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BULLOUS CONGENITAL ICHTHYOSIFORM
ERYTHRODERMA (EPIDERMOLYTIC
HYPERKERATOSE)

The mutations that are localized on the
keratin 1 and/or 10 genes play an impor-
tant role in the occurrence of this clinical
picture [5, 11]. In severe cases, large bul-
lous lesions, diffuse erythema and a scaly
appearance may be seen at birth. The bul-
lous lesions easily rupture and the skin
usually shows erosive, erythematous
patches. Bullous lesions are frequently
painful and hence, they may be trouble-
some for the infant in the early periods of
life. Especially, diffuse erosive lesions may
cause risk of high infection. In differential
diagnosis, staphylococcal scalded skin syn-
drome and epidermolysis bullosa should be
considered. In the course of the disease,
sites of diminishing bullous lesions leave
their place to a hyperkeratotic skin layer
seemingly a cobblestone configuration. This
apperance in times may cover all the skin
surface. The cobblestone appearance is pre-
dominantly because of the deep fissures.
The most important feature of this stage of
the disease is the predisposition to infection
and plenty of different microorganisms eas-
ily inoculated and proliferated in the deep
fissures. This gives the baby a peculiar bad
odor. Particularly, at adulthood with the ac-
tivation of the apocrine glands this malo-
dorous condition caused by the microorgan-
isms can be really annoying fort he pa-
tients [4].
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