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                    Abstract
Prion diseases are a diverse group of neurodegenerative disorders of humans and animals. Generally these are recognized as rapidly progressive cognitive disorders with additional neurological signs such as myoclonus, ataxia, and pyramidal and extrapyramidal dysfunction. Inherited forms of prion disease may be highly atypical with clinical durations up to 20 years and can mimic any other neurodegenerative disease in the earlier stages. MRI, CSF, and genetic analyses are particularly helpful investigations, although tissue biopsy may be needed in some patients. Symptom management strategies, experimental therapeutics, and public health measures are discussed.
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