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Fig. 1 Cranial MRI findings.
a: T1 weighted images (axial and sagittal, 0.5T; TR 310 ms, TE 17 ms), obtained 17 years after the
onset of symptoms show mild tegmental atrophy of the midbrain and dilatation of the lateral ven-

tricle.

b: T1 weighted images (axial and sagittal, 0.5T; TR 350 ms, TE 17 ms), obtained 23 years after the
onset of symptoms show moderate tegmental atrophy of the midbrain and dilatation of the lateral

and third ventricles.
R: right side.
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Fig. 2 Representative neuropathologic findings.
a, b: Macroscopic images of the stained specimen (Coronal section of the cerebral hemisphere at

the level of subthalamic nucleus).

The globus pallidus and the subthalamic nucleus show severe atrophy (a) and severe fibrous gliosis
(b). The cerebral white matter shows mild myelin pallor (a).

¢: The midbrain shows tegmental atrophy.

d: The substantia nigra shows severe neuron loss and gliosis.

e: The locus ceruleus shows many Gallyas-positive globose-type neurofibrillary tangles.

f: In the frontal cortex, coiled bodies and argyrophilic threads are widespread (Precentral gyrus).

g: Tuft-shaped astrocytes, which are characteristic of progressive supranuclear palsy (Putamen).
Staining methods: a, ¢, d: Kliiver-Barrera staining; b: Holzer staining; e-g: Gallyas-Braak silver staining.

Scale bars: a-c: lem; d: Imm; e: 200pm; f, g: 100pum.
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Table 1 Schematic distribution of NFTs or argyrophilic threads in typical and
atypical PSP%, and the present case.

Brain area Tﬁgl}c)al A?,fé)%,c al Present case
Pallidum and subthalamic nucleus ++ + +/+ + + +
Substantia nigra ++ + +/+++ ++/+++
Pontine tegmentum ++/+++ + ++ +
Oculomotor nucleus +/++ + +/+ +
Striatum +/+ + + +
Pontine nuclei +/+ + -/+ +/+ +
Medulla and dentate nucleus +/++ + + +
Hippocampus and entorhinal cortex -/ + —-/++ ++ +
Prefrontal and precentral cortices + —-/++ +
Other associative cortices -/+ -/+ -/+

These pathological search methods obeyed Preliminary NINDS neuropathologic criteria®

At X250 magnification: —, absent or rare; +, low density (one or two neurons with

NFTs or argyrophilic threads);

159

+ +, high density (two to five neurons with NFTs or argyrophilic threads);

+ + +, very high density (six or more neurons with NFTs or argyrophilic threads).

NFTs, neurofibrillary tangles; PSP, progressive supranuclear palsy
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Abstract

An autopsied case of progressive supranuclear palsy presenting with slow progression and unusually
prolonged disease duration

Yasushi Iwasaki, M.D.”, Keiko Mori, M.D.", Masumi Ito, M.D.",
Maya Mimuro, M.D.” and Mari Yoshida, M.D?
"Department of Neurology, Oyamada Memorial Spa Hospital
“Department of Neuropathology, Institute for Medical Science of Aging, Aichi Medical University

A 55-year-old Japanese female with no family history of neurological disease showed gait disturbance with ri-
gidity and resting tremor. She was initially diagnosed with Parkinson’s disease, but neither laterality of symptoms
nor levodopa benefit were observed. The parkinsonism and gait freezing progressed unusually slowly and she ex-
perienced frequent falls 17 years after the onset of symptoms. When neurologic examination revealed vertical
gaze palsy, masked face, bradykinesia and dominant axial rigidity, the diagnosis was modified to progressive su-
pranuclear palsy (PSP). Retrocollis, grasp reflex, and bilateral Babinski's sign developed, but resting tremor disap-
peared. Gastrostomy was performed 22 years after onset, after which she was still capable of walking with assis-
tance. Tracheotomy was not performed. The patient died of an acute subarachnoid hemorrhage 24 years after on-
set at the age of 79.

On autopsy, the brain weighed 1,050 g and showed frontal lobe atrophy. Coronal cerebral slices showed atro-
phy of the globus pallidus and subthalamic nucleus. Tegmental atrophy of the brainstem and depigmentation of
the substantia nigra were observed. Neuropathologic examination showed severe neuron loss with gliosis in the
globus pallidus, subthalamic nucleus, substantia nigra, and tegmentum of the brainstem. The Purkinje neuron
layer and cerebellar dentate nucleus showed mild neuron loss. Globose-type neurofibrillary tangles were wide-
spread, particularly in the globus pallidus, subthalamic nucleus, substantia nigra, nucleus of oculomotor nerve, lo-
cus ceruleus, and cerebellar dentate nucleus. Glial fibrillary tangles (coiled body and tuft-shaped astrocyte) and ar-
gyrophilic threads were also widespread, particularly in the frontal lobe and basal ganglia. Lewy bodies were not
observed. Although, the pathologic findings were consistent with PSP, Gallyas-positive and tau-positive structures
were generally small in number.

According to the clinicopathological findings, we speculate that this case showed a distinct subtype of PSP
with a slowly progressive clinical course and generally mild tau deposition.

(Clin Neurol 2012;52:156-160)
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