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Clinical and pathological features of
dentatorubropallidoluysian atrophy (DRPLA)
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An entity of dentatorubropallidoluysian atrophy (DRPLA) are based upon its major

neuropathologic findings consisting of combined degeneration of the dentatorubral and

pallidoluysian systems. DRPLA can display a variety of symptoms, including myoclonus

epilepsy syndrome, cerebellar ataxia, and choreoathetosis or chorea, and is inherited as

autosomal dominant traits.

Differential diagnosis is discussed. Joseph disease can be differentiated from DRPLA

by the following two characteristics; (1) neither epileptic seizures nor dementia, (2) add-

itional, but specific degeneration in the substantia nigra, pontine nucleus, cranial nerve

nuclei, and the spinal cord.

Mitochondorial encephalomyopathy (MERRF type) also can be distinguished from

DRPLA by the following four points; (1) ragged-red-fibers in skeletal muscles, (2) increase

of lactic and pyruvic acid level in blood and cerebrospinal fluid, (3) additional degenerative

changes in the spinal cord, (4) inheritance pattern only through maternal side.
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Myoclonus epilepsy, Anraku type
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Myoclonus epilepsy is neuropathologically classified into 3 major groups; Lafora body
type, lipid storage type, and degenerative type. Anraku et al. (1966) made a brief description
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