AEFFUBETHAREED
AIEA(HEEEEZE I &
P EMRME A R E{LEEDFRIE
—TDP-43 proteinopathy DR &M S —

Neuropathology of frontotemporal lobar degeneration with ubiquitinated
inclusions and amyotophic lateral sclerosis —TDP-43 proteinopathy—

BHEH KNS ER LHRF
o A

ZL®HIZ

2 EM R ELAE (amyotrophic lateral sclerosis :
ALS) /HE)= 2 —1 YFHE (motor neuron disease
MND) X HiSHMIBHZEZ P JE  (frontotemporal lobar
degeneration : FTLD) 134 < 22 EEHMTH 5
LEZONTEZ LAMLY IR XTI LA VT
BT FF U IZOABEZ RS E AL (UD 2%
FRHMEA 9 ALS/MND (ALS/MND-D) X° FTLD (2
el U CHBLT 5 2 L 5. UL ORIKDIEIAHFET-
N TW7z, 2006 4F1Z Neumann & & RFRD Arai 512
& o T Ul D&% TAR DNA-binding protein of
43 kDa (TDP-43) Tdh 5 Z & H5fE SN & 7%
5 TV 5o AFTIE ALS 205 L ¥ X5 Btk Ak
#fE9 FTLD (FTLD with ubiquitinated inclusions :
FTLD-U) OJi¥i{5% TDP-43 Bt AR LA 5
BEHS %,

1. B - 21—0O0>DIEFXFF /TDP-43 lGitE
AR
ALS Tl FEB= 2 — v ofilaligs 7
F = A, FRAFT AHIIEMNIC Bunina MED L &
Uk v F R 2B 2 R RAEIR skein-like
inclusions (SLI) & % W EERIR® round inclusions (RI)

& XIEN B HEEW A A S, SLI R RI (& TDP-43 12
Bt rd (B 1), BAGESEN = 2 — v ¥ TldHuLET
0l Betz EMINE DB & HEAREEZNEZ 58D 5 25,
TDP-43 4t Cld Betz ML D & 7 & ¢ Al
N DOHEARMNL R A 5B 5. 727 THE
falZ 3 TDP-43 Btk D E AMEDTE S b,

2. KIMEREDILEXF /TDP-43 Bt Ak

1991 4£12 Okamoto 5 2 & - T SALS % ALS-D ®
{5 FG o R [ R 0 e <o 000 6 s B % oD /N B o 58
W2 FF R N 3 AR (cytoplasmic
inclusions : NCI) 2SHBI4 5 Z &t &, NCI
(& ALS/MND-D DJFPEAEIREE & 72 > T 7z,

—H AR TIZE v 7 iR G & KK o 2E
MEMHZR LS Yy Z7BHREKEED W [HEE
BIY > 79 (Atypical Pick’s disease, A-PiD) & &L
BIEBIDSAEAE L W ICIE NCL R e 5 F VB
PEZEPE RS 2SS (dystrophic neurites : DN) ASHIH L.
HERBRATE & M2 O TS = 2 — 1 [RE
#m L7260 ALS/MND-D % A-PiD ® NCI. DN I
TDP-43 IZBtk 2R L. [A—&H % 25 & 5 5 B AR
ThHhAHIEDNHENE RS2 (B2)

* Mari YOSHIDA: Institute for Medical Science of Aging, Aichi Medical University, Aichi, Japan.
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HREmAMED (A) ¥ FF Btk skein-like inclusions.

