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Abstract

Nevus comedonicus is an uncommon hamartoma of
the pilosebaceous unit characterized by keratin filled
pits simulating open comedones. It may present at
birth but is more commonly seen during childhood
or adolescence. The most commonly affected sites
are the face, neck, trunk, and arms with a few
reported cases on palms, genitalia, and scalp. We
report a case of a 19-year old woman with nevus
comedonicus of the scalp that appeared in
adolescence. This case has been presented for its
sheer rarity, atypical site, and classic appearance.
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Introduction

Nevus comedonicus (NC) is rare developmental
abnormality of the pilosebaceous wunit. It is
characterized by aggregates of dilated follicular
orifices filled with keratin plugs giving the
appearance of a group of open comedones. It
appears sporadically and males and females are
similarly affected. However, familial cases have also
been reported [1]. It usually occurs in groups or may
follow a linear pattern along the lines of Blaschko.
Most common sites for NC are the face, neck, trunk,
and proximal extremities. Rarely, lesions occurring
on the palms, genitalia, and ear have been reported
[2]. The scalp is a very unusual site for NC with only a
few cases being reported. Herein, we report a case of
NC on scalp of a 19-year old woman with its onset in
adolescence.

Case Synopsis

A 19-year old woman presented to our outpatient
department with a pruritic patch of alopecia over her
scalp of two years duration. The plaque was initially
small in size, but gradually increased to reach the
present size. She noticed discrete hyperpigmented
raised papules clustered on certain areas of the
alopecic patch. There was no history of any discharge
or suppuration from the lesions. No such lesions
were present in any of the family members. Two
years before the appearance of the plaque, the
patient was hospitalized for treatment of congestive
heart failure secondary to rheumatic heart disease
and she underwent surgery for mitral valve repair.
There was no other evidence of any skeletal, mental,
or cutaneous abnormalities.

Figure 1. Multiple keratin filled pits on scalp.
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Figure 2. Dermoscopy of nevus comedonicus showing multiple
circular and barrel shaped homogenous areas in brown and
black shades with keratin plugs.

On examination a patch of alopecia of size 7x4cm
was present over the right parietal region of the
scalp. The plaque was studded with aggregated
discrete pits filled keratinous material with
intervening normal skin and in some regions the
black plugs protruded above the surface and were
firmly adherent to the scalp (Figure 1).

Routine hematological investigations along with
neurological and ophthalmological examinations
were within normal limits. Chest X-ray showed
cardiomegaly and increased broncho-vascular
markings. Dermoscopy showed keratinous plugs
and vellus hair arising from the pilosebaceous units
(Figure 2). Biopsies were taken from two different
sites. The first biopsy taken from the site showing
black plugs revealed hyperkeratosis with multiple

comedones lined by epidermis, filled with keratin,
and opening to the surface (Figure 3A). A second
biopsy taken from the smooth part of the plaque was
also suggestive of nevus comedonicus (Figure 3B).

Case Discussion

Nevus comedonicus is a hamartoma of the
pilosebaceous unit occurring as a result of a defect of
the mesodermal component of the follicle with
abnormal differentiation of the epithelial portion. It
was first described by Kofmann in 1895 [3]. It is also
known as comedone nevus, nevus follicularis
keratosis, nevus zoniforme, and nevus acneiformis
unilateralis. The affected follicles produce soft
keratin and are unable to form mature hairs, matrix
cells, or sebaceous glands. Rarely, vellus hair may
arise from follicles. Nevus comedonicus syndrome
occurs when NC are associated with other non-
cutaneous findings such as cerebral, skeletal, or
ocular abnormalities [1]. The main conditions in the
differential diagnosis of NC of the scalp includes
folliculitis decalvans and nevus sebaceus, which can
be ruled out by clinical and histopathological
examination. Therapy for NC is advisable for
aesthetic reasons or for the treatment of
superinfections. Topical treatment with retinoids,
12% ammonium lactate, tacalcitol, tazarotene, and
calcipotriene are found to be variably effective [4].
Topical and systemic antibiotics are given for the
treatment of secondary infections [5]. Surgical
excision with tissue expansion may be performed for
disfiguring and cystic lesions [4]. We chose to treat
our patient with topical tazarotene.

Figure 3. A) Histologic presentation showing comedo-like communication with surface and lamellated keratin with in the cystic cavity
(first biopsy). H&E, 10x. B) Histologic presentation showing comedo-containing lamellated keratin with in the cystic cavity (second

biopsy). H&E, 10x.
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Nevus comedonicus most commonly occurs over
face, trunk, and proximal extremities, especially the
upper arm. A few cases have been reported with the
unusual occurrence of NC over the palms, genitalia,
and ear [2]. Our patient had a history of rheumatic
heart disease. Cripps and Bertram have also reported
a similar case in a 44-year old woman who had
bilateral NC along with a history of congestive heart
failure secondary to rheumatic heart disease [6].
Further research and evaluation is required to
investigate whether this association is a coincidence,
or not. Scalp involvementin NCis rare with only a few
cases being reported. All the cases that have been
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reported on NC over the scalp had their onset since
birth and no other systemic associations were seen
in any of these [4, 5, 7-9], (Table 1).

Conclusion

In conclusion, our case highlights a patient with an
unusual site of this developmental abnormality that
had a later onset compared to prior cases reported.
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