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BT HEDETICHER LD Z & AVR
iz, B CT % T I ZEHE O i IR A AT 13 52
ERIZBWTHRITHS.

F.3CHR

1. Deckel AW, et al.: Arch Clin Neuropsychol 11:
295-302, 1996

2. Neary D, et al.: Neurology 51: 1546—1554, 1998

3. Ichikawa H, et al.: Eur Neurol 65: 346-51, 2011

4. Ichikawa H, et al.: Behavioural Neurology 19:
107-116, 2008

5. Avants B, et al.: Arch Neurol 66: 138-139, 2009



BAFER R R ER BRI EE)
MRREVER BRI I D ARV EE VR 26 FEV — 27 v a v THREE

ALS DOFEEBERENREE & MBI - IWEL ORI « JaCALS &&kD HBRBIH 5

AR TV
1) 4 BERFHEEAR
TFHED, MEEAD, B -V, TH BV, BEES D, EUXOE D, dffm— D, JIEER D,
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HZEMRIERIRIELIE (ALS) OFRMSARERESE & X - HHE O A LT 5720, 1) ALS Ok
REMEE DR, 2) ALS OFFEREE - 1TEIEE L EE & 0K, 3) ALS ORMOEEZE, 4 Hig)» b
A7 ALS L RisAMIEEIEZRMERE (FTLD) & 0B8R, 5) WA b Rz ALS & FTLD-TDP & OsEfiltk,
6) ERERZZMT bv-FTD 123617 % FTLD & 7 AV A <= —3F (AD) ORIFESFADE, I OWTL
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AWRER

Al 1) AREMERIRECE (ALS) OBEIHRE
DR, 2) ALS O EFEREE - TEIESE & HiR
E DOFAfR. 3) ALS OKRMOEHEZEA(L, 4) HEif)
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bv-FTD (Z31) % FTLD & AD O KEMFEZE 5540 D
BV, ARET L. ALS OFRMEREEE . Mg,
SRER DR A FTLD & OBFRE2E D TH LN
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B.Ar5t 5k

REIE, D) AEHBERFEEZZ L. El Escorial it
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7oo Fio. ALS 21 B% S BUICBURE R & FAEATIC
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FTLD-TDP & AD jtfge #5441 (1989 2012) 76|
T NA i B A e & L PRI AT
BEZE A3 Al & 7o 72 bv-AD 11 4l TDP-43 i Bl
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H R OATENEE 2 5§ 5 27—/ T, FIRPE
SBFRERT & FEAEH O BE OITHREEIZ- > 6 HHE
DEMFR % 5 BPETEIZ L7z, FrSBe ®% 7 2 /r
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ﬁMLT%D(p<mmD\%W% FITHERER

TEEETENS OOBEERICH > 7o, WA
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; ALS OIX El’féf%fﬁ’ﬁ%ﬁu (fxﬁ#j’r@)

uncorrected p<0.001
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SRR RERRAE & LT, MMSE, FAB, ADAS
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RIRZ P é LTEHEREDEITZRD T,

5) JREMNM D A7z ALS & FTLD-TDP & o5
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TR ERRFEMEREREHFFEET O 2006 F0x 5 2012 4 F TOBEEHIRRE] 1227 §l0F CEE =2 —n
VRE (MND) B X OREMRIERIERMERE (FTLD) &RE2W S au7z 118 # 2 i B R et L
72. TDP-43 proteinopathy %7~ L7z 103 5] F THREFIIER = o — 1 U EEDO A EZ R Lz ALS
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dementia, ALS-D), E@—o—uo VEEELES
BIEE{AIBAZEZAMESE (frontotemporal lobar
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—n b MOEE = 2 — o DEE, BLEEE
ﬁ@%ﬁ%k@@%@&%ﬁﬁéﬁﬁﬁﬁﬁm

ETDLRESME LY TOER—a—m &
kﬂm&g@?$ﬁflﬂ)§@ T U AR R
T2 o Bmaa R, HEEELE S DR
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V 2k F U EEEAROERE AL, 2006 F

ICHERNEATHS TDP-43 THH Z & NFEE S .

