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#1| The patient’s scores in neuropsychological tests

MMSE
ADAS
WAIS-R verbal tests
Information
Digit span
Vocabulary
Arithmetic
Comprehension
Similarities
WAIS-R performance tests
Picture completion
Picture arrangement
Block design
Object assembly
Digit symbol
general memory
verbal memory
visual memory

WMS-R

Visual Form Discrimination (Benton)
Raven’s Coloured Progressive Matrices

WAB

Content
Fluency
Auditory comprehension
Repetition
Naming
Reading
Writing

Stroop test

Trail making test

Wisconsin card sorting
Porteus maze test
Tower of Tronto

28 /30
4/70

VIQ 86
scaled score 7
9

7

8

9

7

PIQ 87
scaled score §
7

10

9

6

index 80

82

83

26 /32

22/ 36
AQ92.6
9/10

9/10
9.2/10
10/10
9.1/10
7.9/10
9.9/10
letter 30 / 30
color 30 / 30

part A : 66 seconds
part B : not achieved

6 categories
7.5 years
index 5

MMSE : Mini-Mental State Examination (HAREERK :

b, 1985)

ADAS : Alzheimer’s Disease Assessment Scale (H &

MR ARD, 1992)

WAIS-R : Japanese Wechsler Adult Intelligent Scale-

Revised

WMS-R : Wechsler Memory Scale-Revised
Visual Form Discrimination (Benton et al, 1983)
WAB : The Western Aphasia Battery (HARZEIR)

erer, 1941) ¥, MLt oEH L EELTTRE
=, Wisconsin card sorting (128%#: : Grant
and Berg, 1948) OHERLIEFE TH o o B
B (/9 &r 5Ty —TcEHYL2, HHXI1,
B9, BETEET (10, (B) 7TTH
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The responses in Part B of trail making test (left), and Porteus maze test (for 9 years, second
trial : right). In the trail making test, she drew initial several lines from number to letter and from
letter to number according to the instruction. She then broke the rule and drew lines between

numbers or letters.
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Cranial magnetic resonance T1-weighted images (top) showed slight cerebral atrophy, while PET images
of regional cerebral metabolic rate of O, (rCMRO,) revealed medial frontal hypometabolism (bottom).
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A Slowly Progressive Frontotemporal Dementia without
Knife-Blade-Shaped Atrophy Presenting Isolated Disinhibition

Misato Fujimori, Toru Imamura, Kanji Yasuda,
Etsuro Mori, Kazunari Ishii

Hyogo Institute for Aging Brain and Cognitive Disorders

We reported a patient with frontotemporal
dementia presenting a 6-year history of slowly
progressive irritability and disinhibition in her
daily life. The patient, 69-year-old, right-hand-
ed housewife, was well-oriented and coopera-
tive. Neurological examination was normal, and
neuropsychological signs including amnesia, ap-
hasia, apraxia and agnosia was negative. Seve-
ral frontal lobe tasks, however, revealed im-
paired response inhibition, which is consistent
with disinhibited behavior of the patient. During
the hospital stay, her irritability and disinhibi-
tion were apparent, but there was no roaming
behavior, hyperorality, antisocial behavior or
stereotyped behavior, which are reportedly cha-
racteristic in Pick’s disease. Her electroence-
phalogram was normal. Cranial magnetic reso-
nance imagings (MRI) revealed a mild brain

atrophy in the frontal lobes, which was neither
circumscribed nor ‘knife-blade-shaped’. A posi-
tron emission tomographic study showed the
oxygen hypometabolism in the medial frontal
area. These findings fulfill the clinical criteria
for frontotemporal dementia proposed by the
Lund and Manchester groups, which classify the
cerebral pathology as Pick type, frontal lobe
degeneration type, and motor neuron disease
type. Our patient lacked motor neuron signs,
common clinical features of Pick’s disease, and
circumscribed ‘knife-blade-shaped’ atrophy on
MRIs. These facts suggest the patient’s brain
pathology as frontal lobe degeneration type.
The slowly progressive isolated disinhibition of
this patient may correspond to a clinical mani-
festation of the frontal lobe degeneration type
of frontotemporal dementia.

(Japanese Journal of Neuropsychology 13 ; 145-151, 1997)



