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A 2-year-old girl presented with developmental delay.
Examination revealed height, weight, and head circumference above the 95th percentile, appendicular hypotonia, right hemibody hypopigmented
lesions following the lines of Blaschko, and right
hypopigmented iris (figure, A and B). EEG showed
disorganized background. Genetic microarray was
normal.
The skin lesions are characteristic of hypomelanosis of Ito. Presentation is variable, and behavioral
problems and seizures are common.1 Fifty percent
have an IQ ,80.2 Males are often infertile.2 X-chromosomal abnormalities, primarily mosaicism, have
been reported.2 Neuroimaging occasionally shows
abnormalities contralateral to the skin lesion.2 Differential diagnosis includes vitiligo, incontinentia pigmenti, tuberous sclerosis, and other phakomatoses.
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Photograph showing unilateral hemibody hypopigmented whorled lesions following the lines of
Blaschko pathognomonic for hypomelanosis of Ito (incontinentia pigmenti achromians)

The lines of Blaschko were described by Alfred Blaschko in 1901 after mapping 140 patients with linear skin lesions. The
lines trace the migration of embryonic cells.
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