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‘This is a case report of the familial olivo-ponto-cerebellar atrophy (Menzel type OPCA, OPCA 1l with retinal degenera-

tion).

The patient is a 37 year-old male with 5 years history of slowly progressive cerebellar ataxia, dysarthria, visual change,
horizontal nystagmus and signs of pyramidal dysfunction. The CT brain scan shows significant atrophy of brain stem and

cerebellum with dilatation of cisterns.

His younger sister, also, has similar clinical manifestations and radiological abnormalities, but mild. By history, his
mother who died at 47 years of her age looked like to have same kind of chronic disease.
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Fig. 2. Pedigree of the patient.

Fig. 3. Brain CT scan of patient.
Mild of ), and superior cerebellar cistern with increased folia

pattern(B) also denote pontocerebellar atrophic change.
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Fig. 4. Brain CT scan of the patient's sister.

Mild enlargement of perimesencephalic cistern(A), wings of ambient and superior cerebellar cistern(B) in-

dicate atrophic change of brainstem & cerebellar vermis.
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Table 1. The Olivoponlocerebellar Atrophies: Clinical and Pathological Findings

Type

Age

Onset

Transmission  Clinical Findings
Death

Pathology

OPCA I, Menzel
type

1458

3260 Dominant  Unsteady gait,
dysar

clumsiness of

Spinal cord: Neuronal loss in
anterior, posterior and Ciarke’s
é8lumns, Variable Tiber loss in

cerebellar tracts and posts

funiculus.

Medulla: Marked loss of cells in
inerior olivary nucleus.

Pons: Loss of nuclei pontis aml
fibers of middle cerebellar
duncle.

Cerebelium: Loss of Purkinje cells
over hemispheres, sparing
vermis. Mild loss of granule
cells and variable loss of dantate
nucleus cells. Loss of cerebellar
‘white matter.

OPCA II, Fickler-
Winkler type  *

2080

3384 Recessive

don reflexes,
normal  sensa-
tion.

‘Spinal cord: Normal to mild ante-
rior horn cell loss.

Medulla: Neuronal loss in inferior
olivary nucleus.

Pons: Neuronal los in basis pontis.

Cerebellum: Mild atrophy with
Purkinje cellloss, more marked
in hemispheres.

Midorain: Normal to loss of sub-

stantia nigra neuron:

OPCAILL wm. reti-
nal degener:

134

1%475 Dominant  Ataxia, tremor of
head,

amms and
dysarthria, pro-
gressive

Toss and blind-
ness.

‘Spinal cord: Normal to mild loss of

‘Cerebellum: Purkinie cell loss over
hemispheres, especully
superior surfaces. Some loss
granule celis. Moderate loss ol

OPCA IV, Schut-
‘Haymaker type

17:30

2648 Dominant  Ataxia of arms
and legs, severe
dysarthria, la-
ryngeal and
facial palsy,

a, hy-
hy-

to
peractive re-
flexes.

Spinal cord: Normal to loss of
dorsal column and spinocerebel-
lar fibers and of anterior horn

cells.

Medulla; Loss of neurons of in-
ferior olivary mu:lem md of
cranial nerves X i

Pons: Loss of mu:lex buls pontis.

Cercbellum: Atrophy of folia and
loss of Purkinje cells and den-
tate neurons. Atrophy of cere-
bellar white matter.

OPCA V with de-
mentia, ophthal-
moplegia, and ex-
trapyramidal signs

745

1163 Dominant Amm of extre-
, dysarthria,

vmmmnw

fomotor paraly-

sis, dementia,

marked extra-

‘pyramidal signs.

Spinal cord: Normal to pallor of
spinocerebellar tracts
Madulk Severe loss of inferior

ry nucleus neurons.

Pm Marked loss of basis pontis
Corebelum: Marked. atrophy
Severe Purkine cell loss, mild

o ranule cells. Nomeal
dentate nuclei.

Midbrain: Normal to loss of sub-
stantia nigra and oculomotor
nucleus neurons.

Cercbrum: Neuronal loss in cere-
bral cortex, lenticular and
caudate n
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