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We have previously reported that in the brains of patients with adult-onset
leukoencephalopathy with axonal spheroids and pigmented glia (ALSP), an inherited
leukoencephalopathy caused by mutations in the colony stimulating factor 1 receptor (CSF1R) gene,
the increase of inflammatory microglia is small in number and restricted in area relative to the
degree of widespread white matter degeneration, whereas the decrease of homeostatic microglia is
significant. In this study, we examined the correlation between the distribution of astrocytes and
microglia in the cerebral white matter of ALSP. Our findings support the hypothesis that disruption
of microglial control over astrocytes due to microglial dysfunction induces abnormal activation of
astrocytes, leading to accelerated white matter degeneration.
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