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Aplasia cutis congenital. A case report

Mahdi Ghoncheh'™®

, Forod Salehi?

, Behrad Ghoncheh?

1MD, Assistant Professor of Plastic and Reconstructive Surgery, Birjand University of Medical Sciences, Birjand, Iran

2MD, Assistant Professor of Pediatric Cardiology, Cardiovascular Diseases Research Center, Department of Pediatrics, Faculty

of Medicine, Birjand University of Medical Sciences, Birjand, Iran

3Medical Student, Faculty of Medicine, Mashhad Branch, Islamic Azad University, Mashhad, Iran

Received: August 16, 2019

Revised: September 16, 2019

Accepted: September 29, 2019

Abstract

Aplasia cutis congenita (ACC) is a rare congenital disorder that commonly affects the scalp. In this disease, some parts of
the skin with or without underlying structures were not formed at birth. The aplastic lesion always presents as a solitary
lesion; however, multiple lesions also were reported. In more severe cases, deeper structures, such as the subcutaneous
tissue, bone, and dura, can be affected. In this study, we report a case of ACC and its management.
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Introduction

Aplasia cutis congenita (ACC) is a rare
congenital disorder that commonly affects the
scalp; however, the involvement of other parts of
the body has been reported in this regard (1).Some
parts of the skin with or without the underlying
structures were not formed at birth which is
considered the characteristic of the disease (2).
The aplastic lesion always presents as a solitary
lesion; nevertheless, multiple lesions were also
reported. In more severe cases, deeper structures,
such as the subcutaneous tissue, bone, and dura,
can be affected (2).In this study, we report a case of
ACC and its management.

Cases

A 5-day-old neonate was referred to a surgery
clinic for a follow-up of an ulcer that was located in
the scalp area. The case was born through a normal
vaginal delivery from a gravida-2 para-1 mother. At
first, theneonate had no congenital abnormality.
There was no history of drug consumption or

disease during pregnancy. The grandfather of the
patient has had such a history and alopecic area on
the scalp.

In the physical examination of the case, there
was a 4 x 4 cm ulcer (i.e, aplasia cutis) in the
vertex area at the right paramedian location
(Figure 1). There was some exudate on the surface

Figure 1: Aplasia cutis congenita of scalp
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of the ulcer; however, the periosteum was intact
and there was no bony defect. The patient was
evaluated by our pediatrician colleague, and there
was noother congenital abnormality. The wound
was conservatively managed with petrolatum
gauze and daily dressing changes. In addition, the
wound was completely epithelialized after 50 days.

Discussion

The ACC is a rare congenital cutaneous disorder
that occurs commonly in the scalp area and
sometimes in the trunk or extremities. The
prevalence of this disorder has been reported in
various studies within a range of 0.5-1% per
10,000 live births (1). The genetic pattern of
transmission can be sporadic, autosomal recessive,
or dominant. Friedenclassified the aplasia cutis
into nine groups based on the presence of
congenital disorders and location of skin
involvement (1).

A wide variety of mechanisms has been
proposed for the pathogenesis of the disease,
including maternal disease during pregnancy,
teratogenicity drugs, intrauterine trauma, and
ectodermal or neural tube closure defects. There
were several reports about the association of ACC
with dermal melanocytosis that can explain the
existence of neural tube closure defects as an
etiologic factor (2).

The lesion appears as a round or oval skin
defect or ulcer, usually adjacent to the midline in
the vertex area. It is often isolated; nevertheless,
multiple lesions have also been reported. The
disease usually involves the skin; however, it can
also affect deeper tissues, such as the bone and
even dura. Sometimes, a hair collar can be present
around the lesion; in these cases, the probability of
the involvement of deep tissues, especially the
central nervous system, increases (3).In cases with
the involvement of deeper tissue, such as the bone
and dura, in addition to the scalp, it can lead to
infection, bleeding, seizure (1), sagittal sinus
hemorrhage, or thrombosis (4) (5).

More extensive cases of ACC with other
anomalies have also been reported (6).In small
ACCs, themanagement of the wound consists of
conservative therapy and prevention of wound
complications, such as bleeding and infection. In
severe cases, it may be necessary to cover the
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defect with a skin graft or flaps (7). The
application of silver-containing dressings, such
asActicoat, and coverage of the lesion with
allograft until the completion of epithelialization
were also reported (2).

Conclusions

There are different forms of the ACC. It can cause
serious complications such as bleeding from the
sagittal sinus.So although it is a rare disease,
physiciansmust to be familiar with its management.
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