA,

ARKmDEBEICH IDRLETOT7II

ERSNEERZRERICH T DEAFREDRD FnZ4m TLI. MTREDOERARET T 4RKBDEHEN
DEREGHBVEINEI D ARKBDBREICHE T ERERIIHILIINTOHEE A,

BREREZET5BEICHIIZREETOI7TI

AHSBHORBE ORI THY) . BEHRERERE TIIARFIOHRDPEIE T ZREEMDIEIONET . ENER
KRB CIIEEDOBREBZE T HREIHRASNTOEL LHL. IREOERRET Tld. BtkEErE
BRI HRENDRGLERESNET . BEWEEREZE I 2RETCORERIIHEILINTOEEA,

ACUTT\NNIE

AVRSITITRES . CNNIST,
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ATUTa\NNIET,

dTRES L\ NNISTT,

"\L)r: S"ﬁ

=
v
7T
7
<
)
£
2
yE3
ic
2
(MY
-

(Y L 77/ 2701 FEHAT BT EISTTRTT S

AEOEANERRABRICENTIE. AT OMNOHAZITEELTEY . EREI/IHBHERTIE16
Blsr 1460, BAEIEREBR TIE166126) (55126 : F75HI—K . 46]: 7Lr=vn>HLLIE
TURZVV) PATOAREHALTOELE CNETICHBREICKBEZEASNBZREME LD
FREIEEELTOEEA.

*E PR RAFR

() 25um% 1 BRLVERSLIZERL TIRET B ERFARETT .

BRERFEOERPEMICEHTET -2 2 ROBEIUEDPEILINTOELA.
E RS/ IHEEER Tld. AFIDFFIRANDIR SHHE % 1 BT 1092 RsEE L& U7z,

() 25mm% GARLVER L IZERL TIRET B ERFAIRETT .

AH| D ER 2132~2 O] (24:BIR 58F) LRV TT D AR OFERERIE. TV AFvE> T
ICEKWPANOT A ZEEEEBZIETHY)  MAXYVRICT U F 2 AMBRZERAS €21, 1
BEBICEZANO T OEEDROOSN., 2~BRICE—JICBRBEVIRE O HHVET . £
e @EDPDIIIAFVEVJETEH ZEEBIETERICIRTS AT REDBDHENT
WBZEDD. BEIADES EOGIBEERL. BRRBR TIEVTHSE 1HERIC EFRAE S
BIEELEL. ZDHR. K2R ICHERRL BHUEDRBOSNIZEDS . AFIDOREIL 1B
BIC1 EERARS ERESNE L,

ERIRAER CI3. R ERRZ 1 BRKVEROLIEERL TRABRSLIESSOEERORE M
IR TOEEA.




() siimEt5T 3B ESAIEHERETEETH.

BHEEREZA I 2RESACHRELIBRRAERIEIEEL TEST . AR OREMIIHILLTOE
YA T AHEBHRBEDOERTHE/1H. BHEREEZR I 52B[ESATIIAF OH#HE
MG DRIREREDDHVET . TN/ . BREBEZEEZR I H2RESAICKRETBHEAIEE. BESAD
REZ+RICHEL TEZ0N,

ETHITOBWEDTE=R>JICDVNTE, T2y IV XBH I AN T —BEHIRF1>2014%
TEARFUCEAET HIEPHEREINTOET . DMDAETLEEBZEBEZATIIHEDRD
ICKUBTEEENDILT7F =2 (Cr) WiRD 9578 MECrAREREZRI —F. MF A%
FUCIRERPATOANERER. EPREOTEZZ T BREDETICSOTHRENICERITRIL
DHENTNET .

() 45BN BEXAIRETHIERTEETH,

ARRBDBESAZHREVRRARIIREL THOT . ReMPHILINTOELE A,
T RRARICE T DR ESEERIELITOBEITY,

BRI/ IR I SEIAHEER EASIHERER

il (%) 5~12(#oR5FHEE) 4.3~9.8 (BIEESH) 6~16(#OKRS5HEE)

(&) ExuXi@taEd 3o AMO7VREESE (XHERE)

ICENT T ] ETEETH,

AENIEBLEXEBEHRZEDOREPAMNO TV EBESRE (XERAE) ICIRETEEEA.
(p.15 ELF 7V BEBEDBIRICH I ZEIE BR)

THRIXPEBEFEZ2ARFFOTHEY . KEREZICEVTI2ARD OB RADXEEARITIERETT . B
A TIZI2ADXEBEDDIEELODPDXEEED TV X LAIRELEINTHY. EELXEEEFD
HOTEMRETIEOANOT AU HBEBRLTVWET . R REAEICEAFZIRE T HE. ERRXEEE
DPEOTANOT 1V DRBEE TS EDEETNDHY . REDBLTDRIEEDHUET .