TAER =2 —r RRMEEOZ X T
PEEFAMRIZIZ, TDP-43 23V VB {L SN AL L
THEET D Z LI L7z, 2 TDP-43 OFIEIC
X v, ALS, ALS-D, FTLD. PLS iZ TDP-43 ®

B BRI R & Fl g & 3 2 % B TDP-43
proteinopathy Th 5 = & &JEH & TDP-43 b
MHEAKDERE, AL Ty MTED5T4Y
FHVZRFFBICBIEMER H A Z L I LT, IR
T ALS O K473 TDP-43 proteinopathy % 29
LHREHERIZH D Z & WA AR S L
ALS @ TDP-43 proteinopathy | X&)% 2k % 7=
JEW Y RT Z ENAMKIC I o7, S 512 TDP-43
proteinopathy % 7~3 ALS-TDP, FTLD-TDP /%
i SOD1 E{ETFEHEZ £ 5 FALS X 2009 4FiC
FE S hiz FUS OREEERZ 5 ALS-FUS,
BHHWEZ U A NF—%2R Y FTLD-tau DFf & 1T
HAEETEALT HEEOFEN D FARICXE] X
NDT LIy, KESEPRIVHRE 20 B
TRAEDE & QBRI B W - BT TR RIE D
A, Vs — b — U —OEBENEIVEEL
DT ENRRBEEIN TV,
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X GT BN R IE IR EEAAIFTET O 2006
D 2012 4 TR 1227 (10> T
B o PR YA PEAE & 99
PRSI S AT 118 4411°C MR B 2 28 0 AT
& iiM/f“ﬂynf RO PR U7, E 72 2004 4RI
BT A e (Ol L 72 ALS-D 28 Bl
Wb Eﬂv’ia] L7z,

IOk R, 20% '!if MR L~ )
. NT T 4 R4 o m I ORAREE) R A VR L
BEHOHEYt, KBY, Gallyas-Braaktg i
ueft Sl Ye(a 3o £ F- > (monoclonal mouse,
1:250; Millipore) . TDP-43 (polyclonal, Protein
Tec Group, Chicago, 1:3000), U (- TDP-43
(polyclonal, pS409/410,1:3000, CosmoBio), p 62
N-terminal (polyclonal guinea pig, 1:100; Progen),
CD68 (monoclonal mouse, 1:200; Dako), cystatin C
(polyclonal rabbit, 1:200; Dako) CHitit L7z,
TDP-43 proteinopathy DtypeldMackenzie & ®
SRR T (K1), Y

CHFZeHE R
1) IR E OfFET

2006 4E-7> 6> 2012 47 F TOEFET R 1227 Fl0
HCIEE) = o — 1 CRAZ EDRW FTLD (s
LR FALES = o — 1 DOPLIE & B AR
ERL) ERWIESNTIEAIZ 3 BMH D, WL
75 OEL 0l TDP-43 B M & AR & £ 9
FTLD-TDP Th o728, ZDON 2 BlITERESH
MZTH Y LMN BEE ORFHE LA B 1
MEECE oz, Ziixt LTALS, ALS-D,
FTLD with MND & 2 Wf & v TDP-43
proteinopathy % 2 L 724E Wﬂi 100 #fl, SOD1 %
B S ALS4 ). FUS BBEst AR & £ 5 ALS 3
B (1 PNTEETFERL L 2PIEEETREER) .
JRELZ2MIZ TDP-43, SOD1, FUS oW v
MK & B2 TIEFID 2 Bl BRERETERS 2
MERE 4 B, CERESMEER = = — o VRE 1, B

WA 101 CTd o o, MR O] % H
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TEW S SN 2 RO = BN ERERTA IR 72
Tz,

neuropil IZ

Za—a fE
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ALS [T W T BIREFHIT R, 1BEEE,
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