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What is the cause of this condition?

These lesions are a consequence of localised post-zygotic 
mutations (chromosomal mosaicism). Mutations in genes encoding 
keratin 1 and 10 have been identified but others have started to be 
recognized.

What are the clinical characteristics?

Most linear naevi are present from birth or in the first year of life 
as skin-colored warty papules. These may be solitary or multiple and 
of varying size. The lesions follow Blaschko lines. With age they can 
become darker and more verrucous in appearance. 

Are there any symptoms and natural history?

The lesions are usually asymptomatic but pruritus and scaling is 
often present.
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Management: Is difficult, surgical excision or other destructive 
procedures are possible for small lesions. Topical calcipotriol cream 
and keratolytic emollients may alleviate the dryness in older children. 
New topical targeted therapies are currently under research.

What is the differential diagnosis?

Lichen striatus, linear psoriasis, linear porokeratosis, 
incontinentia pigmenti, linear Darier disease.

Genetic counseling: Patients with the epidermolytic 
hyperkeratosis on histology may have gonadal mosaicism for the 
mutation responsible for Epidermolytic Ichthyosis (EI) and are at risk 
of having a child with EI.
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