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Brain MRI and " Tc-ECD SPECT at the age of 53 (two years after the disease onset).

(A, B) T, weighted images (Axial, 1.5 T; TR 500 ms, TE 15 ms) showed mild atrophy in the left temporal lobe. (C) A decrease in
#"Te-ECD accumulation in the temporal and parietal lobes, predominantly on the left side. (D) *"Tc-ECD SPECT e-ZIS (easy
Z-score imaging system) disclosed marked hypoperfusion on the left side of the parietal association cortex and the posterior

cingulate gyrus.
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Fig. 2 Brain MRI obtained during the clinical course.
T, weighted images (Coronal, 1.5 T; TR 500 ms, TE 15 ms) at the age of 55 (A), 57 (B) and 59 (C) (four, six and eight years after
the disease onset, respectively). The atrophy of both sides of the temporal, parietal and frontal lobes were progressing, keeping the

left-side predominance.

Table 1

MMSE score during the clinical course.

Patient’s score

Full score Nov. 2005 Sep. 2006 Jan. 2008 Jul. 2008
54 y.o. 55 y.o. 56 y.o. 57 y.o.
Orientation to time 5 3 2 1 1
Orientation to place 5 5 5 5 4
Repeat three objects 3 3 3 3 2
Serial 7’s 5 1 1 1 0
Recall three objects 3 1 1 1 1
Naming 2 2 2 2 2
Repetition 1 1 1 1 0
Three-step command 3 3 2 0 0
Read and obey 1 1 1 1 0
Write a sentence 1 0 0 0 0
Copy a design 1 0 0 0 0
Total score 30 20 18 15 10
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Fig. 3 Gross appearance of the brain.

(A) From the lateral view, left parietal lobe is severely atrophic. (B) A coronal section of the cerebral hemisphere at the level of the

lateral geniculate body demonstrates widening of the cerebral sulci and dilatation of lateral ventricles. Note that the volumes of

hippocampi are relatively preserved.

Fig. 4 Light micrographs of the left parietal cortex.

(A) HE staining and (B) AP immunostaining show several cotton wool plaques (arrows) as well as classic plaques.

(C) Immunohistochemistry for phosphorylated tau reveals neurofibrillary tangles and abundant neuropil threads. Bar = 100 um (A, B),

50 um (C).

7273, ballooned neuron (L& 5T, F 72 KN Ez B L A%
ZEMEE R ELAY 72 astrocytic plaque 7 &0 771 7 @ tauopathy
OFTRIZZ Lo 7z, LE—/MRIgAED BN o7z f
BREHREO R SR IR L 72 S A b, BEOAEE
R LB L AR O RSB ), IMENEIR T OFRAT

LEZ BN

BIEFBE (L) V1 EEFOLERIZOWT) L
W2 S L7227 A DNA % L 57z, 7Y 1~
120y — 7 TV AT CREA R LD RN 72,



53 : 818

z =

AIEBN, FIFREIRE ZRLlERETH - 7205, o
WL ZORN TR B E L AT R L 2 ), BBk
FANT = F 2V e & RRAEAETTIRICEAL L, R
PCAVEIRTE & 70 0 RERITII 8 4R CRELC L7z, A%, Mibkst
5T b Al 2 i@ U IR AR O 25 & MR T & A L o7z
72w, BRI 7 B WEE I % K B R IEAS 25 MEiE (CBD) &
# 2 T\72 CBD CRFHVETHRETHHIXENTH LY,
72 M OB WIS 1ZIRS LT CBD OB W FIE I 2%
Moz, LALERoHEmEBI ) 2 LI, RS
B - BRI R L ) & o REDPRETH S 2
L, TV TOYTFNF—OFRIZZLWwWT &, £7/2CBD
\ZHRELI) & XD astrocytic plaque & A & o722 L L
CBD (Z77E S 7.

