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Hay-Wells Syndrome
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The Case 

A full-term baby was born to non-consanguinous 
parents with peeling erythematous skin, 

coarse, sparse hair and eyelashes, microphthalmia, 
ankyloblepharon, hypertelorism, cleft-lip, cleft-palate, 
broad nasal bridge, dystrophic nails and palmo-plantar 
hyperkeratosis (Fig.1, 2).The diagnosis of Hay Wells 
Syndrome was made.

Hay wells syndrome is also called as ankyloblephan-
ectodermal dysplasia-clefting syndrome (AEC).It is a 
rare inherited disorder, one of at least 150 known types of 
ectodermal dysplasia. It is an autosomal dominant trait, 
caused by mutations in the p63 gene in the majority of 
cases1.The abnormalities commonly found are wiry and 
sparse hair to alopecia, broadened nasal bridge, maxillary 
hypoplasia, cleft palate, cleft lip or both, hypodontia to 
partial anodontia, ankyloblepharon fi liforme adnatum, 
palmar and plantar keratoderma, peeling erythematous 
eroded skin at birth, hypohidrosis, hyperpigmentation, 
absent/dystrophic nails, micrognathia, retrognathia 
and recurrent scalp infections. Occasionally, there 
can be deafness, atretic external auditory canal and 
cup shaped auricles2,3. Several clinical syndromes`are 
characterized by ectodermal dysplasia in association 
with clefting of the lip and /or palate. The three most 
commonly recognized entities are: the EEC syndrome 
(ectrodactyly-ectodermal dysplasia-clefting syndrome); 
the Rapp-Hogkin syndrome with ectodermal Dysplasia, 
cleft lip/palate, mid facial hypoplasia; and the Hay-Wells 
or AEC syndrome4. The presence of ankyloblepharon 
distinguishes AEC syndrome from other ectodermal 
dysplasias.
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Fig 1: Showing a Neonate with Peeling Skin.

Fig 2: Showing a Neonate with Ankyloblepharon, 
Cleft Lip and Palate.


