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4 Muiltifocal Dystonia, Clinical Feature of Hallervorden - Spatz
ABSTRACT
Hallervorden - spatz disease is an inherited metabolic disorder with autosomal recessive trait.
Cmsel 15 in late childhood or early adolescence. Clinical manifestation is variable but pyramidal and

extrapyramidal signs are often prominant. Many of patients show progressive dementia and extrapyramidal

Ataxia or myoclonus is reported in the course of the disease in individual cases. Focal dystonias including

tongue, evelids (blepharospasm) and optic atrophy, retinitis pigmentosa, rarely familial parkinsoniSm are also
Patholopically pigmentary degencration of globuos pallidus, substantia nigra (pars reticular) and red nucleus
In our case the main clinical leature was mullifocal dysionia withow! obvious pyramidal or other

extrapyramidal symptoms, and diagnosis was based on clinical and MRI findings.

Key Words: Dystonia; Hallervorden; Spatz; Myoclonus; Dementia
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