AEFNEIHEEF 12, # ABEAS CERAD 4544 C frequent,
NFT 73 Braak 7338 C stage VITH 1), 7 VY /N4 < —3% (AD)
LErsingz. —J, BRRER E W% LT, woEn—
B L CIEMFRMEA R > 7. JI4E, CBD 27RIBY 2 X9 7%
EENREL &b %) IR WL O iR & 25 2 B
T, JEESEMIIC AD, BUBHMBHBIFRAGE, TR R
% ETH o IHERMOWMEI TR, £ 2T, K7, 3470
A, MBAOFRMEE & D %) AATIERER 7 DU O i) 2
2R % corticobasal syndrome (CBS) & IEFR$ 25 Z & aF
RBENYY HLOBHEELIRIBSh TS Y. Zhi
T S 7z CBS OFEF CHRBSAICE SRR LRI N
72180 JERIE F & TN LB 0oHE Y 12558, b o
&L %L CBD T46.7%, DWW TAD 16.7%, #4711
% LTERRE 16.1%, & SIHHEEIX T Ao TS BEIE 2,
Yoo, 70407k - XY aA7Hg EDRERIN T
%. CBSE, THWHBIERATHNFLEMNTICBZ 52
fEME Lz D EEZLNTEY VO CBS & X727
B HLHEHEOE W CBD & AD & ORI AHFIZI & LT
MR & 72 % . Josephs 51, CBD JH¥L % > CBS & & AD
LA FFO CBS i & 2 H L€, i ORI & i
LT LR U Cd - 7228, AD BEDFIEFEI AT <
IA 7 U—X A% LSRR T RS D Lo 7z L kR
& 5 ZHHFR D volumetric MRI THjfE 2 el L, MIBHIER 7 &
BHTHZE T )7 CEMDRIT UL AD O BEMEDTE W & kT
Y ZoMmE e ENT A AR R EE LT, BEEE
(F¥iroor ¥y — FRLEREEILAD 2, 58525 OfTH)
FE413 CBD % Z 2R s %)Y, R > » F#ds
BWHIFHENTWD, SERBEMENA A~ - —%7 304
FA A= 2 7 OB 2 RIS Tn s Y
FIEBNTERTZ W 2 CBD & LT\ 727%, retrospective (2 %
L, MEEENSUBIERTH 722 & B X ORI TR
eZIS |2 B\ TR R B B2, BHTH AR BH A BT 720 & KN
FIRBAF THAMMREK T 2R L)AL DTV L
(Fig. 1D) I AD #EZ 2 R NUEH SR VWAL v M THo 7z

BRER##H#ES 53 % 1075 (2013 : 10)

F 72 AAEGI TR & ) BB ES R R Th o 2720, Fi
TEBEE D W T ORI A A MMSE O A IZ#b 5722 &1
KAERELTEIFONE. INFTIZHIARNIZIZCBD &
BT S N AREEIZ AD Th o7k v HiEIEH H B9
& 512 Shelley 5 1% CBS @ 75T & T 4F AD OHHE A 2 C
ETVRBLIEMHLTEY Y, 5% CBSOBRHKIZHIT 5 AD
DENBMIIERE L > TLDbDEEZOND. LRBARE
B CIEIH O D RN LG > > F A TR O MG T 25 & &
b7z (Fig. 1C, D). #f 2 w1 ETAN C I3 T b
KR E & ) AR IZER VS, 7 IR E IR A LD ONTE D #
DOEALH M FORFHR L LT b2 6N/-bok
ZzZ b5 Ds, AD & CBD O8I B 2 Wil > >~ 71
HETORBOFEIZOVTIRARHETH ) WY Spopms
EZHND.

