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a2 LE  (amyotrophic lateral sclerosis: ALS) 1%, HBIONMOE#E =2 —o 23
INDZEIZRY, ETRIANE T 2R TR TH D, I, ALS L2 X T U >4 U
BEWa-v X7 LA REEOHBNE AR A RO R AIBEEEZ PESE  (frontotemporal lobar
degeneration with ubiquitin inclusions: FTLD-U) (Z3a@d BEEAEIHEINZ 27 & LT TAR DNA-binding
protein of 43kDa (TDP-43) M3[AIE X4, WA TDP-43 proteinopathy &\ iz 7eibfiEa: LT &
52 BTN D. FTLD-TDP 1 IKAMEEI IS 5 TDP-43 BHPERIRR I I S& 4 X A AN EN T,
LU, ALS (23U B Z0UTIA S 3Tau . ARZECIE, ALS BBERMICRT DRE, 3L OB F o pThP-43
BRI Z DV TR L, 4 & BRAREMEOA LA RORHE & OFBADOH B DUV TR LT

[F71%]

R ARIFZEAHRER A Y B\ VT 1975 4E05 5 2003 4 % CORRNCAIFENE ALS & AR A2
W ST 96 Bl AR L Uiz, AL~V VEE, /T 7 4 e a 70D, EEETEVE, Rl
SHIERCE, MUSEBERZE, ¥R, RIMILERZ, & Mz, Zalhd X OMESERTA 2 St A ER L,
hematoxylin and eosin (HE) Yefa, 35X OWLY 8L TDP-43 HfK (phosphorylated TDP-43: pTDP-43) (T
L BRI AT o T, KIS O ATl soffsaot B bIBIN LT, £z, AL
L LT, WS SR U= L 2 SRR PR SO N THT pIDP-43 Hifk A A L 7 ey M
AT LT,

[#54]

FT, KR 96 BlTONWT, HEEHREHERGIRIC 31T 5 pTDP-43 BEMERRSHIIE NS AR (neuronal
cytoplasmic inclusions: NCIs) OFMEZIEH L, FHaE K< type 1 BE (n=63) EFNEHTD type 2
B (n=33) \IHHLE. &BIT, type 2 BEDIEMIOTIIY, (UIEEEEETRVEN B OFERLR, suRoOZENE:
XSS (dystrophic neuritis: DNs) MNE.BIVHIER]E ZiL 1T & A E RIRVEGINFALE L=, 1{H]
PEES VRIS A DNs OHEIDOLEIZ LV, type 2 BE% sparse DNs B (n=22) & abundant DNs #£ (n
=11) (B LTe. 2D 3REATHOWT, BRI PRI 21T o 72, BRI, type 1 BECIIGEAVE




DOEHHIE DO TENTH-oT-. F£77, type 2/abundant DNs BEIh 2 BEZEL U/AEM TR ARE THo
7. —J7, NI type 2/abundant DNs BECIE PALESh—= 2 — v L OfiEANME <, KAMRZE & [FlkE
(HTRRARIR & YR ERIT S R DFRRLR RO AUIR D pTDP-43 MRS 2ok (82%) (a7, Sl —Hy
BUICE DBESITIE, ZAUDIIFRBIRIGER~DERTH D LB A D, AEFZIE, pIDP-43 @ C
KA D/ R/ RE —AZEFEE COB BR8N EZFRD /2o 7.
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type 1 BECITRRAHEAR IR Z DO TENTH S Z &b, MM ALS B GRENEZ RO -6, JHEl
SFHINZIE pTDP-43 B SEHENR 28 X AR AN D type 2FETH D Z L MR R ST, 72, type
2/abundant DNs FHIZEOERNK, K DNs OHBIZRHRE 35, ZivE TO FILD-TDP /JAIZIFEE L
IRVERRRG A R L, EEARRERA BRI B X DIV, B REOMRIIRIOER) = 2 — 1 VD
TELEETD L, HEROHEITIZH, type 1EEND type 2 BE~ HDUVI type 2/sparse DNs FEN 5
type 2/abundant DNs FE~OBATIEE Z#ES, To LA, ZiLDH 3 BHE pTDP-43 DN K O RED
B HMS LTl Ch D L A7 STz,

[#5E]

ARFZET & 0 JIGEME ALS DRI H1T 5 pTDP-43 BMSHIRRLI IR T D Z LAVRENIZ. 54
I pTDP-43 BHARDIAHN Y, I TONDNs DEEAZ LY type 1 B, type 2/sparse DNs £f, type 2/abundant
DNs FED 3 BRI PN FIRECH Y, BRETZNEIVRHSHIZR BRI S 42A L Qe BRI b %
BECH DTN ALS [T\ T, S Y (L TDP-43 ZRHGOSHNELZ MY, ZAUTIE STl A,
SIFET D Z L ITAIEME ALS OJRREZBE L, FEROIBIERC TR D72 T AT DICEETH D LB 2 b,
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SN IE  (ALS) OIRER RS A I NS5 2 L &2 IS, HEaRB 96 & %542
U (b TDP-43 HURGLal 3 H LTt 24T - 7, VRS petRIEERcHIfa 361 2 U (b TDP-43 Bhtth
TR NEI AR (NCT) OFB LY, #4471 636) 21472 @3H) (ZHFELI=, XA 7215,
TBEEFE AN OZN RIS ON) DZET LY sparse BIDNHE (22 f5]) & abundant AU DN (11 f51)) |2
ST, A7 1ICEENIEGI CIIREAED G IRIEN Th o7, Z A 7' 2/abundant 4 DN I 3A=An
FHPARRTHoTz, FT2, A 7 2/abundant B DN BH T FAGER) = 22— 12 > OZERIIE )R E TH Y,
PRERIR L REERIC SR DR D ) L TDP-43 Bt &) & =k AP L Tz,

AFRZ XV ALS DORIMEEIIT D U Al TDP-43 [EMSIRMEI IS CTH D Z LAVRENTZ, &5
(2, U BB TDP-43 BB DI O & IR O IUT K D IREEFROY 7 2 A TINMFHEL, ZhEhod
T B A T VRHEE 72 BEARTAH SN SN2, 208, SRS E L COMMiEZE R 5,




