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TDP-43%RIRT AMHALSTEF L3 yauINI & AU ALS DFREERT
KHF EBEE (Oh) EHikge -  WEEEFEt ¥ —SENRRARTRSNE)

#7513 TDP-437 5 ¢ 23S L URIRMEALSOFRAEAZRR - /AR ABIX 2 B8 L. TDP-43
ERMTBIFMALSEF N a9 Y ayNIORIL. REFEFET-o /-, ZOKR. #RERTO
TDP-43BHIFMIC L V) BFER . ALSTERAKICABRET. HhrEmE. EEEFTERXLL. RIR
TORBETIIERLERTMEEBD 2, ZLT. ALSEF ERELTDP-430MA{E. U B1E.
HRMREOMIBEEANNERERBD 1z, SH%. a0 auNnNIORNEEEDL LAEERENI Y
)—Z L FRBEEI ) - FIC L BALSORERR., ARERAEIEFEIILS,

TDP-43BFIFIRICEDALSOERIEETILDER
BH RBE (EEERERCEREEREL )

AFEMALSICH T B FAERTDP43NFENZRASMCTEH I EEBMIC. hZ 714 FILO—B|3E8E
BIEICT T /BEET A ILANXT 2— (AAV) T HVWTHARTDP-432:6RER €. ERECS
T3 2 DR ERET L f2o AAVIEARKI2 - 4B, 53 ABORIEIETHEOESME & EREE
FHREERD. IHMER TCTDP43OMBEANDEEREERERER R UIZOEEMEET & W
5 WIEHALSELO G RFBIENRE 2B /-, AEBRRUEMEMALSO Y ILEF IV (non-human
primate model) & % 2 RJREMA V) . FREERRMT - IBBEEORRIC T OEREIAFEI LS,
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MARBICH T SBREORRY ERBENBTOMEESHMES LV EEZ TV,
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FhE R AIRE{ LEFHRERE{mZFoptineurin
JNE FBR (GEEAYEBRSSENYHERS FELHESS)

FREREERIRIE(LIE (ALS) 31 & A EP MBI T, REMIZ1IOKEELVWDhBZ Y, ZDIEFEA
EDREEEFIIEASH TGV, FAk-BiE, MEBRRALSEEDNAIZ] LEBESNPE £ 1
ERWAEREZREY Yy ECTEEAL -, RiBEEEME L. PCRELVIERESIZRET S Z
o &) ALSO R EEE{=TFoptineurin (OPTN) #RIE L 7=, HIOPTNIIEIC LK B LETIL.
OPTNEMZEEDEFEESHWHERNHAKEL ) Th L, HREMES L USODIZEREZDI A R
BE N/, OPTNDOKEEED 1 DICNF-kappa BIIFIER & V) . S#%. E7ILEHE TNF-kappa B
FEERORREAEEE L TRHITREEEZ 1,
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FUS/TLSZ®H<HT (REMRZERIDRIC)

BERE ST FEEMHAREIFHE LFUSEIEFICEREHSHFARIKFIEALS

BFAR IEFE GRALXFEEAR)

W CEE TR E T - B REfFENOBEHERX EF DMRROREMALSICH WV TIF14RR
ICSOD1E#% . 5 KFRICFUSEE (S513P, K510E, R521C, R514S, H517P) &3 7=, FUSD
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FUSEIGFICEREZRD. IFEEMHARZHIZTRAENEZL
FIRMEALS D—FRFRDIRIEFHIRET
MAE BA. $#tzEsEc. Fit CF . RW T BB @A
s RE, HFR OB
(RAMNAP AP RES TR R IR REREE ANPGRS HERTIRTR S/ LMES)

EE . ALS6DERME{EF & L Tfused in sarcoma@{zF (FUS) PRIES hiz, F4 3 6 H{CIC16
ADOREE LS . BEEKEEEBEOFUSEETER 4 F > AREMALSKRERFT L 2. BR
FPAECELEARMAFHEAOBEHE2 L. BEOHEAESFISEFL. BE» S 1 FLIAICHERE
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20094F . ALS-6 &FRIFN T3 KIEMEALS A RNA-binding protein FUS (FUS) Oz TERICE D
2t REBODEHHBMIBICFUSHEEZEBL TWAZENFRHE N, ALS-6 T 3R MAE
RICHIFIERM I AR (BIB) "EBHSNB I EFH D, TNDBIBIEIFUSHREMBMLEICBEERT
EEHIZ, BEZ:—OCREBA TR FHOLVERICAHT S, —H. AEMAIERMEE
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ER % RIET Bcis-acting factor tH 3 Z EH RV AN, KIED S RNAKTEMESINE &
WOFHLWEBEFREASNMETIVERRL 2, BE. COFREENH EALSE DREEICDWT
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