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il

AR ZEMEIERIZRTE(LSE (Amyotrophic Lateral Sclerosis, ALS) (3B ) % Sclid 3 % A7
MOFAES = 2 — v v 2SBRICEE SN, ETEOMREMEETH 2, Z 0%
FER T, BCRICEWT 10 TABY 2.16 AT, #)3FETEBEOBEILCT S 1, Y
RDIINE T BHIFE & 70 % 2 & 28% (SRR D ZEVEIC X 5 B D Z5iiE & JRE % 32
%, ALS BE Tl 28AKEBD 220, 20JHKE LT, BHZEMHECHE S o
Pz, REOITLERZE T NS 2, K 3MREEOF KTz v, LigLiE
FERICBIG 3 %, &7 LA FAGES) = = — 1 VR D 13210, Wl TR P E R & v
> T BRIFRIEAEIR 23588 & . & DI ZEAia CWASH SN O T LK R EF b L TE ) 34
ALS BEQHEIEE X7 — & LTH w5 N 3 %ET ALS Functional Rating Scale
(ALSFRS-R)IC b W& T DFHifi 23 7IHX LT % 5

ALS DJFERIC DT EEREASERIICEE SN FRZIZ Lo, ZD A =X L
ZREGT 3 & 2212 T AT 780, ALS O & L CHIfERE S T2 b dic, Y
W= NEZXTRYBB LR, WIRDRMEDT LIRS 2ICE EF 0, BA
7 IR DRAFE A= T\ 2 o8, SR, EEIRRICi 2, ZhEciHEHINT
T FREHEMIRICO W T D ALS OIREE~DOBI G 2B S T 3 1%

ALS 13 Z D13 & A EDBFRFNICHIET 2 F61E ALS (sporadic ALS : sALS) TH %

2. 5.1% 258 %A T 5 K EM: ALS (familial ALS : fALS) TH % 7, 1993 4EiC fALS



DIRAEIE T & LT, Cu/ Zn superoxide dismutase (SOD1) 23¢)® CIEE & #1172 13,
BUEICIAR SOD] F 7 v AY 2=y 7<= 7 ZA(SOD1GI3A ~ 7 R) 2MERL X 41, EE)

