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Aplasia cutis congenita (ACC) is a heterogeneous
group of disorders characterized by
well-circumscribed focal absence of epidermis,
dermis, and occasionally subcutis at birth and a
single alopecic lesion on the scalp is the most
common form." The exact etiopathogenesis
is not known; genetic factors, teratogens
(e.g., methimazole, carbimazole, misoprostol,
valproic acid), compromised vasculature to the
skin, and trauma are believed to play a role. Some
authors consider ACC a form fruste of a neural
tube closure defect.['2

A 10-day-old female child presented with two ulcers
at her buttock since birth. There was no history
of intake of alcohol, azathioprine, diclofenac,
methimazole, misoprostol, valproic acid, or any
other teratogenic drugs by mother. There was
no history of varicella or herpes infection during
antenatal period. The baby was second issue of
a non-consanguineous marriage and first issue,
a 5-year-old boy now, was not having similar skin
lesions. The documents available with parents
indicated that baby was delivered by normal
vaginal delivery without any assistance of forceps
and the presentation was vertex. Mucocutaneous
examination revealed two deep ulcers with sharply
demarcated margin, larger one oval in shape,
1.5 cm x 2 cm in size at upper part of right buttock
and smaller one irregular in shape, 0.5 cm x 1 cm
in size and both the ulcers were surrounded by
folds or creases like purse string [Figure 1]. Floors
of the ulcers were clean and slightly reddish.
Ulcers were healing spontaneously without any
medication. Systemic examination revealed no
abnormality. X-ray of the lumbosacral region and
routine blood, urine and stool examinations showed
no abnormality. Diagnosis of ACC was made based
on physical findings. Absence of history of trauma
and presence since birth ruled out traumatic ulcer.
Mother was counseled regarding this condition and
was reassured.

“ACC” or “congenital absence of skin” is
focal failure of development of the skin. Most
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commonly, lesions of ACC are found on scalp,
lateral to midline and are surrounded by an area
of distorted hair growth, termed hair collar sign.
The lesions may be found on other regions
such as on face, trunk, and limbs. The lesion
may be solitary or multiple and when multiple,
may be found in a symmetrical manner or along
Blaschko’s lines.!"2

It presents as well-demarcated, oval or circular
ulcer with variable size from 0.5 cm to 10 cm
in diameter. Depth of the ulcer is also varying
from just loss of epidermis to involvement of
subcutaneous tissue and rarely periosteum.
Lesions which develop earlier in gestation may
heal before delivery and hence, may appear
as atrophic, membranous, bullous lesion or
parchment-like scar. Frieden has suggested a
classification, consisting of nine groups based
on the number and location of the lesions,
and the presence or absence of associated
malformations. Diagnosis of ACC is essentially
clinical. Smaller lesions may heal spontaneously
but larger and deep lesions may need skin
grafting. Record of this finding is particularly

Figure 1: Two sharply demarcated ulcers atlumbosacral
area. Note purse-string creases at margin.
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important in cases of Battered baby syndrome, a medico-legal
condition.4

ACC in lumbosacral area is uncommon and may be associated
with spinal dysraphism, faun tail nevus, meningomyelocoele,
and sensorineural deficit in the lower limbs.58 Our patient did
not have any of these abnormalities.
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