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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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characterized by marked degeneration and loss of Purkinje cells in the cerebellar cortex

and of neurons in the inferior olive, being diagnosed as cerebello-olivary atrophy of Holmes

type. In the former, however, the peripheral sensory nervous systems and their ascending

tracts in the spinal cord were also involved. The neuropathological findings of these cases

were discussed with a review of literature.

Key words: hereditary ataxia, Holmes type, peripheral nervous system, neuropathology.
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Fig. 1 Case 1 (Arrow). Pedigree of the family.
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Fig. 2 Base view of the brain shows difuse atrophy of the cerebellum with normal pro-
tuberance of the pons and medulla oblongata (a). Sagittal sections of the ver-
mis (b) and hemisphere (¢c) show atrophy of the folia, greater in the superior
portions.
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Severe loss of Purkinje cells is seen. Granule cells are slightly reduced in num-
ber. Superior vermis, Hematoxylin-eosin (H.E.), X60

Remaining Purkinje cells show shrunken cell somata and sclerotic dendrites.
H.E., X200

Amiculum of the dentate nucleus shows myelin pallor. Pons is normal in every
respect. Kliver-Barrera (K.B.)

The olivo-cerebellar fibers and inferior cerebellar peduncle are of normal appear-
ance. K.B.

Degeneration of the gracile fasciculus, middle root zoot and posterior spinoce-
rebellar tract is clearly indicated. C7 segment. K.B.

Obvious loss of myelinated fibers in the posterior nerve roots. L4 posterior nerve
root, Epon-section, toluidine blue, X200

Sural nerve shows marked loss of myelinated fibers. Epon-section, toluidine
blue, X200
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Fig. 10 Case 2 (Arrow). Pedigree of the family.

Fig. 11 Base view of the brain (a). Sagittal sections of the vermis (b) and hemisphere
(c). Cerellar atrophy, although diffuse, is much greater in the superior vermis.
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