R A D=2 b ALS EFAEY L L CAL B 7 14, SODIGI3A =7 Xt

=

PR IS B FFE TN 2 . BRI 2 (R B ZAL B RE D HIE . MRI T D fAAg

DHEZR L RIHOMMMRICE T 5 METD I, AH LT ALS DJRREAFIA R IHHHSE

BAFEIC T 1T 72 9E I A R S v T B 1918,

ALS BETIIHE T EEICOWTHE I N T 225, THEKEREIC O WTIZZ DRy

BDEMDOTETTH L, 2T TSODIGI3A =7 ZICE T, IHEKEEE D R FIXCH

% =X FHER) = 2 — 1 v (MoV) ® = X gL = 2 — v v (MesV) I 51 THK

REPL S 5 2 L BWME TN T B8 219200 KA O MHIEHT T DRERFI 222 Lic DT

FHE 2 72 KL 2 OFEIZABITH 5, ALS BE T BRI D% < 25%HE & S 2380

%05, AMIRA R AMERI A 12 B e FE M 2 R0 9T, R % CIRBREBIREE ., BtERREE

FRD R 7r EHISMICEEREDSIRTF S D, Z D7z ALS BF IZIREGES) 2517 E 1L

5L HAALC, ENT A AA 22 nwzavybta—&k—lckdaIa=F—a

VEIToT WA A

SEAE ALS OB ITEREICE BG4 2 2 a3 d v, ALS o L L <iEH

INTW 5, BAIZREG N L CHEMEZE L T 0, MiffomE, BRI X

VX7 BB R O DRI BT H 5 LG TN T 5 2 F 7 B8 DA



ErAfe © & 2 it R M AR O S hc i T H Y | iAo fA. IERICES L

TwdeEZLbNTWS 25, fffRiMiididEs, IRIFHORECHFEEL TH Y, fHiE

BIc X DiEHLT 3, COBBECIE Pax7 L WHEBRTARIHL CH 0 . S

Dew—H—t LTHREI N T 25, FHILL 2 23 sig L. £ o RF R

Fila~ &b d 2, 2otk FZEMIE o L L 72 sl (X 1R T2 & 748 L 7= fifk

AR 72 1L U 7 R Rl TRl L. BT 5 2 & Ol o B4, BRB R T h

%o M S e o 72T 2 X ROBEHRF I 2 THOFIEIRBICER O | Ak

ICHTIR T B %,

B XA ICE T 5 I A4 > v EH(Myosin Heavy Chain : MyHC) 1< X b #&fij &

AR TN D, EfiE. MyHC- [ #j#ED> 572 0 MR I51E2 & O Frbchy 7 El ic

B53 5, ok LCHlfhiE MyHC- T#RiHED © 72 b . BIKETi1E T H 2 AB#RAIEYIC K

T RN 2 RS 5. B OER R AEMEE LT, B, EiioHG 2R LT €3

Z LTI LTOMEZZMNM I 2 ¥ RBICX D FiE LT WiiED Ba b

BERITEZEME CIRERI 2, T2 & = v RBFIY A b v 7 4 — 053 A EHUE C 130l 25

INB O ALS BELET V2T RICE T, MM O EiE1IHE 2 2 L35

NTHY | BB OMETICHE O EAHERI G KT U, HERHE S B HER] & 23880 5

5 Lo P2 RRHE 2 4 TEIG OB T T» B B

Shlbibnid, BEZ OFFMAATH 5 ALS 1B 2 IHIEHEED 2L B X U



AL IcoWT, SODIGI3A =7 2 % F\wCTHIZER 2 & KA £ CfTE 2R

BES 21T o 7o E 72 FAERT1R D MHIE AR 2 ST o B (i CPUCE R i & L3

% Z & T, SODIG93A =7 ik 1F 2 HEMIAEZL, HEHEEDZ LI X O, Ak

e DA AL 2 BET L 72



WEFErs el & ik
Bl ic B89 5 A
TRXTCOEHY 7 v b anid, HRHNEHEIIED 5 [HPEEROMEIE 2 FEfD 72 D
EEF 2006 (FEEHICHEMLL CHME L . KIKEEIR A2 R L e RE S (BT
M A ff 2 HERL 2R B 27K+ 04538) I UNKIRCR R etk At Je Rl B R B

B2 (@Y EBREBSERTS Btk R-03-010-0) O&R %21 7=,

ERBY

AW clx Mo ALS £ 7 v v v X (JAX strain : C57B6SJL-Tg
(SOD1G93A)1Gur/]) (mSOD1 =% ) (The Jackson Laboratory : Bar Harbor, MA,
USA) Lo ¥AER <7 2 (C57BL/6]JmsSlc)(WT =7 %) 2 bEid ¢~ 2%
fERA L7z 1% ARERTIR., BEHEEOHNE % & DI TE A Emehic A% 4~16 B8l
~ 7 A (Iff, mSOD1:n=11, WT :n=10) %M L. HEREEE oM B
A% 8, 16 Bk~ v 2 (M, 8k mSOD1: n=5. 8l WT: n=5 16
fit mSOD1: n=5,16##i WT: n=5) il L7 (Table.1), %= 7 XIFiENE 23°C,
B 60%., 12 Rl oA, BEHHICE L S W2 il o 7 — Y NICEHE L. EE
filk} (MF : Oriental Yeast, 5, HA) % HHBEIRE &7 2, KTl ALS €

T~ 2%, %N 13 8l CHHEICEELIRI A R0, ) 20 8ty PR v



FEMZ D EDPMEINT NS B, KR CIk, TEIEREIRE it 4B X Y
2ElRZ & 16 R T <, (RE, AAE. BREE. EHEEEREZHIE L 72, 16 8k
Flz~w 2% EICELE. 30 BURNICE TS EANG WD L 2HERL 7215, H

DT LEEI X &7z 3,

B FHOHE

BETFHOHED D, w7 ADE% 5mmEEHL L 72, DNA fiiH - K58 % v b (Quick-
DNA™ Miniprep Plus Kit : ZYMO RESEARCH, Murphy Ave, Irvine , USA) % Fi\» C&
D¥ v 7N XY DNA i, R L7z, AFICTDH % The Jackson Laboratory O 7' 1
F 2 (The Jackson Laboratory : Protocol 29082 : Standard PCR Assay — Tg(SOD))
WHIY . R Y A F —E5E8H G (polymerase chain reaction : PCR) 1 X » THRE L 72 %

