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Literature

Elastomas are rare, clinically asymptomatic, skin coloured, elastin-rich

connective tissue naevi. They present at birth or during infancy either as

solitary or disseminated (Buschke-Ollendorff syndrome) lesions. Here we

describe three cases of a non-syndromal, congenital, plaque-type elastoma in

the neck area which to our knowledge has not been described before.

Background

To the best of our knowledge, no similar plaque-type elastomas have been reported before, making these unique morphological distributions of a well-known but

rare connective tissue naevus. Their clinical similarity to Buschke-Ollendorff syndrome (BOS) associated connective tissue naevi and pseudoxanthoma elasticum,

respectively, warrants histological evaluation which is able to separate these entities. In BOS, a rare autosomal dominant trait caused by a loss-of-function germline

mutation of LEMBD3, juvenile elastomas are associated with osteopoikilosis, a skeletal dysplasia featuring multiple dense trabecular foci. Pseudoxanthoma

elasticum (PXE) is an autosomal recessive disorder, caused by mutations in the ABCC6 transporter gene, leading to calcification and fragmentation of the elastic

tissue of the skin and extracutaneous organs (retina, arteries, gastrointestinal tract). This may lead to vision loss, cardiovascular disorders or gastrointestinal

bleeding. Because of its potential life threating effects, PXE is a diagnosis that should not be overlooked.

Treatment of elastomas is usually not required and we did not recommend surgical removal in our patients due to the benign nature of elastoma and the resultant,

sizeable scar. Standard follow-ups after histopathological validation of the diagnosis are not indicated.
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We describe three cases of elastomas presenting as congenital plaques in

the neck area. All three patients presented to our out-patient department at

the age of 4-17 months with an asymptomatic, skin-coloured or slightly

yellowish plaque (diameter: 6-9 cm) on the upper chest/neck region, not

accompanied by skin laxity. The plaques were asymptomatic. Family history

was negative for similar lesions. There was no evidence of cardiovascular or

ophthalmological disease.

       

             
    

We recommended histopathological examination in order to exclude

differential diagnoses such as pseudoxanthoma elasticum. Elastic stain

revealed an increased number of horizontally arranged small normal looking

elastic fibres, in accordance with our clinical diagnosis of elastoma.

Histopathology

Discussion

Case report
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Age at 
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[months]

Age at 

presentation 
[months]

Localization
Size at 

presentation 
[cm]

Skin 

laxity

1 birth 4 
upper chest/ 

anterior neck
7 x 3 no

2 12 17 upper chest 8 x 9 no

3 birth 14 
upper chest/ 

anterior neck
6 x 4 no

Case no. 1 (age 9) Case no. 2 (age 2) Case no . 3  (age 1)
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