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EOIEHAIRE, BT Na*F v 2 IVIHES
DEREETHINS = VORTHSL, LHrL) IV
V= WIZ X BIEGRIRIIH 3 NRICEED, W -
HENERROUFIIED T, ZOMBEIBENTD
5.9

T AT
T RIEALS OmmE

ZTHERSOD1 FIFI VAV 2w 7Y ATIE, b
FUVAY—= VDAY —EHBE VI EERBRPERET
5.0 F, BRSOD1 VNI VATV 2w Ty
T, FIVAY—VOIE—EDOE Ty FD
ANRALS ZHEL, IE—HOLLhnT vy Tk
BIELZW.T LA -o7T, ZRSOD1ICHEL
72 ALS TiX, ZESOD1 OmEEZ ST I & ANNEE
DR AHT RN 5.

EBROFEBEE L LT, RNA F # % antisense
oligonucleotide Z iV T ¥ Y N7 BRBEZET
HEHZETHEZHELE, L IMEND 5.

" RNA T# 2 A EBY T, 22 SOD 1 mRNA

AR 72 SIRNA 2 ZH SOD 1 v 7 X hiT &b
BT TVIF VAV 2oy I YAT, TOEF
HREPEHIEE L EWIBRE D L. T/,
antisense oligonucleotide # M BN IZH&k 5 L, £H£
SOD1 % v 37 EOMBANEEMNH ZITo72< Y
ATHERHABMOYEV R OIS,

S 61T, loxBH TERSODI BIEF & Tk A
SOD1IERFEDTOE—F¥—TERERSOD1I ZHIRL
T, WEOERSOD 1~ A LRI ALS % R4
TEHLING VAV 2oy 72 A% MBI REN Cre




RESTAENPTEDLELIEICE-T, EH
Za—UYTOAERSODI EHZEK T &5 &
ALSOFREMNEEL, 3707 YT TOALER
SOD1ZBZERT &L ERBOETEZELE L
EVOHENDH L. FAEOFHET, TA Mot A

FAZRSOD I RBETICL WV EBROEITZES
ot HELHS.”

fOMRENRBETIVCTD, RRY 37 8%
BREZBALEIELZ L THBIIO RS THMEIR
BEXNTWE, Ny F U MYBENVFF
Ht) &) & Y27 HDKRY) 77 3V (polyQ)
WEREIHMZLIET, FO¥ 37 H0EE, fh
BHBEEFZEOONIERTH Y, polyQ Htt %
BREBETLIN T VAV ZZ Y I AEINVF
FURDETFNELTHLN TS, EOIXTAD
polyQ BH A %, TetOf VAT AZHWTHRY
WA EEL L, BEXHZONLEVIHELID
5.2 Fl, TAMINAI—IRETNVTHLIERY
YRFIUVAYV Y IRITATYH, ABEO Y A7 4
THRERZWZ A LT, EBREOUWSE R Ok
MR EOMRIPBSE I N TS,

PLED S, F41XSOD1 OB %#H LT SOD 1
N BB BT RS FE, KSTILEY -
BAEERS A TIVDONLAN—Fy b« A7) —=
7 VAT A2 BHEL T, RIEWKALSH
WA 7)) - T RToTwAh, F41XSOD 1
DARRDOTTE—Y —DXETIZVR—F —HIET
LTV 72— EEEBRTLaA AT bR
HEE L 72,

L& 7aE— % —IZEH LiIBE 2 14+
W, V77— EoRARPVKRT LI Y 72—
FORENSEEINLIHNEWEORNKET T 5.
T A bud A M HIER R, KRBT
WKHETAZERS, TR MY A PHEOH
gk HHL TS, /2, V725 —ERIGHE
HE2 967z 7L— b ECHBMERRLEZ
HETHIEBEZHCCHEL TS, TOLI%H
ETINTTIZY, 600 EEOILEWEA L) —=
L, BRWHEHOEEEZRL D, T bbb
SOD 1 D#E %2 HH T 5% 177 EER WA
LTHBY, ThhrbE5ICALS EF VMR ALS

E5FLEY
F4T3Y

— | sammnrswr |

[ ELISA/VxRAY-TAY T4 YT ]

/?DZFF——>[ 7 LHMCORE |

( ERBEMILED )

2 FA4D ALS EFERREBIRORR

SOD 1 FOE—Y WY T IS—EERRIDIVALT I bE
BALE, £ hPAMOY SERBEGKERNT, SOD1HEEE
HITBILEPERIU—ZYJFD. EUSAPITRSYY - JOv
T YITSODI Y NI BEBERENCHEL I LEYERET
3. ER SO0 bSYRIITYINDATZOHRERRT D.

