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Fig. 1 MRI taken about 8 years after onset. a Axial
T1-weighted MRI, showing atrophy of the frontal and
temporal lobes, including the hippocampal region. b
Horizontal T2-weighted MRI, showing basel ganglia of
normal intensity. ¢ Sagittal T1-weighted MRI, showing
brainstem and cerebellum with normal appearance.

a

Fig. 3 a The Ammon’s horn, showing moderate to
severe neuronal loss and gliosis in the CAl and
subiculum. b B-Amyloid-immunopositive SPs in the
CA4. ¢, d, e, f NFTs in the CAl(c), showing
immunopositive for phosphorylated tau (d), 3-repeat
tau (e) and 4-repeat tau (f) in the CAl. g
pTDP43-immunopositive cytoplasmic inclusions in
the dentate gyrus and subiculum. a Kliiver-Barrera; b
AP immunostaining; ¢ hematoxylin-eosin; d ATS
immunostaining; e RD3 immunostaining; f RD4
immunostaining; g pTDP43 immunostaining. Bars a
lcm; b 200um; ¢, d, e, f20pum; g 10um.

MRI (Fig. 1) TiX, #%
HY . AD MEEDILT,

7 & Lo AR EESE D ZEHE A
90 k. MR THRC L7z, &

B9 10 4.
CHIRF

A EE I 1,000 g Tdo o 7z, MIFAZEN RIS & o0 el

A EOATREICBREOER AR O, Slm T, 1B
BOEMHAL T, FLATEIDOK BER BN
HECTH > 7o, BEOBRIIIRI-N TV (Fig. 2).
BT, BREOMBEMREEIIEETH Y,
SPs & NFTs #3872, NFTs X3 VE— &7 4

Fig. 2 a Atrophy of the frontal and medial temporal
lobes, including the precentral gyrus. b Normal

appearance of the substantia nigra. Bar=1cm.

Fig. 4 a Tau-positive structures are prominent in the
subcortical white matter of the prefrontal area(lefr),
supplementary motor area, premotor area, precentral
gyrus and medial temporal lobe(right). Note that
tau-positive structures are not conspicuous in the
prefrontal cortex, cingulate cortex, superior temporal
cortex, middle temporal cortex and postcentral cortex.

b Tau-positive thorn-shaped like astrocytes in the
subcortical white matter of the prefrontal area. a, b
AT8-immunostaining. Bars a lcm; b 20pum. Arrow
indicates the precentral gyrus.

JE— 2 oW FRomEICbBEETH oo, 72,
FIEBALIC I, Y BR{L TDP-43 O AK %58 7= (Fig.
3)o KD AT8 Saf duta i, IBTEEPRIES, #hi2
EENEF R EEVEFATACE . EEN B AU A 9R < Be
A, ATEARTEFRE FHEIIRTHEIC T A Fa
A ~iZ % thorn-shaped £k % 7 DEFE X RO - (Fig.
4), WS EENAE, BRI, BB RE O
PR X P T, ATS R T, H8
@ NFTs X° neuropil threads # 588 7=, F7=, AIEEA]
FRETHELEREOT A bay A MalEROZ v
EEARD-, 3 V= M OERII=a—o
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Fig. 5 The microscopic findings in the motor cortex. a Apparent neuronal loss and gliosis(/eff). Numerous
tau-positive structures(middle). A number off-amyloid-immunopositive senile plaques(right). b A neurofibrillary
tangle. ¢ Tau-positive NFTs, neuropil threads and thorn-like astrocytes. d, e RD3 immunoreactivity in the
neurons(d) and RD4 immunoreactivity in the astrocytes(e). f The inclusions were weakly stained with the
Gallyas-Braak method. No astrocytic plaques or tuft-shaped astrocytes. g Double-labeling immunofluorescence of
GFAP(red) and tau(green). Co-localization of GFAP and tau in the thorn-shaped like astrocytes. a(lefi), b
hematoxylin-eosin; a(middle), ¢ AT8 immunostaining; a(right) Ap immunostaining; d RD3 immunostaining; e RD4

immunostaining; f Gallyas-Braak staining;
200um; b, ¢ 10um; d, e, f, g 20um.
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g double-labeling immunofluorescence with GFAP and AT8. Bars a
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