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A Case of Dentatorubropallidoluysian Atrophy with Pseudo-Huntington’s
Form

Yoshihiro Konishi, Akiko Suzuki, Ritsu Ohga, Kingo Kawai,
Takeshi Yasuda, Kenji Morimoto and Akira Terao

A case of dentatorubropallidoluysian atrophy (DRPLA) of pseudo-Huntington’s
form was reported.

The patient, a 45-year-old female, began to find movement slightly difficult in
about 1976 (age 35). This was followed by memorial and emotional disturbances,
chorea in her limbs and face, and gait disturbance in about 1979. Her condition
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deteriorated gradually from about 1983, and admission occurred in June 1986. The
most probable mode of transmission was considered to be autosomal dominant.

Neurological examination revealed scanning speech, choreic movement in her
face, neck and limbs, and co-ordination difficulty in her limbs. Her gait was wide-
based. Her sensations, reflexes and ocular fundi, however, were normal. Her IQ
was 64 on the WAIS.

An electroencephalogram (EEG), in which the basic rhythm was 11 Hz, showed
high voltage slow-wave (6, ¢) bursts. Her two daughters (age 23, 21) had the
same findings in their EEGs. A brain X-ray CT disclosed moderate atrophy of
the brainstem and slight atrophy of the cerebellum, but atrophies of the cerebral
hemispheres, caudate nuclei and middle cerebellar peduncles were not found. A
SPECT by 2I-IMP revealed reduced collections of 128]-isotopes in the basal ganglia,
but collections in the cerebral and cerebellar hemispheres were normal, A brain
MRI showed the same findings obtained by the X-ray CT, but neither abnormally
low nor high intensity findings for the basal ganglia, dentate and red nuclei were
not noted.

We administered haloperidol (2.25 mg per day, p.o.). Although her chorea
soon disappeared, cerebellar ataxia, concealed by chorea, appeared to the front
clearly.

This case was a hereditary degenerative disorder, inherited by an autosomal
dominant trait. Neurologically, dementia, chorea and cerebellar ataxia were re-
vealed. It was suspected that the chorea was due to a lesion of the pallido-luysian
system, and that cerebellar ataxia was due to one of the dentato-rubral system.
Therefore, we understood this case to consist of lesions of the dentatorubro-
pallidoluysian system, and clinically suspected DRPLA or Joseph’s disease. Based
on her neurological signs and the findings on the EEG, X-ray CT and MRI, we
were able to differentiate DRPLA from Joseph’s disease. In conclusion, we clinically
diagnosed this case as DRPLA of pseudo-Huntington’s form (Hirayama et al.).
But, as the entities of neither of these diseases are established yet, further discus-
sion in detail is necessary. (Accepted on October 1, 1987) Kawasaki Igakkaishi 14(2) :
277—285, 1988 )
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Fig. 1. The pedigree of the patient’s family.
The case presented in this paper was
shown by arrow. The most probable
mode of transmission could be seen to
be autosomal dominant.

Fig. 2. A brain X-ray CT showed moderate atrophy of
the brainstem, and slight atrophy of the cerebellum.
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Fig. 3. A brain SPECT by 2I-IMP disclosed reduced collec-

tions of 12%[-isotopes in the basal ganglia. But, the collec-
tions in the cerebral and cerebellar hemispheres were
normal.

Fig. 4. This MRI was obtained by a VISTA-MR (super-
conductive magnet, 0.5T) made by Picker-International.
It revealed the same findings as the X-ray CT, but
neither abnormally low nor high intensity findings were
made in the basal ganglia, dentate and red nuclei.
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Table 1. Various disorders presenting chorea
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Table 2. There are three forms of DRPLA.
The characteristics of each form are shown.
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