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% L " X 4 Glycation Proceeds Faster in Mutated Cu, Zn-Superoxide Dismutases

Related to Familial Amyotrophic Lateral Sclerosis
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PZEMMERIRIE(LE (ALS) 13, EEMESEBRNICES SN2 EITHERRERATHD ., 0.8~6.4/10 FADERE
LBEINTV D, ALS BH D 5~10% M FEKEME ALS (FALS) TH Y., D H H 20~30% Tl Cu. Zn-Superoxide
Dismutase (Cu, Zn-SOD) DELFDERNRON->TWD, LHALARS, 20 Cu, Zn-SOD NZER)N FALS
DRIEE LD LS IZHE L TOANIRAREARE, KL ALS BEBRETHDE - Lnb, TAYAL v—
. =%V R RBICE A LRISOTTENREICBE L T A TREENRIBENTETWS, SEFHLITE
£ Cu, Zn-SOD Vv b &7 AT, R Cu, Zn-SOD DFELEIGIZOW TR 21T o .
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FALS TROM > TWBEETORERD > H, G37TR, G93A, 1113T NER Cu, Zn-SOD RUHAR & 3% =
A NVARBMRRCHRRIEI G, A A REH 7 2EACERET 72, R Cu, Zn-SOD X/ va—2R
# 100 mM #FIML, 2BM 3TCTRIGES Y. AA4 77— FRIGOVMAERY #BFE S 250~F 2 b—N Y Y UHET
JxAHErTay b (WB) {77, TORKER, BOEZFEOEE Cu, Zn-SOD £TIZBW T, AL v 5
(LOTLERRD b, 7270 a—ZARMANC, ZRBAFAT L) bELE ST T2 enb, KERRAD
DHRABERBERFICEENTVWE L a—R (4 mM) ICEVEEEZT TWDAREMEN T E N, BRI L& 8
I, AU TLEROCE LY N BBRELEZE, 1. 1I0mM O A a— R RMLEROEREYITo 1 &
ZA. ER Cu. Zn-SOD (G37R. G93A) ¥, BEKFR, FRMRGFAICEHAR LY bEHbE 2 Tz, F1,
TAa—ZE 0 MBI HEEES>7 L2 b—2Z (1, 10 mM) %% %R Cu. Zn-SODs (G37R. G93A) (Z¥EML,
MINT b—=RY DRV WB 21727 L 25, AR Cu, Zn-SOD IRERFMHICHARIV LIS b—
AL DHEEZT TND I ER g olc, oy LA HBRTA—/R—F X FEALLERMOLNT
WA, R Cu, Zn'SOD &/ Aa—2 (100mM) RU747 b—2 (1mM) % 37°C TG & B BOEERE
FREOEEIZOWTRHRE2{To7, A—/3—F % FiE, SODIC X 2 G b kFE 2 £ U H7- DB {LAFEDE
EERBELLEZA, FEER Cu, Zn-SOD (G93A) . BARICHAT, HZEOBBLKROEENBD LN

— 109 —



72
( # & )

ULtoERLy, 8 Cu. ZnSOD ik, FARLD LI A a -7V 7 b—RC X DBILRS SR04 0 EF
Noyhotz, £72, ER Cu. Zn-SOD {3, $#LE2ZT A LI X AEBILKEOEESBEML THAZ ENEDD
Nz, ZhbDZ itk v, £R Cu, Zn-SOD 3¥ELE31 T, RATCEMMERLX AL, ESMREEETL L
12X Y FALS OBERD— DI 2 TV A ATREMN R S i,

WXBENDRKRODER

FIEME T ERE R {LEE (FALS) Tid. Cu. Zn-Superoxide dismutase (Cu, Zn-SOD) DEEFDOEEN 100
EEE RVWEEh T 52, FLAS OREMEIC OIS ICEE L TWANIRBETH D, RIFFETIE. FALS T
ROWHENTWARERD S B, G3TR. GI3A, 1113T OZER Cu, Zn-SOD & BAR & /3% = o v A )L 2 /R hififa
FRIVBRL, iR TE inF o b= ) Uitk oA F—R Y P URE) ERVWRBELRERICD
WTHREEIT> T B R CuZn-SOD X /N a— AR T )Ly b—ZAZFEM LIz fER VTR OZER Cu,Zn-SOD
b EFARIC AT, BLEUSDTLEDRRD bz, EEAMNEUSEZIT 28, EEBRRERECDI Z L8H5
NTVBER, FAa—RRL7 s h—A%EE Cu, Zn-SOD (G93A) ([Z¥HMNT 2 &, FERICL~NBEMLAFE &4
CRFLBRoTVDHZ ERHEL T, ULDORFERLY, R Cu. Zn-SOD 3. RYMMBELGEZIHEITSZ
LIk, BT CESEES AR L, FALS O—ERI|ZZ2 > TWAFEEZRT L TV, L EOBEB NS AT,
FMNOBEETLLEEZOND,
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