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- A case of Shy-Drager syndrome is described and compared with original cases
reported by Shy & Drager. The standpoint of this syndrome is discussed. The
patient was a 60-year-old woman without any hereditary background involving .
this disease. She noticed numbness and hypesthesia in the lower extremities at -
the age of 45. A few years later, orthostatic hypotension, urinary incontinence
and gait disturbance developed. These symptoms worsened gradually, and she
died fifteen years after the onset of this illness. Pathologically, there was marked . -
loss of Purkinje cells with increased Bergmann glia in the cerebellar cortex. In
the white matter of the cerebellum, demyelination and gliosis were prominent.
The neurons of the substantia nigra were moderately decreased and extracellular ;
pigment was present. The pars basilaris pontis was atrophic. The neuronal
population of the nuclei pontis was considerably less than normal and the fibrae
pontis transversae was severely demvyelinated. Atrophy and marked loss of
neurons in the inferior olive occurred. The spinal cord demonstrated marked
loss of neurons in the nucleus intermediolateralis, nucleus dorsalis and Onuf’s
nucleus of the sacral cord. Neurons of the cornu ventrale were moderately
decreased and anterior and posterior spinocerebellar tracts were moderately |,
demyelinated. The patient was clinically diagnosed as Shy-Drager syndrome
because she showed the main symptoms of the full syndrome as described by
Shy & Drager. However, it is possible that cases with Shy-Drager syndrome
show symptoms similar to olivo-ponto-cerebellar atrophy(OPCA) or parkinsonism.
Neuropathologically, this case was confirmed to be an example of multiple system
atrophy with a lesion of OPCA type, despite a clinical diagnosis of Shy-Drager
syndrome. ‘
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Fig. 1. A. Sagittal section through the
cerebellar hemisphere showing the
diffuse cortical atrophy and demy-
elination of the white matter. (H.E,,
x 1.4). B. Marked loss of Purkinje
cells with Bergmann’s glial prolifer-
ation. (H. E., x80). C. Torpedo.
(Bodian., x220).
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Fig. 2. A. Substantia nigra showing loss of nerve cells and extracellular pigments.

(H.E., x220). B. Edinger-Westphal nucleus showing degenerative change. (H.E.,
x240). - : g X

)

i

s
L

f:}? . ‘"‘@@,}:ﬁ:é’
.
.
.
.

A . (B)

Fig. 3. A. Demyelination of the transverse fibers of the pars basilaris pontis. (K. B,
x2.0). B. Nuclei pontis show severe loss of nerve cells with astrocytic and
microglial proliferation. (H. E., % 220).

(A (B)
'Fig. 4. A. Atrophy of the inferior olivary nuclei. (K.B., x3.5). B. Inferior olivary
nucleus showing marked loss of nerve cells with gliosis. (H. E., x120).
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Fig. 5. A. Section through the 2nd cer-
vical cord showing demyelination of
the funiculus ventralis, lateralis and
dorsalis. (K.B., x5.4). ~B. Nucleus
intermediolateralis showing marked
loss of nerve cells with gliosis. (H.
E., x400). C. Onuf’s nucleus show-
ing loss of nerve cells.(K.B., x 320).

(B)

Fig. 6. A. Autonomic ganglion showing hypochromatic neurons. (H. E., x400).
B. Musculus peroneus brevis showing neurogenic atrophy. (H. E., x200).
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