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i ZEAE M 2 m8 VE  (Amyotrophic Lateral Sclerosis, ALS) (X, AV « FAEEI = = — o o 03fEE S5 HTH
DEEBETHD, NH10G ANV 2. 16 NOEIE THIE L, BIEMHNIBR DO /1532 < Z B, RENZIIAIFRRE O
M TIZ L DM A28 UTIX LITBERNZBE G- 9%, BUIEE THRIBIFRIED R WALSIZEB W T, EREE %]
L. REINBLLGET D 2 & TALSEF DIEMIZ DR N D AIREESRIB ST WD, ALSEE TiX, W NEE 5%
THZEDRMBILTWAD, HEHERIZ O W CREIZ A TH D, ABFZETIL, ALSY U AT T L& ffi o CTHHIEH
AE & VU BGEEIERE D2 L & el L, & BRI 2 (KB O A iz oW TR L=,
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FEER 1 ALSET L~ U AT DRI 72 B ¥ i R RS O M E Js X OTE AR B 2R fa st

ALSET /L~ A (SOD1G93A : mSODIFE) (M, n=11) & FAR -~ X (Wild type : WIEE) (M, n=10) %W
T, 4R G 16 E T2l Z &1, BRAEREONE S L OB AEHE, WEGEEEOWNE Z21To 7, BRAEK
FOHE IR, MRS RERA EENTERN Lo~ o A28 EBRA~ 4 7 aCTICTRE L, RERAZILER & L
. & e HUREAS T & LC R =82 £ & T AR, PEMEM 2 &3 2 TR ZAE L. £ omik
2t Y 7 MCTIIE Lz, HEEEIZHOW T, HAaRE, HEEFHOFNZITo 7, BRITEOBIIE. 7F—
VIR EFEEL 2 60T A AT CHi k., 7 o2)mE 0300 MiRE Lz, RENIH% COfEOE R ZHIE
L, BAOBEAEASEL Lz, WAOEIEREIC SV /BRI EEE I CRi, TR IZ2, ZHE ML v
R VIS TREITIERED RN 21T - 7,

FEBR 2 1 SODIGI3A~ 7 ANZ I3 1T B HHIE s S ONVU i B 4% 1 0D KLk - AR )

S fr, 16HfEDSODICIBA~ T A L AR <7 2 (f, A HEn=5) KV, BHEROPIED 2 UihiwE &2 HE L
oo MM LA Z TR ERICTHEALEVATNA T Z I CAEERSE -, YU 7N E26umDESTAT A
AUTREARZER L Yl TMyHC- 1, Ha, HbZUHHE (FLBA-DSPLIR, HIBF-F3HLMA, HLSC-TIHLIKR) . it
Bl (FrPaxTHUA) . Ml (Hilaminin o« 25UA) 2R L7z, 2RHURIZITHI~ 7 A TeGHUA, 1T By
FIgGHUA, HiT v PG Z W, BERITA—/VA T L aOCBEMEEI TR B 2 is iR L, f@ir 7 7 U
r—3a SSCRRES, Wrimi Al AT, AERKE 2 1 TRIEIA & BT LT

[#5R]

FZBR 1 SOD1GI3A~ 7 AT 1T 2 REIRFI 72 B A& A (S AE O I E 38 K UM T A PR R

WHEEREIZ DV T, BRIFHE, BREL LICWHEL I LA BEEZEZRO o7, MEDOEEEEIZ DUV T,
mSOD LEED 2 JJ 15 1A i LR CWTHRE & bele LA B LU, EfTHEEEIX 16 E I CWIAE & el LA EICED Lic,
RFEIE TIE. WA CIXA B REREED 2380 o 1208, BEEE CIT16RE TA B LKLY 238z, £
72, BREEEICBOTH, WHITAEZEEZRDLEN-T-0Ixt L, BEER TIX16#Em CA BB, KBREW
DAREZEALIZ DOV T, mSODIFEIX L2 L 0 UMM 258D 7203, WIEE & Bl LA EZITR O o 7,