EFVEHYTOMBREZHERL T, BRMICER L
EWERYVAATHS FETHS. KA TILEW
&, REEEFTRETHY, RificLE Lg%
THOZ e 2 s. /2, BHEEEHLITE
FNOFHIZBT A2 REWHOBICHEREINTED,
WP REBRNOIRHDREE 2 5. L OBFEL
7o 3L, ALSHBERBICBAH /4T 70—
FD12LLHbDEERS,

xezzoic |

| = SOD 1 &Y\ BERD
gl

SOD 1 X #1812 58 A= L 72 superoxide radicals
ZBBRILKBICHHTAEBETHY, BUBERA ML
ABFEOIDIIBITONAE. LA ->T, SOD1
2RAIEH I &I, BILA PV ARISIZHT A1
91T RIS RRED D B .

SOD1/ v 2 7o b=y ADBITICE AL, ¥
T S0 ) o SR % UD B L 7 % o ph R R BT A8
SOD1JE// v 2777 b RAICHLTEZL RSN
5.7 A3, WHRHEAROEEAERWMBELEY:
A, BEEOSOD1 /vy 77w b Y ATRONS
EVIHEDLH S Lo T, SOD1EKEL
KT 3852 L IIFREEIMREEME %L -3 he:
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Wb,

727201, SOD1/ v 27 b= ADFaiEdE
w27 by RHREEVPR LW
512, SOD1IAFB /) v 27 bYW/ v 7
T b A2 UCHIR YIRS & B miiiast o
BEFPRETHDL.Y I o7 rFFF 2570
Mo ARIBIMETEL 0, SOD1L Z4FEW
AN 8L Z e, BEELRBIEHZ RS
N, BRNREBLLDICEETHS.

E5L, €S WHAR SODI BIEFD
NG VAV Zy 7 ATOMBEEESLI Pa v
U7 OB, FHEH=2—0roRdd, ik
WCARNMTHBET A 2 ARG sShTws. Y ZRA
SOD1 EHAERISODIDF TN T VAT ==y
7w A%, HBAERSOD 1 &I U CTHEITHE L
HBHLOHELDHD, HARSOD 1 MBHEE
LHIET 2 RAIHENICERTH A EEND
5.

RO XA, o7 Fa—FTHS D ERME
EFROLEENEIEAERNIELDY, BEREE
LEEY VRV ERERBRAIELT SU—FBE
HEEZOLNLEIEND, SOD1 Y VX2 HE
WSS HHEREE, BORRHIT) I ENT
EhiE, 20V A7 LD HREL, WAL HEEIC
DORBLLEEZOND.

g

ko X 5142, WM ALS Tid TDP-43 ¥ ¥ %
7 OMIBVENE AEREZRD, ZIZBT 5 REEE
bhTwa, BBITY 7 FVvaE RIBSE72 TDP-43
BIETFRVL, HEBREEOFH WV C K TDP-43 #
{ZFIZ GFP %+ L CE A L7z TDP-43 Bt MMl €
FIEFWT, 7 U837 BT IS4 5 3EH 2

MESNTNDS.?

72720, TDP43ZB# L 72 ALS DS iEA # S
I ZRBHOES D% {, 41 TDP-43 DA
BB R OV R TDP-43 OFEMZ I3 5 s EE o 84
LEEMB TIN5,

{:\o 7z

OD 1 Bi:E ALS DRI
BRSSOV TEIL L7, RISz sh
TV EH, RIEHE ¢ IEMIZUGET 5 AL
FEINTWRWV, ZOBFICHT 5 HREFRE R
Rah, ZLOBEVERINLIADPREZ LY
.
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