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An Autopsy Confirmed Case of Amyotrophic Lateral Sclerosis with
TDP Pathology
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The phosphorylated 43-kDa transactive response DNA-binding protein (TDP-43) was identified as a major disease protein
in sporadic amyotrophic lateral sclerosis (ALS) and frontotemporal lobar degeneration. We present a case with progressive
muscle weakness who was diagnosed with sporadic ALS. On postmortem examination, TDP-43 immunoreactive neuronal
cytoplasmic inclusions were noted in motor cortex, hippocampus and anterior horns of spinal cord, which was compatible
with ALS-TDP, stage 4. This is the first documented autopsy-confirmed ALS case with ALS-TDP pathology in Korea.
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Figure 1. (A) Sagittal T2-weighted spinal magnetic resonance imaging
(MRI) shows mild disc protrusion in C3-C4 and C4-C5 levels. (B)
Brain MRI shows no abnormal findings.

Figure 2. (A) Grossly, there was no definite cortical and subcortical

atrophy. Cervicothoracic (upper row) and thoracolumbosacral (lower
row) spinal cords show atrophy and grayish discoloration. (B) Cauda
equina is thin.
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Figure 3. (A) A section from thoracic cord shows severe degeneration of corticospinal tracts and anterior horns (H&E stain, scale bar=250 um). (B)

An enlarged picture of a rectangle area from (A) shows severe gliosis and neuronal loss (H&E stain, scale bar=250 pum). (C) Diffuse myelin pallor
is seen in anterolateral columns including corticospinal tracts (arrows) (Luxol fast blue stain, scale bar=250 pm). (D) Bunina body (arrow) is
observed in hypoglossal nucleus (H&E stain, scale bar=25 pm). TDP immunoreactive neuronal cytoplasmic inclusions (arrows) are seen in (E) a
survived lower motor neuron of thoracic anterior horn, (F) motor neurons including a Betz cell of motor cortex, and (G) dentate granule cells of
hippocampus (Phospho TDP stain, scale bar=25 um).
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