(Table.2),

BEBRERIE R O EEA

HAREOHEHE & LT, ETMRIVIE SN TR I7EIcHEL, [RE ] 130
rY7 ) OEERH L 130 0272 ) OERE | © 3IHHZHRE L7z 2%, HETHE%R
DOFIE, ATH X0 12 Kefilit g 2 Mt L 72, BF M7 — & Ol i SRR 2 EE L

2 £ ® Video Camera (HANDYCAM, model HDR-XR520V : Sony Corporation, H i,



HZA : Everio, model GZ-HM890 : HA Y 7 2 —# X etk, MR, HA) % v fil)y

2 75 (BEEERIL D 2027 115mm & 165mm DALE) 2> b lo~ T 2 0B A

T 2853 5720 30 PR e T AIRE 21T o7 % 130 7747 ) OERRRH 13, &%

L7= 30 oM ofT#HEED 5 b, FROEBEEIEZITo T Ko &F e L7z, [30

N7 OERE| RBEREMARRICE T 2FOHED S 30 2R OBIEK TR TO

IR OHEZE LI WARLE L L% REIR, Rl 2 ARREEIER ICHE L 72,

VU BHE BB RE R E

VUl DEENHEAE & L T, ETTHRRE I BT 2 B U 72 GETTHERE (X EERBIVIN % T

Ly F I (TMS-8N & 25 4 : MELQUEST, &I, HA) %M\, Reynolds & D

HICK B HEEMGY, GHIIHD 3 HATX Y 13m/min T 20 /pfEo P L—=v 75

fTBHEML P Ly FIAANEGE 72, sHllE 4 BFSICORE 22X &, &K 60

SRIEMmL 72, 5 1 EREIX. 13m/min T5 ET X872, F 2 BEIX 5 05 1 GE

EZ% 18m/min IZ R X872, 5 3 EMIT 18m/min ©—EHE T 30 EET X7,

54 BB 23m/min ICHE % T RERIC 20 REET X 72, 60 5358k L BRoEST

FEEfEIE 1142.5m TH o7z, PL vy F IARAICEIMBEEELREZHF 7Y v N6z

o ETEZLD ) v FEEML 2~y AR RARESHEIC X Y FOET 2R

INTH, PEIICEEZMA VM2 AEGI 2D TERD >, o0 DREK



CTRLAMMZ B L 72~ 7 253% D2 ) v Ric ko 2B, Fic T~y 2 2l L
ErLy FINVETERLZ, FICTETZIRL %S ETEZIERL 30 BE 7Y v F
Ficl & o EHICGELZEHTL, 2O~V R F LYy FILDL—vhb
fE 7 —VICR L., ZOR R TOETHMZ L Lk, B I/NBiE ) HlE 2 E

(GPM-101BV : MELQUEST, &L, HA) %M TPk )) ZHE L 72 8%, §Hll
E. Ly P IAETOREH R CEREEEHIE D720 Ot H 2R E . &K 1 2o
R %23 T 1 HiC 6 [MEFHIE L 72, B H b RO TTECHE 2 £ L. % O FHEfE

ZRHHME E L 72 %,

WA K OPUR A RE O AR E
<7 X% ZFRAHE: GEfEX 7 F 32V (0.02mg/kg). I XV 7 4 (0.3 mg/kg).
WA s 7 7 7 —v (0.2mg/kg)) DIEMENTESHC CTHRRFE LIAEEHI 21T > 72,
BRED D 2 KATIHRETE D LR L 2R IcESY -, BFEBHA~A27n CT
(R_mCT2: #k &tk Y 72, Hg, HA) ICCTHER & Fili, #Iicy 0 TR L 7.
EBITIZOKV, HEERIZ160uA, K2 rH 4 X3 148 um > TEHHNIMHEM L 72 2>
> 72, TR X -G 2 HGfFHT Y 7 F (TRI/3D-BONE, RATOC, #it, HA) 12Tl
A S NI R A i UL AR 2 WE L 72, I, TRTIC IR e~ v 20 03

B &2 & AT, RIS R & A & BB O A EICIHE OE 2 EIE L 72, RIC



HTBEANWTIC C T 5EE & OB 2N & Uy Bim T imldeiads k2 BRI THIBT L 72,
W % &~ A 0 L7l D & THEE OIS, BRI A FR & | B & L7z, CT
HRICH T 2~ 7 ZDWHILEICOWTIZ, Jeffery b DG ZS ML 72 o Wl TR
iz 2> O T SEBR i O HiPH C WA BT 2 fil i L iRig & L 7z, VUSRI, Rt
& BRI & 0 O Chl L 72 BIBCAIARIZ B =S8/ 2 £ & L <. ebIRITic ChatERa Al
2> b RUE S O HPH TR I U 7z BRIBIERIE, WRIERI 2 F & L <, Rigamnc <R
ffi2 & AR T RBEET O HPH CAfE 2 fi L 72 2%, ZhZhokiEz &t L. WEGHRE

