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1  |   CLINICAL IMAGE

A 2‐day‐old term male newborn was referred for dermatol-
ogy review for a solitary lesion on the posterior part of his 
scalp that was presented at birth. He had an uncomplicated 
pregnancy. On clinical examination, there was a hairless 
well‐demarcated oval ulcerated crusted orangish plaque 
with rolled edges on the vertex of the scalp (Figures 1 and 
2). After 2 months on his follow‐up appointment, the lesion 
on the scalp has healed up completely with scarring (Figure 
3). The child was neurodevelopmentally normal. What is 
the diagnosis?

2  |   ANSWER

The diagnosis was aplasia cutis congenita (ACC). ACC 
is a rare, heterogeneous group of congenital disorders of 
unknown etiology that is characterized by focal or wide-
spread absence of the skin present at birth or shortly after.1 
Its precise incidence is unknown but has been thought to 
be around 1 to 3 in 10  000 live births.1 Approximately 
85 percent of ACC cases manifest as isolated lesions on 
the scalp.2 The diagnosis of ACC is clinical, and the ap-
pearance is highly variable. The physical examination 
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Abstract
Aplasia cutis congenita is a rare congenital disorder usually presenting as an isolated 
lesion on the scalp that may be associated with genetic syndromes and congenital 
anomalies. Therefore, it is important to be aware of this syndrome.
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shows ulcerations or erosions of the skin that may extend 
to deeper tissues, such as the muscle or bone. Clinicians 
should obtain a complete family and birth history with par-
ticular attention to any perinatal trauma, illnesses, medica-
tions, or family members with either ACC or limb defects. 
Although in most of the cases, as in our case, ACC is an 
isolated finding with good prognosis healing up with scar-
ring within few months,2 it also may be a feature of a vari-
ety of genetic syndromes, such as trisomy 13, 4p deletion 
syndrome, epidermolysis bullosa (EB), ectodermal dyspla-
sias, Adams‐Oliver syndrome (AOS), and amniotic band 
sequence.1 Therefore, in patients who have any additional 
dysmorphic features, array cytogenetic testing should 
be carried out as some cases are associated with genetic 
abnormalities.1,2
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F I G U R E  2   Orangish oval lesion with punched‐out appearance 
on the posterior part of the scalp

F I G U R E  3   Oval whitish scar‐like plaque after 2 mo of follow‐upF I G U R E  1   Solitary, hairless crusted skin defect on the scalp 
vertex
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