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B#%(c Holmes & 45 £ 1¢ OPCA & Menzel & T REFMHEEL A ETH, BRETRE
BLIUBEEOTELRSALS, BIETERA .

Two autopsy cases of spino-cerebellar degeneration were described. Clinical
and pathological observations of these two cases were compared with those of
hitherto reported cases.

The first patlent was a 35-year-old man without a background of the heredity.
He noticed d1ﬁ”1cu1ty in walking and moderate dysphagla at the age of 33. These
symptoms worsened subacutely during the first 10 months until he developed
impairment of the visual acuity. He died of bronchopneumonia one and a half
year later.

Pathologically there was marked loss of Purkinje cells with increased Berg-
mann glia in the cerebellar cortex, especially in the superior vermis. In the
white matter of the cerebellum, degeneration and gliosis were prominent. There
were also nerve cell loss and gliosis in the inferior olives. The nerve cells of
the subthalamus were atrophied and partially disappeared. The optic nerves also
showed moderate degeneration. No definite pathologic changes could be found in
the substantia nigra and in the pons.

The second patient was a 46-year-old man. He developed difficulty in walking,
dysphagia and dysarthria, which had slowly been progressive for about 16 years.
His mother had cerebellar ataxia as well.

Pathologically the cerebellum, pontine basis, inferior olives and spinal cord
showed extensive degeneration. In the cerebellum, there were loss of purkinje
cells and increase of Bergmann glia in both hemispheres. White matter of the
cerebellum showed marked demyelination with astrocytic gliosis.

There were atrophy and marked loss of cells in the pontine nuclei and in-
ferior olives. Marked loss of cells was noted in the substantia nigra.

Demyelination in the posterior funiculi with astrocytic gliosis was present in
the spinal cord. There was also loss of nerve cells in the Clarke’s column.

Although the first case were thought to belong to cerebello-olivary degenera-
tion of Holmes form and the other to olivo-ponto-cerebellar atrophy of Menzel
form, some characteristics were indicated. Onset of the illness of the first case
was subacute and subsequent course was rapidly progressive during the first 10
months. The inferior olives were diffusely and more severely affected than the
cerebellum. Moreover, the former showed changes of the hypothalamic nuclei
and optic nerves, and the latter showed changes of substantia nigra.

Clinical and pathological findings of 53 cases with olivo-ponto-cerebellar atrophy
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(OPCA) of Menzel form and sporadic OPCA in the literature were reviewed.
Cases with Menzel form, which had a background of the heredity, had a ten-

dency to have longer duration and higher incidence of mental deterioration or
dysfunction than cases with sporadic OPCA. Pathologically, the spinal cord was

affected more often in Menzel form than in sporadic OPCA.

Cases with Holmes form were compared pathologically with those of Menzel
form and sporadic OPCA. The pons and substantia nigra were spared in Holmes

form, while those were degenerated in Menzel form and sporadic OPCA.
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Table 1. The classification of spinc-
cerebellar ataxias (1958, Greenfield)

A) Spinal forms
1) Friedreich’s ataxia
a) Pure forms
b) Associated with peroneal atrophy
(Roussy-Levy)
¢) Posterior column ataxia of Biemond
2) Hereditary spastic ataxia
3) Hereditary spastic paraplegia
B) Spino-cerebellar forms
1) Menzel tyre of hereditary ataxia
(Olivo-poato-cerebellar degeneration)
2) Subacute spino-cerebellar degeneration
(Carcinomatous and sporadic)
C) Cerebellar forms
1) Holmes type of hereditary ataxia
2) Diffuse atrophy of Purkinje cells
(Toxic and carcinogenic)
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B e e EmL, BEOE (Fig.d
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bhic,

IR TIE I O _EE % #uiic Purkinje flifg
ITECEERZE L, FEicit Bergmann glia
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M, BERELERIR T oo, HERT
AR Y — TROMEMRILEA Y — T, Bl
* Y — TR eI E I ERE L, B
#E astrocyte ¥ X 0¥ microglia OBEENAS
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BEOIFHE, ) v-BR, HEROBENRALDHR
fo. WERTIE BERTEC Bk 25hinh -
7o, BRI b FE R L e -7,

NREE L ER & A Purkinje M S
W EMENITE L, Bergmann glia o HEHEN A D
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HRORRENRZ LR, Y —-FEMEF Y —F
BRSO =+ 2 vIFl NEREEL T
o, FERIERE TR R, BRI O A
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Sagittal section through the left cerebellar hemisphere showing the atrophy in the antero-

superior lobules, sparing the posterior portion and the flocculus. Hematoxylin and eosion,
x 1. 5.

Sagittal section through the vermis showing the atrophy in the Lingula, Central lobule,
Culmen, Declive, Folium, Tuber and Pyramis. The Uvula and Nodulus are spared.
Hematoxylin and eosin, x1.8.

Section through the medulla oblongata. There is a demyelination around the inferior olives
and a pallor of the pyramidal tract. Luxol fast blue and cresyl violet, x5.3.

Optic nerves are slightly atrophied. Luxol fast blue and cresyl violet, x4.1.
Photomicrograph of the cerebellar vermis. The molecular layer is thin. Purkinje cells are
disappeared. Granular cells are decreased in number. Hematoxylin and eosin, x208.
White matter of the left cerebellum. There is a marked demyelination with astrocytic
gliosis. Hematoxylin and eosin, x 208.

The inferior olives showing marked atrophy and loss of nerve cells with astrocytic gliosis.
Hematoxylin and eosin, x 208.

The left subthalamic nucleus showing loss of nerve cells with astrocytic and microglial
proliferation. Hematoxylin and eosin, x 208.

Section through the pons showing marked atrophy of the basis pontis. Transverse fibers
are demyelinated. Luxol fast blue and cresyl violet, x3.5.

Section through the medulla oblongata showing marked atrophy of the inferior olives.
Luxol fast blue and cresyl violet, x3.5.

Section through the cervical cord showing dempyelination of the posterior funiculi. Luxol
fast blue and cresyl violet, x5.

Left cerebellar cortex showing marked loss of Purkinje cells with proliferation of Berg-
mann glias and diminution of granular cells. Hematoxylin and eosin, x 208.
Photomicrograph of the basis pontis. The pontine nuclei show severe loss of nerve cells
with astrocytic and microglial proliferation. Hematoxylin and eosin, x 208.

Marked loss of nerve cells with astrocytic gliosis is present in the inferior olives. Hema-
toxylin and eosin, x 208.

Clarke’s column in the thoracic cord. There are atrophy and loss of nerve cells with
astrocytic gliosis. Hematoxylin and eosin, x 208.

Substantia nigra showing atrophy and loss of nerve cells. Hematoxylin and eosin, x 208.
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