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Three Patients With Classic and Atypical Neurodegeneration With

Brain Iron Accumulation

Seung-Yeob Lee, MD, Chul Hyoung Lyoo, MD, Kwon Duk Seo, MD, Myung Sik Lee, MD

Department of Neurology, Yongdong Severance Hospital, Yonsei University College of Medicine, Seoul, Korea

Neurodegeneration with brain iron accumulation (NBIA) is a disorder characterized by various mixtures of
extrapyramidal, pyramidal or psychiatric abnormalities associated with iron accumulation in the basal ganglia. The
mutations in the pantothenate kinase gene (PANK2) were found in approximately two thirds of the patients with
NBIA. We report three patients wtih NBIA, and two of them showed mutations in the PANK2 gene.
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Figure 1. Eye-of-the-tiger sign in neurodegeneration with brain iron accumulation. T2-weighted MRI studies show decreased

signal intensity in the bilateral medial globus pallidus and central high signal region (A: patient 1, B: patient 2, C: patient 3).
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Figure 2. A scanning electron microscopic examination of peripheral blood smear of patient 3 shows
an acanthocyte (A) and agarose gel electrophoresis shows no prebetalipoprotien fraction (B).
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