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REPORT OF A CASE

A full-term 1-day-old boy weighing 3140 g was trans-
ferred to our tertiary care children’s hospital with large
areas of skin defects on his scalp, trunk, and extremi-
ties. His parents were nonconsanguineous, and the re-
sults of prenatal maternal laboratory screening for hu-
man immunodeficiency virus, hepatitis B, group B
streptococci, and rapid plasma reagin were negative. In-
trauterine fetal death of a twin had been reported at 16
to 18 weeks of gestation. No other complications were
noted during the pregnancy.

On physical examination, a full-thickness ulcer of the
scalp vertex was observed extending from the anterior fon-
tanel to the posterior fontanel in an area overlying the sag-
ittal sinus. The defect measured 5�7 cm and revealed ex-
posed dura and subcutaneous vessels (Figure 1). Two
symmetric, vertically oriented, full-thickness defects, each
measuring 3.2 cm, with minimal surrounding erythema,
were noted on the lateral aspect of the abdomen
(Figure 2). Examination of the knees revealed symmet-
ric full-thickness defects that appeared as yellow-red, in-
durated ulcers. Symmetric, linear scars were observed bi-
laterally in the axillary and inguinal creases.

Magnetic resonance imaging of the head and a mag-
netic resonance venogram revealed patent major intra-
cranial venous sinuses and slight hypoplasia of the left
transverse sinus (considered a normal congenital varia-
tion). A relative lack of subcutaneous fat over the supe-
rior aspect of the skull was also observed, consistent with
the clinical presentation.

Concern that the extensive open defect posed a high
risk for sagittal sinus thrombosis, hemorrhage, or men-
ingitis prompted plastic surgery and neurosurgery con-
sultations. The scalp defect was repaired by plastic sur-
gery with a skin graft, while the remaining areas of aplasia
cutis congenita were allowed to heal by secondary in-
tention. Over the next 3 weeks, the scalp healed well, with-
out complications, as did the other areas of aplasia on
the abdomen and knees.

DIAGNOSTIC CHALLENGE

The initial differential diagnosis included aplasia cutis
congenita of varying subtypes, focal dermal hypoplasia,
and amniotic band defects.1 With the history of fetal death
of a co-twin in the early second trimester, and the char-
acteristic extensive areas of symmetric skin defects, the
diagnosis of type V aplasia cutis congenita associated with
a fetus papyraceus, based on Frieden’s2 classification, was
made.

The major challenge in this case hinged on the
management of the large skull defect. The mortality
rate of patients with extensive scalp aplasia cutis con-
genita has been estimated to be as high as 20% to 30%
and is generally the result of hemorrhage, thrombosis,
or infection. Therefore, prompt diagnosis and appro-
priate management are critical in avoiding adverse
outcomes.

In addition to providing an accurate diagnosis, der-
matologic consultation provided significant benefit in the
management of this case by identifying the risk of exis-
tent or future sagittal sinus thrombosis or hemorrhage,
the need for vascular imaging, and the high risk of com-
plications without surgical closure.

COMMENT

Aplasia cutis congenita reflects a spectrum of cutaneous
and subcutaneous tissue defects. Most frequently, apla-
sia cutis congenita presents as a small, isolated defect in
the scalp of neonates along the lines of embryonic fu-
sion. This limited form of aplasia cutis congenita must
be distinguished from traumatic ulceration due to scalp
electrode placement in the perinatal period.3

Frieden2 has classified aplasia cutis congenita into 9
subtypes, based on clinical presentation, prognosis, and
associated conditions. Type V aplasia cutis congenita is
associated with a fetus papyraceus, or mummified co-
twin present at birth. The fetus papyraceus is formed af-
ter the co-twin dies early in the second trimester. This
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rarely described entity presents with characteristically ex-
tensive symmetric areas of cutaneous and subcutaneous
skin defects. Most cases of type V aplasia cutis conge-
nita are not associated with other congenital anomalies.
Areas of skin aplasia generally heal well, often with scar-
ring. Secondary infection is uncommon except in cases
of extensive scalp aplasia cutis congenita.

The etiology of aplasia cutis congenita remains poorly
elucidated. Clearly, genetic predisposition plays a role
in the development of this disorder, but other factors, in-
cluding intrauterine infection, amniotic adhesions, in-
trauterine necrosis, and teratogens, may play a role.4-10

Also, some authors have proposed that areas of aplasia
result from watershed areas of necrosis due to impaired
vascular supply.11 Similarly, scalp aplasia has been pro-
posed as a result of tissue tension in the setting of head
growth, leading to a further impaired vascular supply and
tissue necrosis.

