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Clinical / Scientific note

APLASIA CUTIS CONGENITA OF THE SCALP

Joacil C. da Silva', Jodo Paulo C. de Almeidd’, Suzana Serra’, Igor Faquini',
Saul Quinino’, Francisco Néuton de O. Magalhdes', Hildo Azevedo-Filho’

Aplasia cutis congenita (ACC) is an uncommon disor-
der that presents as a focal defect of the skin at birth,
frequently involving the midline over the skull vertex
(70%), but it may affect any region of the body'”. Since
1767, about 500 cases have been reported in medical lit-
erature®™. The skin lesions are quite variable, ranging from
absence of skin to a complete lack of subcutaneous tis-
sue, bone or even the dura*"™". The ACC can be isolated
or associated with other malformations in a genetic syn-
drome, like Adams-Oliver syndrome™®”. There are no ex-
act etiologies for ACC, but some conditions have been
associated to it like intrauterine vascular ischemia, amni-
otic adherences and viral infections™™. Teratogenic med-
ications like metimazole and misoprostol have been pro-
posed as causes of ACC™™,

There is no consensus about the ideal treatment for
the ACC, which is probably related to the low prevalence
and incidence of this condition. The treatment options are
conservative management or surgical correction, based on
the clinical picture presented by each patient.

CASE

A female infant was born preterm (35 weeks) by cesarian
section, after one complicated first pregnancy of her adoles-
cent mother. The pregnant had used misoprostol from the third
until the sixth month of pregnancy for abortion. No infectious
diseases, use of intravenous drugs, alcohol or tobacco were ob-
served in the gestational period. Parents did not have any famil-
iar link. Two prenatal ultrasounds studies (3 and 8 months) had
been reported as normal.

The infant birth weight was of 2655 Kg and the height was 46
cm with good clinical conditions. There was no history of con-
genital defects in the family. One large skin defect measuring
approximately 10 X 2 cm in the frontal area of the scalp with no
subjacent bone and exposure of the dura-mater was diagnosed
after delivery.

She was referred to our neurosurgical department a few
hours after birth. Once she presented in a good clinical status,
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early surgical intervention in order to protect against infections
was made. Informed consent was obtained from the family and
the patient underwent the surgical procedure She underwent
surgical treatment in the second day of life. We performed un-
dermining of the surrounding scalp and then a primary closure
of the cutaneous defect was realized (Figs 1and 2). The proce-
dure was uneventful and without necessity of blood transfusion.
The transfontanel ultrasound was normal and further physical

examination revealed no additional abnormalities.

DISCUSSION

We describe a case of ACC caused by the ingestion of
misoprostol (Cytotec). The misuse of this medication to
promote self-induced abortion is common, specially in
some developing countries like Brazil where abortion is
not allowed (except in cases of maternal risk or rape). ACC
has been reported to be caused by several teratogens"”’”.
Other authors have described the association between
misoprostol and ACC’. Several drugs may be linked to
ACC, like cocaine, which can lead to placental vasocon-
striction or fetal vascular disruption causing cranial de-
fects and central nervous system (CNS) anomalies’. The
use of benzodiazepines has been asssociated with ACC
as described by Martinez-Lage et al’. Some angiotensin-
converting enzyme inhibitors and methrotexate also may
be associated with CNS malformations and ACC". In this
case, the prolonged use of misoprostol (3 months) without
successful abortion and the absence of other CNS anom-
alies represents an uncommon pattern. The ultrasounds
were negative which can be justified by the fact that it is
an operator-dependent exam. Dror et al. found that a dis-
tinct amniotic fluid acetylcholinesterase band and elevat-
ed levels of alpha-fetoprotein could be applied as mark-
ers for ACC', but such markers were not used in our case.

There is a lot of controversy in the literature about the
treatment of ACC and the timing of surgery. The manage-
ment can be conservative, surgical or combined. Some
factors should be considered before choosing one of
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Fig 1. Skin and bone defects in the frontal region with dural exposition. The surgical procedure consisted of undermining of surround-

ing scalp and primary closure of the skin.

Fig 2. Skin closure and final aspect at the end of surgery.

these therapeutic options, and the two majors are the
site of the lesion and the patients clinical status. Some au-
thors have described the urgent surgical intervention for
extensive defects overlying the sagittal sinus to prevent
hemorrhage and lethal infections*¢®'* ™ The size of the
skin lesion should be considered too and defects smaller
than Tcm may be expected to heal spontaneously?, if they
obviously are superficial ones. The use of soaked wound
dressings is common and some reports of grafting and bi-

ological dressings during the healing period have achieved
variable success”*”*°. The re-epithelization may produce
a hipertrophic or atrophic scar'. Deep defects, like those
with brain exposure, have a higher risk of vascular and
infectious complications, therefore, agressive manage-
ment with surgical repair is mandatory. In larger defects
it might be necessary to cover the donor area with split
skin grafts, to allow for the development of a large flap
to cover the defect.
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In our case we found by clinical examination that the
baby was in good conditions, and the local of the skin de-
fect allowed the early surgical intervention with the ob-
jective of avoiding infection and protection of the brain.

ACC is a rare disorder with no exact etiology, but in
this case clearly linked to the inappropriate use of miso-
prostol which is a very common practice for abortion in
several developing countries. The early reconstruction of
the scalp is the treatment option in a subgroup of patients,
clinically essential in order to avoid infections in newborn.
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