(B) TDP-43 Btk skein-like inclusions. 5% kDR ] k4l

fao (C) ¥ FF ¥ Etkitiia e A, (D) TDP-43 Bt siiie N E AR (RED) . IEH 2 Mila O4%iE TDP-43

btEzR L. HAKEIE

1§ B ML OB DOREPEIEH I L T b,

A, C PL ¥ 7 U HiRGEgeth, B, D HT TDP-43 PrikfuiEgeta

A B
& 2

BT A OB TDP-43 PUiRGa e Yetn

(A) IEFIIMIZOR%IE TDP-43 %/”F . (B) TDP-43 [l skein-like inclusions
(C) NARNOERIRE AR, BOREMEIEEL TnDH, A7 —)Ib 20um

3. AEXF/TDP-43 Gt AKZ 4+ S AisaIzE
LM
WORTIE i 2 ¥y 7z G737 VoA
—RIGEAHED—HEIZR LT FTLD &\ ) #E&htE
W8 &N 720 FTLD (ZERASERSARIBEE T, BB Mg
FUHAVE (frontotemporal dementia : FTD) J‘Eﬁﬁﬂﬁﬁ
WPk JCEERE (progressive non-fluent aphasia : PA)
PERBHE (semantic dementia : SD) &) 3 O@‘*ﬂ‘7

TN—Th O S, EE S NS KN E#s o
FUERICEIE L. FTD CTIXRTSAMIBEZERTEE. PA 13/
e ZAZYUHM. SD IXHIBHBERT IR i A

WA HMN 5D, FTLD IZIEAF D ALS/MND-D % A-PiD
L FAREDEEERES L UL 24E9 FTLD-U 25FAEL

— R R = 2 — 1 Y EENA SN FTD
DFEFNZ D FERD UL O IBIDHERR S L, b IEH
CARZ M AIZEENLHBLEEZ BN
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. L
B = 1 —

3 PV Bt TDP-43 HuiAeEgettiZ X % FTLD-TDP D% 75 4 7

(A) BB I8 D ZE A2

(B) BHE T oty & AR
(C©) BRHE T OMEHIENE AL (RH) A7 —)b 20pm

4. FTLD-U DY T44 7

biItb L 2004 4E12 ALS. ALS/MND-D, A7

B o — 0 VREEOBR ALS, JEISMEH R LAE
(PLS). A-PiD. JA LRI ALS % &te 28 Bl % Wuat L.
EHNZ UL 238720 ULIZIEKB LCTNCI & DN ®
STOOEND ). BIKRHIGR L Ul ORIEO
BV E SN S OBEN Ul & LTl nsd b
HWBL-EAZ LDORBDANRY b5 L THDHHE

PEEZEHEL,

TDP-43 D[] 5€ % F£ 12 2007 4E 12 FTLD OJ% FLE5
SR I N7, 2010 EDOFHLETIRTIE TDP-43
stk AR % £ FTLD-U i3 FTLD-TDP & 44 $ .
HAMROEENS 4 o0V T 7 L FI25HIhTw
5 (R3)e# 471 TIIREALEDODN 2 F/KE L,
A F2TIENCILAYEIZASN, ¥4 73 TIIRE
FIEIZLHD NCI & DN % 2D kR e A% N AR

(neuronal intranuclear inclusions : NI) 3%k % 72 F2EE
IZASN5. PGRN ER %9 KIEM FTLD-U Tl
AT 3OFRBGERL, ¥4 7 4 EHREITLH
O NI 25T 5 2 L %ET ver 2R %5 .
TDP-43 proteinopathy (& ALS %% FTLD-TDP £ T®
JEWARYZ NTFAEEGEATHS (H4),

TDP-43 proteinopathy
Dementia

Frontotemporal lobar degeneration
Atypical Pick’s disease without Pick bodies
Primary lateral sclerosis

ALS

4 TDP-43 proteinopathy D AX27 7 A

ALS. ALS-D IFEM Y v 795, FIsTEMRMALIE, BB EsEs
P9 (FTLD-TDP) {3 TDP-43 & D2 & 3 AMIE & ShlH &
FTHRRBOARZ VAL LTELZDIENMEETH S,
ALS : WML, ALS-D © 5RHME % 1 9 Fi Mtk sk
WALIE Tk 7 X9 &)
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FTLD-U B2 DR Ul DFER.. TDP-43 &

HOREIIEARFOWIEN K E L EHIKEZ LT\ b,

TDP-43 proteinopathy 233 % ALS #*5 FTLD-
TDP ¥ TOZMLEE Y LT OMPNEET
HY. ALS DIHHOHBIC MEE 26T L%

WL 72w,
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