FHR 2 SOD1GI3A~ 7 AT 51T D NHNGAT o OV JEe B 4% 775 O fEfk 7 o i st

AR EEIZIB VT, mSODIREDOILH X8R, 16l CWTHE & e LA B AZRBO RN ook U, BEIER CTlX16
HECWTHE & i LA B A2 RO T2, MRS Inmy . PEIEM & ©ICHEEM ., #HERE THEEIIA bR
Too FRRRAEMT EIFE O FERM] LLBZ W T, WA CIEMFRIC A B AL oo DI LT, PEIER; TIiE8, 161 i
EHITmSODIFRIIWTEE & i LA BN S WMELZ R LT, £70, HEsM Tl Lz & 2 A, B CIEmEE & b il




7> 5 1638 i THIANETNIZ 3> - 7253, WEIE A TldmSODIFEIC B W T 23R T, iR H 72 0 O HMER 3T,

M CIEAEM . B CHREZEZBD R o723, WEER Tl mSODIEEIZIW T, 8illlfin & bk L1638 THE 72
B 2R T, MRS OMEEMIEKE iR Uiz 2 45 WHITHERE R & bl U, i L i i 3sers
Thote, HEMRICBWTHEEITRBO R o72h, BTl L 2 A, B, BEEM & I 160 T
DGR 2 388 . M O mSODHE I8 kn & ik L 16 CHE RN ZRO I, MHMES 4 7EGIZB N T, K
i TIEABRAEDFEIA IZICATHIE & [RIER. I AIRRAE Td DMyIIC-TTa, TbMRMESKITEITH V. EEFIRHKE T b DHMyHC-
I MHEIZ1IBICh 72, BER, W CHEEITRO 27, BEEMRIZ OV T HMyHC-Ma, 1 bfRHESKISEITH

D . IEHRRE T H HMYHC- TRRMEIXIEILL T CTh o7 Th o7z, BERHLELZ I TIX L6 # OMyHC- TTbARHEIZ F5 1

T, mSODIFFIIA EELZR DT,
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AWFTERER LD . SODIGI3A~ 7 A DIHMGHERE 13 MU BOEBIHRRE & PLik LIRAT S 4L, WM MERE i & Ebile U i siide o Wy
HFE DD 372 < T ZEME DHETT B Al REME SRR S 472, B RS I ARAE O A BRMEARZ 1B K 700 IR & B 23 FE Fiif
SENTBY., HfgEMEIHREREOUIBICED D, ALSHEE TIX, IREKESNIRY  TEAEASND Z X560
THY ., REGESE) 2 T 25RO f R ML OB L LZ N2 LR RE S TS (Kallestad et
al., 2011, Pacheco—Pinedo et al., 2009) , FE7=. WAGILZHEER & bhdik Ui 2 MIa0REEN 2 <. BAR
FDE N ERRE SN TWD (Yamane et al., 2005.) , ZHHD I b, KO B ZMEOEITHAHEER & It
fi LB WRIR O RIS i BB S 3 i T < . Z D72 O\ CIE R MEE S N MR T, I IREN R ST
AIREMENE Z BN, ETALSET NV~ U ZADEHA TIL, ALSOEIT & & b ITIEARBRMED & BT BRKE~ DO BRAE Z A
TOEANEZ D Z ENEfMIILTWS (Palamiuc et al.,2015) , 16M#ERDOALSET /L~ ZADPEERIZEB W
T, MyHC- I bBUHRHE DN BRI LT 2 L. Z ORMEDEFHLDALSET A~ U ADOMEEH TR Z > 7272 Th
D EHEE I NI, WAHIIZBWT IO XD it % A 7 OZALNRHD DL olz 2 L ik, M LM oiEsic,
ALS DWW D3 HERE iy & ELHe U i ZEd OMEAT B W — K Tdh 2 r[REMEN S 2 b iLTz,
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AHFFETIX, ALSET /L~ 7 AT 1T D RERFH 72 B AS 5 A O T E F6 L O TEN AR SR YRR ) OELRER A - DU BB A%
i ORI RS 21T - 72, BRI IURGEEIRERE & ki LRI E ClRfFS D 2 &, RENRIEIGER CTh 51K
FEZAMER D X O I ZEME DR E L LTI WATEEVED RIB S Tz, Ak, AiC X D FEHE A 1 = X L O & AT
T 52 LT, ALSOIREMEI] K OB IR O B & L1z,
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