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(U ) EREE R REIVEQALSIE, A BIOTALERS =2 — o AR IRANC ML
VORSBRE, FEIR R 2% KT BMEOHREEREB THS. REBITIMEMETHS2S, Copper

/ Zinc superoxide dismutase (SOD1)ZE RV FiEME ALS(FALS) 2 RIETHZLDD, free
radical 22X DEELAR RICE B L UREBEF O ESED BN TER. LH>L SOD1 ZEE%
b0 ALS DR ERAR A TIT, IMFHE ALS(SALS)IZHF{#AY72 Bunina/MERL2E' % F 1k skein
like inclusions Z ¥RV \2 &2, SOD1 ERIZED FALS & SALS fREEHFII R 5768
MEAMEHE XN TET-. 2006 FEIZEFF 1L skein like inclusion D#ELE B 53, TAR DNA
binding protein-43 ( TDP-43) ThoZ L3y & /. TDP-43 Btk DE AL, SOD1 &
RIZLB FALS TiI@BHLNT, —F SOD1 EREEMED FALS IV TiX SALS LRIERIC
TDP-43 BN E B ABREETIZLRBESNI. Z0OZEND ALS OFIEEFIC

| TDP-43 BB 5T 5ZLDBRIREEN TS,

[5¥:)ALS 1233175 TDP-43 DBEZBRT 578, SOD1 EREMD FALS16 R (B |
Bz 13, HHERE DBV TRIBEFEROFEEREIILL. ;
(R )BBE U SOD1 Atk FALS16 %R 0ON, 1 R %, FEE 3 L)DHT 1028 F
BOEENR AN G ~DBBRTIERE~TuERETHEETIILERWELE. RER
1x, avba— 267 A(534 Befafk), MFEHE ALS 112 FEFIGIBRIES 20 FEFIZE L),
frontotemporal lobar degeneration with ubiquitin-positive inclusions 1%E#1,
frontotemporal lobar degeneration with motor neuron disease 2 fE, primary lateral
sclerosis 1 FEFITIXRO LN o7, FERITI 343 FEDOTIBBRINEZILMPOTAF =
UABRTAERQ343R) THY, REBMOTI/BIIMALBE TIIMRFSL TV, BETIR
#Bi% AV /- RT-PCR THY, ERTVLORRLFER L. BEFHOVRAZ T uayhT

X, BEROIMFEHE ALS OFF R.LFIHRIZ, sarkosyl R° urea 72 ERIEMESSEIZK 25 kDa OB
F B TDP-43 28 7-. ZOFRFZDIFEAE AL TiX Bunina /ME, skein like inclusion Z £\
JELiE TDP-43 BB DM E NH A KZ RO . KRRAEREEORFITTEI TN,
THHDEEIY, BEEIALTENEAZ RO ALS SERORAEICEELTWALERLE. \KIT
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Q343R-TDP-43 DEEERFLXHRRE L. MBEABTER, FARL Q343R WTNbEIZ/E
L, MBI P AGTERIZRD ehorz. FRIBLEET5LE3N 5425 kDa<° 35kDa d C
KW AT TDP-43 2RI EEDE, B~DREMHLALMREICRELLYE, TDRF
FEICEBF AR L Q343R TEV IR -T2, F/- 25 kDa OB A% TDP-43 3B AR, Q343R &
HICHIRE ICE ARETERRL, BV I o7, TDP-43 I3/ IMELBET A2 LR
#|EINTVWA. FZTALS IZBWT Cajal /MEDRE~DEEZ 5V, TDP-43 & Cajal /)
OB IEFRITLE. AR, Q343R-TDP-43 3£z Cajal /MEIC—HBTEL .
Q343R-TDP-43 (¥ SEEAN T LU PIZEM TDP-43 02 77 LT MK T Cajal /1M
DEOBDERDT-. .
[ZZ2)ZP/MEO—TETHS Cajal /MEDEIT, FEMROEEIMELEZICEETEENT
W5, ¥ ALS LRIERICEBIEMIRASES K3 spinal muscular atrophy DREREHTHD
SMN i Cajal /IMEIZ/RFEL, Cajal /MEDHERFIZE B 5L 5. £8E TDP-43 D ALS %#
FEDFERELLT, Cajal /IME~DEI S REIND. :
[#58814 Bl FALS JEF 235175 TDP-43 OERDOFERIT ALS OREHFORAICF 59
DTLAHFEND.
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EEMER RE(LE ALS O R BB ICE O b LD skein-like inclusion D &
REAEIR. X FLLEhi TDP-43 TH D Z & 2006 FICHDLNICE
ni., BEEIT, ALSIKB T 3 TDP-43 OS2V THRA T H7Z®H . SODI
TREREMEOREM ALS 16 FREBVW TRARETFOEROFRECHOVTIRY
L.

ZORE BHBGEHEO I FRICPBVWTQMIRATRERFRERZFAEL L.
FRHEOT I/ BEIBLECRESALTVE. HHRFHO RT-PCR KLV E
R7LAORBEAHERL, VT AFr7ry biZkb, BE#ELRAKIC 25KkDa
OW A B TDP-43 * REMHEICHE DL, WEICHEEYT 5L D TDP-43 O
295 kDa & 35kDa® CRMAZHMMBMAKCERIED L. B~ORENHEL,
25kDa FH A EHR LA, BFARYL QQRERKBE TREER 2L~
Xbir. TDP-43 HEBOBN/EICEHFET S 2 & 5, TDP-43 L Cajal /ME
(CBYOBIEIK DWW TR LEER., HAEA, Q343R X TDP-43 =R i (AR )
CBIt— /B L, Q343R ZE £ TDP-43 O F EHMAE . 3 X WA TEH TDP-43
D)y T NI TIE. CBOEXBLTHZLEERALMTLE,

PLE. A% TDP-43 0 ER 25 BEMH ALSORRFAZHRTH D T
BHL. ALS ORXFHRERKBT 320 EHEORFO—HMEALMLIC LD
LI BMBRXELTOMEZR D,
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