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Figure 3: Biopsy of patient’s affected skin showing elongation of

* Epidermal nevi (EN) are benign congenital skin lesions * The clinical and pathologic findings were most rete ridges and papillomatosis.
derived from a postzygotic mutation in a subset of consistent with epidermal nevi.
pluripotential embryonic cells (mosaicism). * Most common histological patterns of EN have been i AT N o
* The lesions tend to arrange 1n a whirlwind pattern reported as: hyperkeratosis, papillomatosis, and w*g o By, SO\ e — e — TN
representing the migration of the pluripotent cells, known acanthosis with elongation of rete ridges®, all of which - 3
as lines of Blaschko. our patient had. | ;
* The distribution and extent of EN varies greatly ranging » EN syndrome was initially suspected as the patient had C B2l s
from a single linear lesion to systemic involvement. extensive lesions, but no systemic abnormalities were 2y % R A4 4
* More extensive lesions are highly associated with found. = : s -
mus;uloskeletal 'fmd HETvous sys.tem abnormalities, * The differential diagnosis for EN includes pigmentary T AN o) O '
making up what is known as Epidermal Nevus mosaicism and incontintentia pigmenti, since these can Y NS pz 2o
Syndrome. | also appear as hyper/hypo pigmented lesions 1n lines of BT AR ¥ i ‘ e,
* Not only do the extent of the lesions vary greatly, but so Blanchko, but histologic findings were inconsistent ' S | =
do the underlying genetic mutations demonstrating the with this.
difficulties in defining a clear phenotype-genotype CONCLUSIONS
model. Thi t ] le of extensive EN
. . 1S case report 1s an example of extensive
 These mutations include FGFR3, PIK3CA, and HRAS . L . . _ . b . p
123,45 Figure 1: Patient with hyper_plgment-ed whirlwind patterned flat without systemic abnormalities.
AlM patches and macules following the lines of Blaschko on the back. + The phenotypic variability seen in EN may be due to
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the variable genetic mutations
* To help bridge the genotype-phenotype 1n EN, we v g u

report an atypical case of EN with pathologic and
genetic analyses.
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