FIEBIDHE DO —DTH 5 MA» H B FEE (2= D
HolzZ LIZDVTERT L. RIEFOFHBENFHN T 5
VIREICE R A A SN, B AGAEEA SR
%oz, ADICBIF AR AT EORBENERE LT
T OIREDREICEN D B ERREWELH L. TR
FEG]TILREMEY 22 MRI WG DRI TG EF bR 5 b
TR L2 I THEAT LT B L72ds o CTAREBI O IR FRiE:
DIEIRDFEANTIEA DIFLE D FEBHORERERIZ L 5L DT
E7w M S5, Kitagaki 5 (3 volumetric MRI % & 5
W2 IRATCHAE D AD Tl CBD & AR 12 KN o A A
ENBHDHZERRELTVE Y

AIEG DFFFLA A D — D12, KRz B R 7 A
Td % cotton wool plaques (CWP) % ZH & &% -7 hd
Foh, ADE LChENamiBgEEzEL T CWP %
EL %) ADFERITIZ T L =) ¥ 1 BIEFOLERBASNS
ZEDHEEN TV LD, MEBITOHLELH Y, CWP L
TLt=) 21 EETERE AD BRI L O TR AW O,
FIEBNLFABIET ISR B h o7z, CWP % &b 7% ) ADJE
B CIEEPERT R, /X — % >V = XA, BIEHZEER 2 L
DAD LiZZ & I EEMN Y 2T 2 & HE ST
WM LERZHBENTCWP % & b 7% ) AD THRRK
12 CBS #ifEx &2 L 72 & v ) #ji5id 72 v, ME— Verkkoniemi
SOMET?, PET TLEGEEAREDZE V) ERIEH -
7 DSERIR I 70 FERH R IS D W C IR S LT W v, CWP
DT IHAED & T ARPT, REFIO L9 % IEER
AD FERENO G134 B IEB O BFE THET S b N &
bDOLEZLNS.

RRE QTR L, 45197 M H AR FEZAMM S HTREL, &
R E R I RN

BEE L= Y LRETREZ T L T2 v HiB ks
TR BIFZETT bR 2R b2 ) v — ARZE &~ & — G TR AR AT 25 B
U B R 2 L E T

AR L, BRT R E COLRBEIZ S 5 o, ik, HIfk
BFWTNLHEY FHA,



1) [FREHER BRI A 74 >~ | ERGRZERS.

2

3

4

5

6

7

8

9

10

11

)

)

)

)

)

~

=

=

=

~

Corticobasal syndrome % £ L 72 £ 4EE T VY N A <~ —JF D 1 H 1

X "

FRAIERE
BHEETA NI 4 220100 HE: E#HEE S 2010.

Dubois B, Feldman HH, Jacova C, et al. Research criteria for
the diagnosis of Alzheimer’s disease: revising the NINCDS-
ADRDA criteria. Lancet Neurol 2007;6:734-746.

Lopez OL, Becker JT, Klunk W, et al. Research evaluation and
diagnosis of probable Alzheimer’s disease over the last two
decades: 1. Neurology 2000;55:1854-1862.

Galton CJ, Patterson K, Xuereb JH, et al. Atypical and typical
presentations of Alzheimer’s disease: a clinical, neuropsycho-
logical, neuroimaging and pathological study of 13 cases. Brain
2000;123:484-498.

Alladi S, Xuereb JH, Bak T, et al. Focal cortical presentations of
Alzheimer’s disease. Brain 2007;130:2636-2645.

Boeve BE Lang AE, Litvan I. Corticobasal degeneration
and its relationship to progressive supranuclear palsy and
frontotemporal dementia. Ann Neurol 2003;54(Suppl 5):S15-
S19.

Boeve BE The multiple phenotypes of corticobasal syndrome
and corticobasal degeneration: implications for further study.
J Mol Neurosci 2011;45:350-353.

0. Corticobasal syndrome—#z L DA & 4% D FRE.
Brain Nerve 2012;64:462-473.

Mathew R, Bak TH, Hodges JR. Diagnostic criteria for
corticobasal syndrome: a comparative study. ] Neurol Neurosurg
Psychiatry 2012;83:405-410.

Lee SE, Robinovici GD, Mayo MC, et al. Clinicopathological
correlations in corticobasal degeneration. Ann Neurol 2011;
70:327-340.

