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Dear Editor,

Nevoid hyperkeratosis of the nipple and areola (NHNA) is a rare, benign disorder affecting the
nipples and areola. Most of the affected are young women.")

A 21-year-old non-pregnant woman presented with enlargement and increased pigmentation of
both nipples and areola (more on the left side) of 5 years duration. The lesions initially started
as hyperpigmented papules on the left nipple and areola and subsequently involved the right
nipple and areola. The lesions were asymptomatic and there was no discharge from the nipples.
She did not give a history of any comorbidities such as thyroid disorders, diabetes mellitus, and
polycystic ovarian disease. She denied any recent weight gain.

Clinical examination revealed multiple, well-defined, discrete and confluent hyperpigmented,
hyperkeratotic, and verrucous papules and plaques on the nipples and areola of both breasts
[Figure la], more prominent on the left side, where the nipple was obscured [Figure 1b]. There
was no discharge from the nipples. Breast examination did not reveal any mass lesion. The
axillary lymph nodes were not enlarged.

Similar lesions were not seen in any other body site. Systemic examination was unremarkable.

Dermoscopy showed a central area of hyperkeratosis, yellowish-brown areas, and homogenous
brown areas [Figure 2]. Skin biopsy showed keratotic plugging, irregular filiform acanthosis,
and increased pigmentation of the basal layer [Figure 3]. Mammogram and ultrasound study of
the breast did not reveal any pathology. The clinical, dermoscopy, and histopathology findings
were diagnostic of NHNA. The patient was referred to the plastic surgery department, where she
underwent excision of the lesions and reconstruction of the nipples.

NHNA is a benign rare condition of unknown etiology. The lesions remain asymptomatic and
treatment is offered for the cosmetic concern. However, the involvement of the nipples may lead
to feeding difficulties in lactating mothers.

The condition is mostly seen in women. Puberty and pregnancy are identified as precipitating
factors. Hence, an underlying role for hormones (estrogen) has been proposed.!! There have
been reports of drug-induced NHNA and the precipitating drugs were spironolactone and
vemurafenib.™

Viral deoxyribonucleic acid has not been demonstrated in the lesions. The lesions can be
unilateral or symmetric (as in our case).'’ NHNA can be primary (idiopathic) or secondary.” In
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Figure 1 (a): Hyperpigmented, hyperkeratotic, verrucous papules, and plaques on the nipple and areola in a woman with nevoid hyperkeratosis
of nipple and areola; (b): close-up view of the same showing the lesion obscuring the left nipple.

Figure 2: Dermoscopy of nevoid hyperkeratosis of nipple and areola
showing central white hyperkeratosis (straight arrow), yellowish-
brown areas (up arrow), and homogenous brown areas (down
arrow) (DermLite, non-polarized light, x10).

secondary NHNA, the lesions are caused by other dermatoses
such as epidermal nevus, verrucae, or seborrheic keratosis."!

Our patient manifested the primary type since the histopathology
did not show features of any other dermatosis. There are no
histopathological features specific to NHNA; however, filiform,
irregular acanthosis with increased basal cell pigmentation is
recognized as a common finding (as observed in our patient).

The important clinical and histopathological differential
diagnoses include acanthosis nigricans, seborrheic keratosis,
and epidermal nevus. Acanthosis nigricans classically affects
the nape of the neck, and flexures and not the nipples.
The histopathology shows normal basal pigmentation
and no acanthosis, unlike NHNA. Seborrheic keratosis

Figure 3: Skin biopsy showing keratotic plugging, filiform, irregular
acanthosis, and increased pigmentation of basal layer (Hematoxylin
& eosin, x400).

shows discrete papules with a stuck-on appearance and
histopathology is characterized by horn cysts, pseudohorn
cysts, papillomatosis of the epidermis, and discrete fibrosis of
the upper dermis. Epidermal nevus presents at birth or soon
after birth and histopathology shows epidermal hyperplasia
with papillomatosis and epidermolytic hyperkeratosis.
NHNA is diagnosed based on a combination of clinical and
histopathological features.” Dermoscopy may also aid in
diagnosis. The dermoscopy findings noted in NHNA include
a papillomatous surface with pink homogenous areas, whitish
desquamation, red dots, and erosions, homogeneous brown
network, hyperkeratotic areas, and yellow-brown scales.®”!
However, dermoscopic findings are non-specific and only aid
to support clinical and histopathological diagnosis.
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There are no definite treatment modalities for NHNA, but
surgical excision with reconstruction is the best option,
which was done in our patient. Other therapeutic modalities
include topical preparations such as salicylic acid and lactic
acid, 0.05% tretinoin, calcipotriol, and hydroquinone.[!
Systemic retinoids were not found effective. Liquid nitrogen
cryotherapy and carbon dioxide ablative laser therapy have
been tried with mixed results.
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