I} su.c

BEIATII/L:—xNE=1

ALSEFIISYH
Slc:SD-Tg(SOD1H46R-4)

EEXRH (EE) : Sprague-Dawley (SD) Jwbk (FILE))

BBIEF  RRMEALSESEp.His47Arg (H46R) ZEtERMCu/Zn SODE=F (SOD1) 07O
T-A-fEEEES0ER. SYMIREMSodI(KhZTERNSOD1 22 B (GERIFIR. BiECEL
SOD1ZEA% 7Y IFEMSOD1EHD6MEFIRL |

FKIRE  ATOIEEESRGERMEN DETHEORRIESN —1-0Z %220, ALSOBRKRIERSLU
HRIEENZ(Z2HBIR. £ THSFI20BEE TEFERLIASHRER IRV, 9248
B ECICAREIBIINRANCERUIR, — AN SIRE2TEE - TR THIEBICER.
fE%, MWABEBTERRETESK, BEEREHERS.

3K : AL KFETRINZYD, 2005FECHARIRAIIS RSB ALR, RIFGHIE.

farl . BAREELERASHR S/RMR-AL

AALSETISY MR :

1. SODIZEEBFEARARKMEALSORREEL TEREZ LY (33.7%, E1Y)

2. TOHRTEHA6REE(IARAFIEIEALSTEOLOESRE (16%, E17)

3. EPOEEARRIREL - HPRIBEFNREZAETIELERY (E2)

4. GO3AZRERSODI MYV ATIZY) Sy LU THIRMNEL, TARRKRLPIVLS) (R1)
5. JEERIRRERZ S HIAFTUEREREN S EHD, BEMEEESTME O

6. NIRETIELEERL, HEN10MEFEREL

— PZE - FREREANOZEF IR S, 1@%:5?: IS RER - BAE AR ORI E S 78
— EbEDEBEEF - EEFRRRBIENEC, B FEBENNEL
— )\>RUZY (BHE) N'ES

=1
ENSOD1ZRE | p.His47Arg (H46R) p.Gly94Ala (G93A)

SOD1ZERICLDIEKRAFRIKIEALS

REEE 16% (ER&EZ) —
TR AR 19124 —
BEEFEASYM Slc:SD-Tg(SOD1H46R-4)  SD-Tg(SOD1-G93A)39Thk
FEESPAL — Rl — AR E (SR>
ETRE &R (19438) =R (F91:8)
FEeRIRA ZE REES
HRREOBRM Rif EhEERZD FRE—1-0ELIC

ZRAZMENBEIZIOD



1

Eip

il

H46R

L126S
Others
CRREESE)
G93S
BAEAFZEIEALSD
REEET L106V
1149T N86S H43R
AIwhETIL
XHEE (BFA4RY) FERER] FeE1& 2 EA FERE1&HA

. 1D
' 4 e - .
J o Y
5

BRI RTAOREERMIET (pNF: UVB{EZ1—-0743X> N, Ub: IE+F>, bar=100 pm)

i TRAEKFHIEARITUREUZBAARKIRIEALS (1605k3%) OEGFHFEITORNER (ieh) CERELR

3OEMEUT -4 (2267FR) (B "THARAFKEMALSIR—DOBEHR (Cp.Gly94Ala (G93A) ERE(IFRENZR
L. UL, COZEIENMSERDIRENHS (Cudkowicz ME, et al. Ann Neurol 1997; https://alsod.ac.uk/) .
FEDHTIHICATYMNET )L TERIBRAENEIZR SN 3.

SE W

1. Nagai M, Aoki M, Miyoshi I, et al. J Neurosci. 2001; 21(23): 9246-9254. doi:
10.1523/INEUROSCI.21-23-09246.2001.

2. Nishiyama A, Niihori T, Warita H, et al. Neurobiol Aging. 2017; 53: 194.e1-194.e8. doi:
10.1016/j.neurobiolaging.2017.01.004.

3. Nakamura R, Sone J, Atsuta N, et al. Neurobiol Aging. 2016; 39: 219.e1-8. doi:
10.1016/j.neurobiolaging.2015.11.030.

4. Naruse H, Ishiura H, Mitsui J, et al. Neurobiol Aging. 2018; 61: 255.e9-255.e16. doi:
10.1016/j.neurobiolaging.2017.08.030.

5. Matsumoto A, Okada Y, Nakamichi M, et al. J Neurosci Res. 2006; 83(1): 119-133. doi:
10.1002/jnr.20708.

6. Aoki M, Warita H, Mizuno H, et al. Brain Res. 2011; 1382: 321-325. doi:
10.1016/j.brainres.2011.01.058.

7. Shijo T, Warita H, Suzuki N, et al. Exp Neurol. 2018 Sep;307:164-179. doi:
10.1016/j.expneurol.2018.06.009.

8. Minamiyama S, Sakai M, Yamaguchi Y, et al. Mol Ther Methods Clin Dev. 2023; 28: 312-329. doi:
10.1016/j.0mtm.2023.01.008.

9. ML, BRLPEFE, SAIRFAIER. TRIRYUR-SYNEBETIVER/\DRIv). F1 (2011) .

ALSETILSYMNCBITBT3EN - CHHFIRE

HARIRDI SRS ERESD

RAERTIYY : @ 053-486-3155 BIFATIUY : & 053-486-3157
FUMNIVY . @ 0942-41-1656 FAX : 053-486-3156
URL : http://www.jslc.co.jp