DML L7z, MR OFHNZ, 7R 2 R L 72 [F— AP & £ iz,

Wi, HERER o B E B HIE B X SR AIER

8 [, 16 > SOD1GI3A ~ v 2 K AR~ v 2 (I, #8f :n=5) ZH T,
~ U A % SHAMERL NI CREIE X 2 721, 16 IR, MEIEH 2@ A e e < L. il
BROEET 2K &0 ABERZEE L, Tl L 2Bk iie SR oni L
72 2-AF VT RIS THAE L7z B L 72AHRRIE N 7 4 7 A 2 BT 1T/, 2- 2 F 17
2 RFRIEX %, BHRBICAN —80°CTHRE L7z % R, o HifE £ <. il
B L s X 5 ) v IEREE £ B &K (Phosphate-buffered saline : PBS) Gf#if L

7‘—,
~o

10



HOE SR A R R U SBAT SRR

BHREARBEAZ 2 94 AR 2y FIZToum DEXTHYIL, 254 F 477 2 Eichd

& L7z, 15°C~25°CT 30 /fflizle X w7214, Wi R oEH % PAP RV ThZF D,

BB WE ) ~2—F v 7 L7z, R\, 4%Paraformaldehyde (PFA)IZ T 10 43[i]

EE L7z, 0.1%Triton X-100/PBS (PBST) I T 5 sl % 2 A%k L 72#. PBS i

TH5NMEH L7z AT7A4A FH I AZEFEICHELZDH 5% skim milk/PBS 12T 37°C

T 1MW 7ey v 7 %EL 72, Pax7 24+ 34 73 PFA BEERIC 0.5%

PBST 1 C 20 43 [EliE LB % 1T 5 72 #%. PBST 12 C 5 4rfEldeif% 2 [al, PBS IC T 5%y

MEE L7, 1 XPifA% 5% skim milk / PBS I CHRL, 4 ECc—McX 87, 2

H. PBST i T 5 5[yt % 2 [, PBS i T 5 7ffutis s 1 mIFEM L, 2 XPUREPRE

ZEim T 1 KRXIG & €72, PBST 12T 5 7pElptid % 2 [|], PBS i< T 5 7rfHutid %z 1 1]

FhE L. DAPT A D FHAANCTE AL 7 24, WRIE, A — A v 7 v ELEMET (BZ-

X800, KEYENCE, KFx, HA) ic T L 7=, Ak fiiH 2> S EAERK £ cFH 2 3

ML 7zR— AP X0, &2 TORERIZFRERO FEIC TR S L7z, dOLREREEICH

7o B HEPUARILHNIC R L 72 (Table.3),

WA B ONEIEA 1 35 1 B BhARAE D € BT

R AR S OVE B AL I3 SO BRI xS 3 5l ENT v 7+ (BZ-800 Analyzer,

11



KEYENCE, K[, HA) @4 7V v Ferh vy FEEREZ I WCERML 72, 9. M
% % L Laminin BRI O HEEY 7 F A %3050 L 72, D E T/ BEBERE 2 WV T
fifl % D FARAE 2 NI T L 7z B A 277 LB O TIREZFHEE ST 2 2 L T, /h&
75 ARFEEAEI R RO L 7220 . AR O & IS RRHER. A RRHERT IR 2 HEh LI L 72
7, T, B EED 20 BEART, KETIE 1370.9+1144.12 #RHE. BEER T
2252.35+£210.51 BRHEDSFHA X L7, A % 4 71 Eke Y] B ic < . MyHC- T, MyHC-
[Ta, MyHC- II'b D fj#AEEZ GHEI L 72 48, GHENE ATk © 77 33 2 mifitE % 725% L 72 #.