o ERBXREBADEFEEAEDPTELL TVBZEICKYDMDERBRDIERDPFERL TWL D&M
PAMNAT AV EBERE (ERELMEREE) (XL TEH. FAHROEEISRETEEEA,

ACUTT\NNIE

AVRSITITRES . CNNIST,
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() L7 7 DB REHETEBEBRIBVETH,

v
’;‘: DMDDES#Ege A . FEEDETIERE . FRTF L DILEBICIRII DEZINTUVET,
2 ERE/IRRER. XOBAEIRRBRTIE ROIEBEZAVCERMEEDSHAEITOVEL .
‘;S\ © 10 m&17/ELTERE (TTRW : time to run/walk 10 meters)
T O RHASDILB EHVEER (TTSTAND : time to stand)
© AEBREER R V)RFRI (TTCLIMB : time to climb 4 stairs)
‘ 0 /—R - AZ—HITREEHE (NSAA : North Star Ambulatory Assessment)
i © 65 RIH1TEER (BMWT : 6-minute walk test)
;1 o EEMEH%ZE (QMT : quantitative muscle testing)
V)
% Fe. F1S T REEY ANO T —BHEH 1 K5122014% TUEROEAASHEESh TOET .
5 1. EEEEAE (JL—FA. TEFYALAILA)
_? ETIHE > TEMERENIDPBEEIN TOKBIEEZREMICRU=DETY . EIEREET RO
SHMELTULVETD,
% 2. FEEEMERERESE (JL—KB. IEFYALAILA)
? FEEEEEOEARBBICE DV TERINATMEET. LEOMBEREDRIRTTMEEITD
o FHZERREELET
&7
% 3. BEirIEhiE (ROM : range of motion) §Efi (/L —KB. TEF > ALANIL4)
‘;3 ETOREZMY). SEENEBETORRZERBTDOATRILEET.
(MY
T 4. ADLOFEE (JL—KB. TEFVALANIE)

BENREDNIEDOZEITIREZILEL . ADLZFHE T 2 &l ETHICHEWTERTY .

5. #&FH N7 A (MMT : manual muscle testing) (YL —KB. TEF>ALANI3)
FHERODHDETICH T IROERANLTEMETHY.60BZEDFFHMDBLEELWNEIN TN
£3'9,

6. ZOMOFEE(TEF Y ALANIL2)
ITE BT ARREIATHRELCESEETMRE TCEREDLEL —X - AZ—&HK1TieH
Ml 'Y (TET YV ALANIL2) X BEDESICHHZEBOTHEX L BFEDEBRICENLTS
DOBEN DA HENE A T DI REEAERE 0 (TETVALANIL2) & IEF Y ALANILOF N
THEEDSRESN THY GARZONABOIHEE L THSNTOET . BEZADREISSLT.
EYREERIEE RO TLEZL,




ERPREABRICH (T DB BN HAERTHM DFERIGLIT D
W B S IHEEBROESHEETMOFER (BAEBHEDOLLE)

al\\\rg¥ttt$§b7—ut(_51o m

10 m#13/ EIARER
FEITHSRS
(REE : m/FY) E‘}bj—.7y®g¥
_ EEESE
10 m#¥E17/
EITHHE (72) N
BTV
RS0 EIREE
5 EHY
B RS
ol EVT TV B
FRHS0D BSARERE
U5 DU
M®) NI
BAREEE
LTV
AFBREES BAEe
By
G /) NEEPIA
L EREE

R BSR
@) NP

=R BAER
Z9—5ﬁ

STE
(fmﬂ) EWFTV e

1.91£0.465
(65)

1.77+0.374
(16)

5.61£1.671
(65)

5.93+£1.469
(16)

0.22+0.089
(65)

0.25%+0.074
(16)

5.55+3.041
(65)

4.44+1.956
(16)

408.0+
167.16(21)

372.4+78.59
(16)

0.28+0.112
(65)

0.30£0.082
(16)

4.30+1.865
(65)

3.61£0.954
(16)

25.7£5.37
(22)

24.3+£5.36
(16)

1.89+0.464
(43)

2.00+0.443
(16)

5.64+1.500
(43)

5.27£1.319
(16)

0.21+£0.108
(42)

0.28+0.102
(16)

5.80+£2.867
(41)

4.25+£2.148
(16)

358.3%
139.28(13)

