o|N
)

J Korean Neurol Assoc/ Volume 24 / June, 2006

Adrenoleukodystrophy Presenting as Secondary Erythrocytosis

J Man Hong, MD., Sang-l Km, MD.?

Department of Neurology, Ajou University School of Medicine, Suwon;

Department of Hematolog)®, Armed Forces Capital Hospital, Seongnam, Korea

A 22-year-old man, who had complained of dizziness and morning headaches, was admitted because of persistent
polycythemia with elevated erythropoietin. Subsequently during the work-up, he had frequent sleep apneas
without respiratory efforts and a brain MRI revealed multiple bilateral leukoencephalopathies without enhance-
ment. Adrenoleukodystrophy was diagnosed by clinical manifestations including adrenal insufficiency, brain
imaging, and an elevated very long chain fatty acids (VLCFA) level. We report a case of adolescent cerebral type
of adrenoleukodystrophy presenting with central sleep apnea and secondary erythrocytosis
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Figure 1. Initial (A-D) brain images and follow-up images (E, F) of the patient. Brain CT (A) shows multiple, variable sized,

finger-like, low density lesions in the bilateral white matter adjacent to cortical U-fiber. T2-sagittal image (B) shows hyperintense

lesion according to axonal projection. This lesion is hypointense and not enhanced on Tl-enhanced image (C). FLAIR image (D)

shows hyperintense lesion. Two months later, little changes are shown in the follow-up study on FLAIR (E) and T2-sagittal image

F).
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Figure 2. Goldmann perimetry
of the patient. (A) Perimetry
an

side reveals

on the left
outer-upper quadran-anopia with
(B) Peri-

normal blind spot.
metry on the right side reveals

C26:0 (hexacosanoic acid)©]

normal field.
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