BHE X 4 7oy 7 F AR . BT 2 RiE X 4 7 O BRE R RRE L 72,
AR 1E Laminin/DAPI (kD & 7 F L % 5HAI L 7=, &< OBl BN %2 & 20
AR T 1 AR 72 0 (e T g 3.9420.28 il BERE A < 2.64£0.31 {2351l & 7z,

e 21X Pax7/DAPL B1ED > 7" F A% 22 1EHHI L 72 20, iR & [ U 20 42
AT 100 AifAEY 72 0 L B TIE 9.24£1.20 T dH - 7=, WERERT T 4.31£0.67 il 235F

Xz,

£ Bt Kk U EH#T
FERHENTIZ IBM SPSS Statistics (IBM, Chicago , IL, USA) % AW TiTo7-, 1IEMMEIC
2T IE Kolmogorov-Sminov #E F 7213 Shapiro-Wilk ME, EXDZEEMEIZ DWW TIE

Levene DE L W=, M2 L7=Y 7t~ M student-t FiE THOM L7TZ, X THOF

12



—ZIFE £ RHERRE TR L, (RE, AR, LRI, SERE, BTl 7

TNZBWT, WT £, mSODI1 #EH o HelkiE — ol i KA HIE ANOVA TRl L7,

FERNC AR BAER N S =855A1%. Tukey-Kramer #2EIZ T, post-hoc FL#E A 1T > 72,

BEKHEIX 5% & LT,

13



EES

BRI X O\ EEEh e

SODIG93A ~ 7 A R OB A A~ w7 2 % FIVVC, 4 JRlG 5 16 Ml E CTITEBIE % 5
it U, WHISHERE & OV E B e 2 & L7=, mSOD1 #f, WT #f & b ic, EREHT
X 14 8lins o, BREE T 12 A8l o EAMER 2 R 7225, Eilinic B » TR ERE
ZRw7h > 7= (Figure 1a,b), JEEIEEEICH VT, FL v F I AETHEEIZ. mSODI
HFECIE 10 B AR U, 14 8 lm DA X BEE 1T L 720 WT BRI a0l ic v T
MEIC S O | SEEISEWETIEREZ R L 72, B cix. 16 il 5 mSOD1 #f
TEEREMHE#HORBAY %o 72 (F (1, 117)=9.37, p<0.001, 12week : mSODI1,
936£87.0lm, WT, 1060.92£45.98m, p=0.20, 14week : mSOD1, 734.46 £ 150.98m,
WT, 964.46 £71.49m, p=0.16, 16week : mSOD1, 290£119.59m, WT, 1061.15*£37.73
m , p=0.003, repeated-measures ANOVA followed by Turky-Kramer post hoc
comparison, Figure 1¢c), #7115V T, mSOD1 #<ix, b L v F IAESTEFERIC 10
HEERLARERAD U7z, WT BECid 8 e o WEINEA %2 580 72, REEHETIZ. 14 Hiiw
2*5H mSOD1 HTHEARENK T2 7=, (F(, 133)=10.02, p<0.001, 12week :
mSOD1, 165.39 = 15.51g, WT, 185.83 = 10.88g, p=0.30, 1l4week : mSODI,
152.12+15.96g, WT, 192.93+8.66g, p=0.042, 16week : mSOD1, 132.47+25.15g, WT,
211.98*£17.44g, p=0.017, repeated-measures ANOVA followed by Turky-Kramer post

14



hoc comparison, Figure 1d) , f&KE |3, mSOD1 # <l 10 85 £ C¥EINER % 7R L 72 23,

12 Blw X 0D L7z, WT BECREBIEIRTIC—E L 2 REEIN 2580 72, mifEHE i

BEEZIZRDH o 72 (Figure le),

W 5 B UM U s B A A5 o0 R R HY A (A AR S AL

HAPRAE, PUBOETIREE IS 2 B8 O 2L 2 BET 3 5 72 o R 2 i AR D

HIE % Ffti L 7= (Figure 2a), MifAfEICEH T, WA CIE 14 8E E CRINMER %2 20 72,

WT #ECld, il CHNtER 2 380, (RERIN L RO 2R L 72, BT, 2

B THEE 2RO o7 (F(1,145)=3.35, p=0.069, 12week : mSOD]1, 35.93+2.43m

md, WT, 31.47£2.61mm?, p=0.23, 14week : mSOD]1, 37.66+1.79mm3, WT, 35.77+2.29m

m?, p=0.52, 16week : mSOD1, 34.99+3.29mm?3, WT, 37.42£2.45mm?, p=0.56, repeated-

measures ANOVA followed by Turky-Kramer post hoc comparison, Figure 2b) ., AifEHi#E

