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ABSTRACT: Aplasia cutis congenita (ACC) is congenital absence of skin, most commonly affecting
scalp. Etiology is multifactorial like intrauterine infection, teratogens, vascular causes, genetic
syndromes etc. We here represent an infant with ACC involving extremities and associated with
amniotic band disruption complex. He was treated conservatively and discharged.
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INTRODUCTION: Aplasia cutis congenita (ACC) is a rare congenital disorder characterized by a
localized absence of skin and dermal appendages. It most commonly (84%) presents as a solitary
defect of the scalp but may also involve the trunk and extremities. The lesions are non-inflammatory,
well demarcated and have variable extent range from 0.5 to 10cm or more.12 The cause is not clear
but genetic factors, compromised vasculature to the skin, infection, amniotic band, teratogens, fetus
papyraceous and trauma are all implicated.34 Management is conservative and rarely surgical. Here
we report a case of aplasia cutis with amniotic band disruption complex.

CASE REPORT: A 1-day old preterm (34 weeks) male neonate, born by vaginal delivery with birth
weight of 1750 gram, length 48 cm and head circumstance 30cm, admitted in our nursery because of
bilateral extensive areas of denuded skin in both lower limbs and left forearm. No history of
medications or varicella or herpes infection was there during the antenatal period. No family history
of similar condition was there. On physical examination, these lesions were gelatinous, symmetric
involving anterior, lateral and medial aspects of both the leg extending up-to mid-thigh and dorsum
of foot. It also involves volar aspect of left forearm. Constriction band was there around right wrist
joint and below the mandible extending up-to ears, causing deformation of both the ears. No scalp
lesion was there. There was no other organ involvement. Routine investigations were within normal
limits. Ultrasonography of the abdomen and central nervous system revealed no abnormalities. Child
managed conservatively with cotton padding and topical antibiotics and discharged.
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Fig 1: showing congenital absence of skin in leg extending up-to mid-thigh and dorsum of foot and
also over volar aspect of forearm. Constriction band was there around right wrist joint and below the
mandible.

Fig 2: showing amniotic band around right wrist joint.

DISCUSSION: Aplasia cutis congenita (ACC), congenital absence of skin, is an uncommon anomaly,
presented at birth. Incidence is 1 in every 10, 000 live births with no racial or sexual predilection.s
Most published cases of ACC are sporadic; with a few reports describing a familial occurrence in the
form of autosomal dominants, as well as autosomal recessive? pattern of inheritance. ACC may occur
anywhere in the body; however, in 84% of cases, the defect is found in the scalp,® where it is often
solitary and located predominately in the midline vertex. Non-scalp lesions may involve the trunk
and/or extremities and are usually bilaterally symmetric.? At birth, the appearance of the lesion may
vary from superficial erosion to a deep ulcer with the affected area covered with a thin, transparent
membrane. When the lesion occurs early in pregnancy, it may heal before delivery leaving a
congenital atrophic alopecic scar. The exact etiology of ACC is still unclear but intrauterine infection
by varicella or herpes virus, drugs such as methimazole, misoprostol, valproate, cocaine, marijuana
etc., fetus papyraceus, feto-fetal transfusion, vascular coagulation defects, amniotic membrane
adherence, abnormal elastic fiber biomechanical forces and trauma are implicated.l® The main
complications of larger defects include infection, bleeding and thrombosis that may be fatal.

Although ACC usually benign, they can be associated by a lot of physical anomalies and
chromosomal disorders. Hence, Frieden,!! created a classification system for ACC consisting of nine
groups based on the number and location of the lesions and the presence or absence of associated
malformations. Our case is type 9 of Frieden classification system i.e, ACC as a part of malformation
syndrome. Diagnosis of ACC is clinical with a few reports on histopathology, which reveal absence of
epidermis, dermis, adnexa and sometimes subcutaneous tissue depending upon the depth of the
defect. 12 Regular ultrasonography during antenatal checkup sometime helps in early diagnosis of

ACC. The management of non-scalp ACC is still controversial. Most lesions heal spontaneously with
conservative dressing with application of the bland ointment or topical antibiotic ointment, but larger
lesions may necessitate surgical interference with skin grafts or local skin flaps.13
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