Type V aplasia cutis congenita associated with fetus
papyraceus may result from vascular compromise due to
the co-twin’s death in the early second trimester. Whether
the vascular compromise leads to embolization of ves-
sels or to a differential supply of oxygenated blood re-
mains unclear. The end result involves areas of full-
thickness skin aplasia that may be the product of impaired
vascular supply early in the second trimester.12-14 The scars
in the groin and axillae in our patient represent areas of
aplasia that were able to heal over the ensuing months
of gestation between the insult and birth.

Aplasia cutis congenita has been associated with a num-
ber of complications. In 1826, Campbell15 described 2 cases
of scalp aplasia cutis congenita, one of which was com-
plicated by fatal sagittal sinus hemorrhage 18 days after
birth. More recently, the mortality rate of patients with ex-
tensive scalp aplasia cutis congenita has been estimated
to be as high as 20% to 30%. Death is generally a result of
hemorrhage, thrombosis, or infection. Therefore, prompt
diagnosis and appropriate management are critical in avoid-
ing adverse outcomes. The surgical literature is divided
on the issue of scalp aplasia cutis congenita with regard
to aggressive and conservative management, although in
cases of exposed dura or sagittal sinus, surgical interven-
tion should probably be undertaken.

In conclusion, prompt intervention should be consid-
ered in patients who present with large areas of scalp apla-
sia cutis congenita. While some evidence exists to support
conservative dressing changes and the avoidance of active
surgical intervention, several cases of dramatic and often
fatal sagittal sinus hemorrhage associated with large full-
thicknessscalpandskulldefectsover thesagittal sinushave
been reported. Therefore, consultation with surgical ser-
vices, includingneurosurgeryandplastic surgery, isofcriti-
cal importance in the treatmentof thesepatients. Ifpatients
are treatedconservativelywithdressingchangesalone, they
should be monitored closely for sagittal sinus hemorrhage
and infection, and parents should be informed of the po-
tential for suchcomplications.Fortunately,ourpatienthad
an excellent outcome after surgical intervention, and this
casehighlights the importanceof rapiddiagnosis, familiar-
itywithpotentialcomplicationsof largescalpdefects inapla-
sia cutis congenita, and close communication and coordi-
nation among clinical services in the management of this
potentially fatal disorder.
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Figure 1. Scalp defect at 24 hours of life. Figure 2. Trunk defects at 24 hours of life.
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ARCHIVES Web Quiz Winner

C ongratulations to the winner of our February quiz,
Yalda Nahidi, MD, first-year resident of derma-

tology, Division of Dermatology, Mashhad Medical Uni-
versity, Mashhad, Iran. The correct answer to our Feb-
ruary challenge was Bazex syndrome. For a complete
discussion of this case, see the “Off-Center Fold” sec-
tion in the March ARCHIVES (Webb KG, Malone JC, Callen
JP. Acral psoriasiform eruption in a man with squa-
mous cell carcinoma of the tonsillar pillar. Arch Derma-
tol. 2005;141:389-394).

Be sure to visit the Archives of Dermatology Web site
(http://www.archdermatol.com) to try your hand at the
Interactive Quiz. We invite visitors to make a diagnosis
based on selected information from a case report or other
feature scheduled to be published in the following month’s
print edition of the ARCHIVES. The first visitor to e-mail
our Web editors with the correct answer will be recog-
nized in the print journal and on our Web site and will
also receive a free copy of The Art of JAMA II.

Submissions

Readers are invited to submit examples of acute or po-
tentially life-threatening disorders that highlight impor-
tant, new, or difficult diagnostic or therapeutic chal-
lenges. Case reports should be submitted using the
established “Critical Situations” format, with “Report of
Case,” “Challenge,” and “Comment” sections (see the
Instructions for Authors). Material should be sent to Anita
G. Licata, MD, University of Vermont, Division of Der-
matology, Fletcher Allen Health Care/University Health
Center, 1 S Prospect St, Burlington, VT 05401-3444 (anita
.licata@vtmednet.org). Manuscripts without photo-
graphs may be submitted electronically via e-mail.
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