Tlx. mSODI1 #fi% 10 s LARE T A %2 380 72, WT HEIZ 8IS HIR chg e z 280

oo R IC B LB CcCIAREEZRZED o7 (F (1, 144)=0.60, p=0.44,

12week : mSOD1, 76.27£4.96mm3, WT, 71.14%£5.73mm3, p=0.50, 14week : mSODI,

72.95*4.14mm?3, WT, 76.76 £4.63mm?, p=0.55, 16week : mSOD1, 70.71+4.51mm?3, WT,

84.56+7.65mm3, p=0.15, repeated-measures ANOVA followed by Turky-Kramer post hoc

comparison, Figure 2c¢) . BZIAHFECTIZ, mSOD1 Bt 8 :Alin AR ARE D #5890 72, WT

15



RIS, il CARRRIN 2 2 72, BERIEETIE, 16 JHiin T mSOD1 #E D A = 2 A
w72 (F (1, 143)=5.13, p<0.001, 12week : mSOD1, 178.87+9.43mm? WT,
203.7£20.18mm?3, p=0.25, 14week : mSOD1, 175.95+10.31mm? WT, 222.15%+20.93mm?3,
p=0.056, loweek : mSODI1, 151.01*15.44mm? WT, 259.24%+18.51mm3, p<0.001,

repeated-measures ANOVA followed by Turky-Kramer post hoc comparison, Figure 2d) .

Wil OB o iR E R

B O FHIELE & LC 8 i & 16 i< SOD1IGI3A =7 X L BRI <7 2 D
MR 2 HIE L7z, W, WEIERIC BT 8l TIk mSOD1 #. WT #f & D b T
BEEZ2BO D o7z, (Masseter : 8week : mSODI1, 0.1000+£0.0033g, WT,
0.0892+0.0040g, p=0.050, Gastrocnemius : 8week : mSOD1, 0.1016 £0.0122g, WT,
0.1271+0.0046g, p=0.067, student-¢ test, Figure 3a) BEMEAHIC BT, 16 HfET
mSOD1 FHIHZTIMENEZ /R L 72205, WHIC B W IR ER IAEEZRO kb o7

( Masseter : léweek : mSODI1, 0.077=%0.0042g, WT, 0.082+0.0043g, p=0.35,
Gastrocnemius : léweek : mSOD1, 0.068+0.0064g, WT, 0.131+0.0098g, p<0.001,

student-ztest, Figure 3b),

Z 5 T ONIRRE A oD AR 2 S CN A BT T A

16



8 s & 16 Miiso> SODIGI3A = v &, WM =7 21T CHRAERTTR OB %A DZAL
% AHAA TG U 72 (Figure 4a) o A fHAR 1A D RRMER L mefi WERE T & b 12 . mSOD1
e WI BHLolbhiRCTCHEEZ RO It b o 72 (Masseter : 8week : mSODI,
fiber(n)=1433.8+267.51, WT, fiber(n)=1157.20*=230.30, p=0.46, 16week : mSODI,
fiber(n)=1497.4+396.53, WT, fiber(n)=1395.2+310.22, p=0.84, Gastrocnemius :
8week : mSODI, fiber(n)=2122.8+489.08, WT, fiber(n)=2597.2+593.91, p=0.54,
l16week : mSODI1, fiber(n)=1796.8+374.41, WT, fiber(n)= 2492.6+210.56, p=0.14,
student-ztest, Figure 4b, c), fHffROWIHEICEH VT, KHTix, 8 M. 16 MHim &
b1, mSOD1 Bf, WT # & Ol CHEZIIZ D b o7z (8week : mSODI,
1214.8+105.74 u n’, WT, 1455.4+175.69 u n’, p = 0.27, 16week : mSODI,
1700.6 £189.47 um*, WT, 1528.2 +85.87 um?, p=0.43,student- rtest, Figure 4d), WEIEH
T, 8, 16 E L D 1ic. mSOD1 e WT #H o #kic 51T, mSODI1 Ff i3 H =
WKW EZ R L7z (8week : mSODI, 1361.6+26.08 um?, WT, 1567.6=56.12 un?, p=
0.010, 16week : mSODI1, 1200.8+£80.18 u m*>, WT, 1671.2£56.12 u m*>, p = 0.023,

student-z test, Figure 4e)

W2 Sk ONERE G DR % 4 7 El &
HEARRAE L, B9 5 MyHC ic X b, MyHC- I, MyHC- Il a, MyHC- 11 b, MyHC-

