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AR IE  (amyotrophic lateral sclerosis: ALS) 1%, FRAMNIHEIE L. I THOHZEE &
MK T A&7 L, MERRAIZ X 0 BOEEORSE % 7= & DREMERB CH D, ALS OB R &
L C, BRI OMIE NI B F R MAZ RO 5, 2006 I ZORERS /37 & LT,
¥iH X7 ETHD TAR DNA binding protein—43 (TDP-43) 23REIE I, MR OGO ALS 12T
TDP-43 DEfm RN RH SN2, 255 TDP-43 X ALS DOFIEIC —RANZED D & &2 BT 5,
TDP-43 1% RNA F&SETF—7 Z2hih, RNA ORISR T T A 2 o 7G4 2 L R E T D,
ALS TIIEED BT HEN D, TDP-43 DRZN TOMBETEEN, JREERET & L TEESh W5, —7,
ALS OJRFRARORMEICIE, LIATL Y 2 b2 RU 7T OBRERE B2 S TE -, ALS HE OEE S
MTIE, I har RUTOR. 2 hay RYTHEOTD 7ol 24EE Th 5 7 U AT OFENNERE S
TW5, LnL, ZHHDOFRERE & TDP-43 & ORREIZOWTIE, BEtEshThRry, I har U7
I3, ATP OPEARIZHED Y | R E G 2SR THR Y R B2V NS E T D, ATP PEM _H:owé
ELT, 2 b RU T DNA IHEMEERICR SN TRV EREL STV, 2 hay R 7EEEc
PR A2 ﬁ:i F=a RU 7 DNA OHFRALT S, FRENBRICGER LI b2 RU T :t/\ﬁ”b e
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RUT A FI 7 A EZ K LI har R TOFRREE NG EEZZ I TnhD M}iﬁ%tf TDP-43
FEHPH E I ha R ) T e BAF 7 AOBWRE MR LT, HEK293T iz HVY, siRNA 754 VT
TDP-43 OFEZPHI L7 A, I har RU TR L7z, £72X har R TNEOREIZEE DS
Optic atrophy 1 (OPA1) @ 84 kDa # >/ X7 EOHNEGRD, ZDJFKE LTOPAL mRNA A7 Z A 2o
SRR 8 DEIINZRDT=, 0PAl OF2DTY Y Tik, =7 Y 4b BN HZ ERH LT, £Z T,
HEK293T HEAEIZ OPAL mRNA A7 A 20 V(AR 8 ZifiIFsEl L7= & Z A, OPAL 84 kDa &//\&Eﬁxtﬁﬁ
ML, 2 har RUTEER L Lz, BIZ, ALS BEDORN~ Y VEE/ T 7 ¢ e EADN D |
Bieiila s L—Y—< o1 7 D&W”IZ?‘/H ANTEVIEEL OPAIMRNA AT A 3 o T A ik &)‘éz’n




fRT AT o7, UL, 2y hr—LBEREL LU CEARO DT, Thub) b HEK293T Ml I,
TDP-43 DFEHHIHNC LY I ~h= KU TR L, £OJFE LCTOPAL =27 V2 db DAT T A
JOPRINC LD OPAL AT TA 227 S5k 8 OBINE, ZHUTE % OPAL 84 kDa 4 3/ TIORINZ
ZhT-, OPAL 1 5 DD DY A DX L8 EINSR 0 | U R BRI BB,
ZOFBRONT O AFFIZE Y I har FY 7 EBTHE LI LB R BIVD,0PAL XX b= R 7P
DR, ) AT OIEHEFACBID S & Sh., MFEA R LIS, ALS THESR TS I hay
RUT D7) 2T ORIME NS TERERE #5| 2 L CWAREMD B D, LvL, A0 cid, #
BADTEBYEREAICILALS FE 2565 L OIITT OPAL X751 S0 Z NSRRI C& 7oz, OBl
L LT, AIEORHTCIL, TOP-43 ORIEICBID B, F-<COMBIRHTE 5 & L= 2 LT b
%o ALS A OFFBERTAANIZIN T, TDP-43 RN BH DWRITAT ORI ZZRD HALDFR TIZARUY,
TDP-43 DN LOIHIITIY OPAL DATTA 2 FEENFRSND LWV I FBUIERIE, 41,
PRI NIZ,  TOP-43 DIEDDOWMKETRD HRMAOH R LT, ST DBEN DD, Zhbo
FRERTIZ L 0 | ATRIDFLO ALS TRRE~OFF 503 272 % L HifF S D,
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AGRSCVE, A ZAE ISR LA (ALS) (2351 D ieRtauZ i A« TOP-43 & X b=y KU 7 O &
DOBHEMEZ in vitro THEEL7CHDTH D, HEEAIL. siRNA 752 HVT HEK293T AlfalZ3si % TDP-43
DFBEH LTc & ZA, I hay RUTHE b 28184 A L=, £/, < b=y KU 7RO
AR E M 1 0PAL D 84 kDa FEEEDHIINA R L, ZOFKRE L COPAL mRNA AT A 20 7 ZAR(IK
8 DN 5 Z & AWNT OPAL mRNA =27 /> 4b 2MENN$5 Z & & R Uiz, & 2 C, HEK293T Al OPAL
MRNA R 7T A 30 TR 8 ZiiiPs Bl St/ & 2 A, OPAL 84 kDa EHIFHEML, I b= KU 73T
Rt LT, A7 T4 v 7 ERRREEEEYIRNC XL D OPALIZIZ 52D C KRR BMFEET 5, D D%
BLEDNT VAL FHESIND Z 128D, 0PAL DEENMEIK HDEEZ HILTWD,
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