407.3£83.12
(15)

0.30£0.162
(42)

0.33%£0.122
(16)

4.22+1.992
(42)

3.44+1.233
(16)

24.2+7.27
(15)

25.1+£5.22
(16)

)Tl

-0.04£0.327

0.23+0.251

0.08+£1.414

-0.66%1.047

-0.01+£0.074

0.02+0.075

0.66+1.845

-0.19+1.141

-65.3+162.60

28.9+£36.31

0.01+0.090

0.03%£0.088

0.15%£1.282

-0.17+0.897

-1.1£4.28

0.8+£2.86
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0.2665
[0.0953, 0.4377]

-0.6622
[-1.3126,-0.0117]

0.0395
[-0.0023, 0.0813]

-1.0009
[-1.9372, -0.0646]

88.9907
[1.2646, 176.7167]

0.0217
[-0.0278, 0.0711]

-0.4645
[-1.1215, 0.1925]

21216
[-0.6246, 4.8678]
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EAER £ DHEY
% [95% (SR

0.0029*

0.0462*

0.0634

0.0366"

0.0471*

0.3841

0.1623

0.1252
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ERPREABRICH T DB BN HAERTHR DFERIILIT D@V TL 7,

E B EASI/IEEBEOER
g_o
‘;5\ 6 i 40 mg/kg | 1.659+0.541 1.467£0.625 | -0.192%0.101
T (RS - m/2% 80 mg/kg | 1.466%0.544 1.386£0.482 | -0.080+0.148
e [ 40 mg/kg | 0.2219+0.0981 | 0.1724+0.1362 | -0.0496:+0.0408
e (&R : /2) 80 mg/kg | 0.1525+0.0888 | 0.1274+0.0461 & -0.0251+0.0615
z 40 mg/kg | 346.5£102.7 | 317.3%118.1 2924373
J 653 M5THE8E (m)
= 80 mg/kg | 316.7£90.5 29174887 25.0441.1
L
53
5 Timed Up & Go test 40 mg/kg | 0.1360+0.0286 | 0.1206+0.0356  -0.0154+0.0119
» (EE:/¥) 80 mg/kg | 0.1141£0.0261 | 0.1021+0.0258 | -0.0120+0.0030
2 EREGIIRE )
» 40 mg/kg | 39.96+1528 | 40.23+14.38 0.26+9.60
= RS
L 80 mg/kg | 38.78+12.44 | 56.06+24.69 17.29£17.31
% 40 mg/kg | 38.55£18.93 | 30.26+15.06 18.29+6.80
K R
2 80 mg/kg | 33.99+1855 | 30.79+22.86 5.8048.51
2
¥ 40 mg/kg | 47.55+2037 | 43.85%19.14 370546
< IR RAEfERE
B 80 mg/kg | 44.95%9.35 54.46+16.71 9.51+12.63
J
40 mg/kg | 62.30£22.35 | 493842025 | -12.93+15.45
IRBIER{ERE
80 mg/kg | 52.66+22.82 | 61.55+23.21 8.89+13.60
40 mg/kg | 33.10£13.98 | 26.69+11.09 6.41412.91
ERAETE R
80 mg/kg | 27.83%9.89 29.93+12.22 2.10%5.53
40 mg/kg | 87.19+23.83 | 79.81423.67 7.38416.29
ERAEIRE
80 mg/kg | 85262591 86.79+32.15 153+19.47
TiE R RS

10 m&FAT/FEATRER. RASDILH EHVRER. Timed Up & Go testDEE L. BLARREOEHEL TEE L.
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I7) O REBUBMDIIRAZTAYMEICEB A MOT 1 R

R—RASA VDS ERTER TTOELE

45-52

47-52

48-52

49-52

50-52

52

BYSEIHEER

[EEMIR (S Y VEH) ICHT 2EIE (%)

40 mg/kg
(N=8)

n=2
3.5(1.01)

n=1
10.0

n=1
4.4

n=2
4.5(0.35)

n=2
6.6(2.17)

n=0

80 mg/kg
(N=8)

n=5
2.8(1.51)

n=0

n=2
12.1(2.55)

n=1
4.0
n=0

n=0

AN
Oo

(N=16)

n=7/
3.0(1.34)

n=1
10.0

n=3
9.5(4.80)

n=3
4.3(0.38)

n=2
6.6(2.17)

n=0

ER[ S EAVAIGE T

IEERRICSTT ZEIS (%)