17



Mx @4 FEICKA X N5, EFRHMER MyHC- T & LT, @i iz MyHC- 11 o 3 ffic
SEE NS 3, KW Cld, MyHC- 1, MyHC-1l1a, MyHC- II b ##f i< oW Tt L 7=
(Figure 5a), Wi, WEREAG & b i & AifkiE 2 4 7Bl o &l A 13 MyHC- I1b>MyHC- 11
a>MyHC- 1 TH o7z, WH. BEIEA & b ICEHAEE CHmMHEx 4 7 2 & o SH=IZIHE
BChot, BTk, BHHEX A Ttk \wT, 8, 16 L b ic, mSODI B
WT B ltiZics T, AREER#RD%h o7 (Figure5b), WEIEMIC 3T, MyHC-
I. MyHC-1la i, 8@fH, 16:8#E bic, mSOD1 #f& WT B L oltitc, X
% B I H o 72, MyHC-11b T, 8 38Tl mSOD1 BE & WT B0 Hilizic 5T,
BEERBD AP - 7225, 16 HETIImSOD1 #3 WT B & IR L, AREICEWEZ
R L7z (16week : mSODI, 0.522+0.018, WT, 0.694%0.037, p<0.001, student-r test

Figure 5¢) .

WE 5 S O BEREL A, o AR ME AR S UM R AR
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i 8 R Y 16 M CHE S 2R D Do 7- (Figure 6b), WEIEAT<I1x, WT #ECl3 838
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myonucleus=1.719£0.608, p=0.010, student-¢ test Figure 6¢) . A EMAdIC BT,
W ZMERE R & e L. # 2 5 o B 2 n L 72, e <lid, WT R i3 8 i &
e U 16 Wl cHENE R % 580 72 23 B E 1T D e 2> o 7223, mSOD1 £ D i fiy 2 Al
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cells=7.13+3.86, 16week, satellite cells=14.69+5.92, p=0.044, student- ttest Figure 6d) .

WEIEA: < lx. mSOD1 #, WT #E& b ic 8 Ml & ez U 16 B < i S A £ o B
fHF % B> 7205, AEAEIZZD D -7z (mSODI : 8week, satellite cells=3.26+0.16,
loweek, satellite cells=6.59+01.851, p=0.11, WT : 8week, satellite cells=3.45+1.04,

16week, satellite cells=3.86+1.52, p=0.83, student- ¢ test Figure 6e) ,
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Table 1. FERRICEA L 7c~ 7 X DEKEK

WT mSOD1
mouse C57BL/6JJmsSIc (SOD?ZS;,O',‘ A;lgGur, ]
Behavioral p_hysiological 10 11
Experiments
Immunofluorescence 10 10

Table 2. EEFRO¥IFNIAHW =774 v —

Forward primer (5°-3”) Reverse primer (5°-3”)

Transgenne CAT CAG CCC TAATCC ATC TGA CGC GAC TAA CAATCA AAG TGA
Internal Positive Control ~ CTA GGC CAC AGA ATT GAA AGATCT GTA GGT GGA AAT TCT AGC ATC ATC C

Table 3. A L 7= xR O FH R EE

Dilution Supplier Antibody Registry ID
laminin a2 (clone 4H8-2) 1:500 Enzo Life Sciences AB_2051764
PAX7 Antibody ) .

(PAI1-117) 1:200 Thermo Fisher AB_2539886
BA-D5 (MyHC-I) 1:200 Developmental Studies Hybridoma Bank AB_2235587
SC-71 (MyHC-IIa) 1:300 Developmental Studies Hybridoma Bank AB_2147165
BF-F3 (MyHC-IIb) 1:200 Developmental Studies Hybridoma Bank AB_2266724

Alexa Flaor 647 chicken . .
anti Rat IgG(H+L) 1:1000 Thermo Fisher AB_2535875
Alexa Flaor Plus 555
Goat anti Rabbit 1gG 1:1000 Thermo Fisher AB 2633281
(H+L)
Alexa Flaor 546 goat anti 1:1000 Thermo Fisher AB_ 2535779
Mouse 1gG2b -
Alexa Flaor 546 goat anti 1:1000 Thermo Fisher AB_2535714

Mouse IgM _

Alexa Flaor 546 goat anti 1:1000 Thermo Fisher AB._ 2535765

Mouse 1gG1
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