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Hereditary leukoencephalopathy with axonal spheroids: CSFIR positive cells and
lesion staging based on brain image
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Settlement of stages of the pathological brain lesions (Oyanagi et al. Brain

Pathol 2017) from the findings of brain imaging considered to be inevitably essential for the
prognostication in adult-onset leukoencephalopathy with axonal spheroids and pigmented glia (ALSP).
MRI images of eight patients with ALSP were analyzed semiquantitatively. White matter degeneration
was assessed as a scale of 0 to 4 at six anatomical points, and brain atrophy as a scale 0 to 4 in
four anatomical areas. The scores of the two assessments were then summed to give total MRl scores
of 0 - 40 points. Based on the scores, the MRl features were classified as Grades (0 - 4). MRI
Grades (2 - 4) based on the total MRI scores were well correlated with the pathological lesion
Stages (11 - 1V).
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