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Fig. 1 Computed tomography (CT) of the chest.

The chest CT scans demonstrate ground-glass opacities, continuous
with the pleura in the upper lobes of both the lungs.
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Fig. 2 Histopathological features of the spinal cord and skeletal muscles.

a: The formalin-fixed cauda equina exhibits selective atrophy of the ventral roots (arrows) in comparison with the relatively preserved dorsal
roots (arrowheads). b: Intercostal muscle show fatty infiltration (H.E. staining, bar = 500 um). c¢: High magnification of section b confirms small
grouped atrophy and endomysial fibrosis (bar = 100 um). d: The spinal cord at the levels of the fifth cervical (C5), tenth thoracic (T10), and first
lumbar segment (L1) demonstrates atrophy of the left anterior horns at C5 (arrows) and L1 (double arrows) (Kliiver-Barrera stain, bar =
1 mm). e: Higher magnification of the ventral root (arrow), indicated by the asterisk (¥) in section d, proves pathy loss of myelinated fibers (bar
= 200 pm). f: Higher magnification of the dorsal root, marked by the hashtag (#) in section d, confirms it to be well preserved (bar = 200 pum).
g: The left anterior horn at L1 is shown (Kliiver-Barrera stain, bar = 200 pm). h: Higher magnification of H.E. stained area, indicated by the
asterisk (¥) in section g, shows total neuronal loss with abundant corpora amylacea (bar = 100 pm). i: The right anterior horn at L1 is shown
(Kliiver-Barrera stain, bar = 200 um). j: Higher magnification of H.E. stained area, indicated by the asterisk (¥) in section i, contains sparse
chromatolytic neurons with active gliosis (bar = 100 um). k: Immunocytochemistry with anti-glial fibrillary acidic protein (GFAP) antibody of
the same area of section i confirms active gliosis (bar = 100 pm).
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Table 1 Clinical and pathological characteristics of fatal PPS patients who accompanied with or without ALS.
TDP-43-positive
Disease duration UMN Bunina bodies ubiquitinated Reference

inclusion bodies

ALS + PPS Patient 1 6 months - + n.d Neurosurg 2006

ALS + PPS Patient 2 17 months n.d + + Clin Neuropathol 2011

ALS + PPS Patient 3 3 years + n.d n.d Arch Neurol 1980

ALS + PPS Patient 4 5 years + - n.d Acta Neuropathol 1999

PPS1 14 years - - - Our case

PPS2 27 years + - - Neuropathology 2013

ALS: Amyotrophic lateral sclerosis. PPS: Post-polio syndrome. UMN: Upper motor neuron sign. n.d: not described.
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An autopsy case of progressive generalized muscle atrophy over 14 years
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We report the case of a 72-year-old man who had contracted acute paralytic poliomyelitis in his childhood. Thereafter,

he had suffered from paresis involving the left lower limb, with no relapse or progression of the disease. He began

noticing slowly progressive muscle weakness and atrophy in the upper and lower extremities in his 60s. At the age of 72,

muscle weakness developed rapidly, and he demonstrated dyspnea on exertion and dysphagia. He died after about 14

years from the onset of muscle weakness symptoms. Autopsy findings demonstrated motoneuron loss and glial scars not

only in the plaque-like lesions in the anterior horns, which were sequelae of old poliomyelitis, but also throughout the

spine. No Bunina bodies, TDP-43, and ubiquitin inclusions were found. Post-polio syndrome is rarely fatal due to rapid

progressive dyspnea and dysphagia. Thus, the pathological findings in the patient are considered to be related to the

development of muscle weakness.

(Rinsho Shinkeigaku (Clin Neurol) 2016;56:12-16)
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