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Ihe autopsy cases of spino-cerebellar degeneration of Joseph type

Masatoshi WAKABAYASH
National Saigata Sanatorium

Shinsaku OYANAGI
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Here, we present two autopsv cases, first of which was clinically similar to Machado-

Joseph disease, and the second one, her neuropathological findings were almost the same

to the first case.

In the first case, her disease began as Marie’s ataxia at age 17. lhen, extrapyramidal

signs, external ophthalmoplegia, symptome of secondary motor neuron impairment and

autonomic nerve disturbance developed gradually. She died of pneumonia at age 35.
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In the second case, her unsteady gait began early in her life and became getting worse.

Then, superficial and deep sensory impairment, secondary motor nerve impairment, and

external ophthalmoplegia developed gragually. She died at age 69.

Neuropathological findings of these two cases were almost the same, which were

sammerized as below:

1) Subthalamo-pallidal and Pallido-nigral system,

2) Dentato-rubral system,
3) Ponto-cerebellar system,
4) Cranial nerve nuclei,

5) Spinal cord (spino-cerebellar tract, posterior funiculus, lateral pyramidal tract,

posterior funiculus, lateral pyramidal tract, anterior horn, Clarch’s column, and

only in the first case, intermedio-lateral column).

With regard to the distribution of the degenerative lesion, the present cases have a great

similarity to Friedreich’s ataxia, but the lesions outside spinal cord are far severe. So, we

can not classify the present cases into any of known disorders, and expect these types of

spino-cerebellar degeneration to be estabrished as a unique system degenerative disease of

the central nervous svstem.

Key Words: Joseph disease, Autosomal dominant ataxia, Multisystemic degeneration.
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A Report of Two Autopsied Cases

of Cerebello-olivary Atrophy (Holmes Type).

Hitoshi TAKAHASHI, Shigeki TAKEDA, Eisaku OHAMA
and Fusahiro IKUTA

Department of Pathology, Brain Research

Institute, Niigata Uniuersity

Yoshiaki HOMMA
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Tow autopsied cases, a 66-year-old man and a 65-year-old woman, from different

families on Sado with dominantly inherited progressive cerebellar ataxia were described.

Total clinical courses were 36 and 11 years respectively, Neuropathologically, both were
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