Hassan A, Whitwell JL, Josephs KA. The corticobasal
syndrome—Alzheimer’s disease conundrum. Expert Rev
Neurother 2011;11:1569-1578.

12)

13)

14)

15)

16)

17)

18

s

19)

20

=

21)

22)

53 : 819

Josephs KA, Whitwell JL, Boeve BE et al. Anatomical
differences between CBS-corticobasal degeneration and CBS-
Alzheimer’s disease. Mov Disord 2010;25:1246-1252.

Shelley BP, Hodges JR, Kipps M, et al. Is the pathology of
corticobasal syndrome predictable in life? Mov Disord 2009;
24:1593-1599.

Hu WT, Rippon GW, Boeve BE et al. Alzheimer’s disease and
corticobasal degeneration presenting as corticobasal syndrome.
Mov Disord 2009;24:1375-1379.

FGAFEM, EHES STRMFETS. RN E A
IiE & BRIRFZS T & T IEBBL 7 VY N A < — IR 1 H5 ).
BRI 2007;47:581-584.

Okazaki K, Fu Y], Nishihira Y, et al. Alzheimer’s disease: report
of two autopsy cases with a clinical diagnosis of corticobasal
degeneration. Neuropathology 2010;30:140-148.

Chand P, Grafman J, Dickson D, et al. Alzheimer’s disease
presenting as corticobasal syndrome. Mov Disord 2006;21:
2018-2022.

Kitagaki H, Hirono N, Ishii K, et al. Corticobasal degeneration:
evaluation of cortical atrophy by means of hemispheric
surfacedisplay generated with MR Images. Radiology 2000;
216:31-38.

Le TV, Crook R, Hardy J, et al. Cotton wool plaques in non-
familial late-onset Alzheimer disease. ] Neuropathol Exp Neurol
2001;60:1051-1061.

Larner AJ, Doran M. Clinical phenotypic heterogeneity of
Alzheimer’s disease associated with mutations of the
presenilin-1 gene. ] Neurol 2006;253:139-158.

M . Cotton wool plaques Z £ 7V v/ A < —.
H i 2008;66(}1):324-327.

Verkkoniemi A, Ylikoski R, Rinnen JO, et al. Neuropsychological
functions in variant Alzheimer’s disease with spastic paraparesis.
J Neurol Sci 2004;218:29-37.



53 : 820 ERRRMIZRZ 53 % 105 (2013 : 10)

Abstract

An autopsy case of Alzheimer’s disease presenting with corticobasal syndrome

Naoki Fujii, M.D.", Tomihiro Wakamiya, M.D.?, Akihiro Watanabe, M.D.",
Hirokazu Furuya, M.D.”, Kensuke Sasaki, M.D.” and Toru Iwaki, M.D.?

YDepartment of Neurology, National Hospital Organization Omuta National Hospital
“Department of Neuropathology, Neurological Institute, Graduate School of Medical Sciences, Kyushu University

A right-handed Japanese man developed memory loss at 51 years of age. The right side clumsiness developed from
52 years of age and then progressively worsened. Temporal/parietal lobe atrophy was observed predominantly on the left
side upon MR imaging. Subsequently, limb-kinetic apraxia and parkinsonism became apparent predominantly on the right
side. These symptoms became aggravated along with dementia, ultimately leading to an apallic state. The patient
eventually died at the age of 59 due to aspiration pneumonia. An autopsy was carried out and cerebral atrophy was
observed predominantly on the left side. Senile plaques were observed on the entire cerebral cortex at a high frequency,
along with many cotton wool plaques. Anti-phosphorylated tau-positive neurofibrillary tangles and several neuropil
threads were observed upon immunostaining. The tau-positive structures were also positive for both RD3 and RD4
antibodies. The findings of tauopathy of the glia were poor, and the tau lesion of the brainstem was milder than that of the
cerebral cortex. These results suggest the possibility that the corticobasal syndrome clinically developed in some type of
Alzheimer’s disease and a definite diagnosis was made only by pathological examination.

(Clin Neurol 2013;53:814-820)
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