40 mg/kg
(N=8)

n=3
0.202(0.178)

n=0

n=2
1.250(1.575)

n=2
-2.662(4.838)

n=1
3.228

n=0

80 mg/kg
(N=8)

n=3
0.274(0.437)

n=0

n=1
2.198

n=0

n=1
7.847

n=3
3.803(2.899)

n=6
0.238(0.297)

n=0

n=3
1.566(1.241)

n=2
-2.662(4.838)

n=2
5.538(3.266)

n=3
3.803(2.899)

TE (RERE) %
BIEEDPEETRTHB1%RBOHZEIISEMBEL . KFHIBEEESD 1T,
a B EIEAERIF24E% . RS/ TS 2BRXS24B%

NI,

ACUTILN

AVRSITITRES . CNNIST,

E
v
7T
7
7

®
)
7
2
4:3
i
o)
(A
L

33




E
v
7
7
9

®
i
2
(MY
L

=
v
T
7
<
)
£
2
yE3
ic
2
(MY
-

F7c. RT-PCREAICKI T/ E3AF v ISR RE LIHER . 49-52REDERE T R E5#4

TERODAFYED THRMEMER DT

FtA.

I REBUBDRT-PCRIZICE DTV 53ARF v J3hE

RN=2RSAV/HSRESERTETTOR(E

45-52

47-52

48-52

49-52

50-52

52

40 mg/kg
(N=8)
21.6(5.77)

n=1
26.6

n=1
15.0

n=2
9.2(2.40)

n=2
17.9(7.76)

n=0

BHVSBIAEEER

80 mg/kg
(N=8)

44.3(17.82)
n=0

n=2
53.6(1.52)

I:In-l-
(N=16)

379 8

n=1
26.6

n=3
40.8(22.33)

n=3
13.5(7.50)

n=2
17.9(7.76)

n=0

40 mg/kg
(N=8)

28.23(14.52)

n=0

n=2
21.73(5.22)

n=2
11.17(4.90)

n=1
23.66

n=0

E S/ IiHER

80 mg/kg
(N=8)

31.11(3.70)
n=0

n=1
47.05

n=0

n=1
61.37

n=3
45.81(5.54)

BOONELTD FIH D < BRFELIZERIZBAS O TlEdH Y

I:In-l-
(N=16)

29. 67 9 60)

n=0

n=3
30.17(15.08)

n=2
11.17(4.90)

n=2
42.52(26.66)

n=3
45.81(5.54)
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BIEF T/ LBREET—E2N—AEnsemblZAWT. —1EEZE (SNPs) DF—4&~X—X
dbSNPZEHEL/=EZA. AFNDIEE T H211IEEDSBAEEICE OV TSNPsOBEEDSERINEL
72D WTNICEWTHHIREE ST (1 %K) Tl

ARDIEE ARDIER SNPs

REESIROUE" | O UTRNAL) | (PULE) | (BULk) e
16 C G A rs7/57011771 <1%
17 G C AorT rs371588290 <1%
20 G C T rs756085930 <1%
21 G C T rs200571671 <1%

KAH21BERAR TRAMBEEZEFSMNIILIBE . pre-mRNALDS RiEDODABEERT

ERSEERBRRUCERSE/IHEZERICE O T 2ER (264) O ATV EIZFISY/ 2530
DNA>—7 > AERDRESNEL /2D AFH OIS ERULICSNPSIZRBHSNEE AT,
PLEKY . KHIDZSICERL TSNPSICE T 1B EEEZEZAOSNET .
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AUGSTITRES 5 CNNISIT, ATUF NN,

OO - CNNIST
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Q& A

(D #wizir5v2BIcid. BRETIBENSBYETH,

AHZHRETHRIIAREICEDVWTRESEBZELL. AEREREAVTHREN 100 mLICEDED
ICFIR - FRZEITOTLZEN 2720 FRETOFF DR EREN 100 mLEBADBEICIE. FR
ZIH T AR ERBRTRETHIEDFIRETT

ERARERBR TITh W RARAGE

BRI/ I ER B R IEE R

AEI40XIF80 mg/kgZEBRIBREBHNUIEE | #E100 mLERBDKIICHRZEIT o 16510 HHIS
100~300 mL&LTE, &,

(&) L ERERLAOHBEPHH EDORMIIFETT b

AFSERRIBRUNEEMLAVTLLEZWV AR EEIRRIBRUN QR ISZEF RN
T—REHIEE A,

(&) A#I0BEREORERERATIEEL,

BWR/ N\ TR TOREREROBEDZERDS. KR ZHR/ NV ITNEAR. 2~8CTRELH
BlF2485/H . ER TRELIGEIZORFELIANICIR 52T L TEEL,
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