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Lhermitte-Duclos Disease in a Sudden Death
~An autopsy case—

Taejung Kwon, M D, Tae Seung Kim*, M D, Han Young Lee» D and Shin Mong Kang, M.D.

Department of Forensic Medicane and Pathology, National stitute of Scienti fic lmvestigation, and
De partment of Pathology, Y onser University College of Medicine®

Lhermitte-Duclos disease of the cerebellum manifests itself as a slowly growing mass formed
by abnormal neurons that appear more malformative than tumoral. Although most cases show
satisfactory clinical evolution, several cases, not recognized in life, died abruptly, usually from
respiratory arrest, We recently experienced a 19 vear old male, who died suddenly during alcohol
drinking. At autopsy, the cerebellum revealed thickening of the folia over two limited areas.
Microscopically, the lesion was characterized by proliferation of abnormal neuronal cells with ex-
cezaive myelination of their axons, dizsappearance of Purkinje cells and greatly reduced white
mater. [ heories regarding the pathogenesis of Lhermitte-Duclos disease were reviewed and dis-

cussed, (Korean J Pathol 1994: 28: 73~T78)
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Fig. 1. Cut surface of the cerebellum exhibits greatly
enlarged folia over two limited areas in left
lobelarrow heads).

Fig. 2. Enlarged cerebellar folia. A- Quter{molecular)
layer, B: Inner(granular) laver, C: Greatly re-

duced white matter core.

Fig. 3. Interstitial calcification
i3 observed in the outer layer.
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veals prominent myelinated fibers oriented
perpendicular to the pial surface in the outer
layer.

Fig. 5. Immunostaining for
synaptophysin reveals positve
reaction of dysplastic ganglion
cells in the outer layer.
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