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A case of a 24-year-old female with a two-year history of an intermittently crusting lesion of her scalp is
presented. The relatively innocuous-appearing sebaceous nevus, present since birth, made a malignant
transformation to an apocrine carcinoma, betrayed by intermittent crusting of a portion of the hamartoma.
Current management of sebaceous nevus and apocrine carcinoma is discussed.
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Introduction

Nevus sebaceous of Jadassohn (NS) is a hamartoma predominately
composed of sebaceous glands and is unbiased towards gender or race.
The typical appearance is a yellow-orange, hairless plaque most
commonly found on the face or scalp, commonly with a verrucous
surface [1, 2]. Prevalence is estimated to be approximately 1.3% [3, 4].
There are three distinct and recognizable stages in the life cycle: in
infancy, the lesion remains fairly flat; in adolescence, hormonal
influence causes them to become raised and warty; in adulthood, growth
ceases, but benign and malignant neoplasms can develop [5]. The most
common malignancy is basal cell carcinoma [2, 6-8]. Less commonly
appendageal tumors can develop [2, 6-8]. The overall incidence of
malignant degeneration is estimated at less than 1% [7].

Cutaneous apocrine carcinoma can arise within NS [9]. The reported
occurrences within an NS have been sparse and limited to patients in the
7th decade of life or older [10-12]. There has not yet been a case report
published of an apocrine carcinoma arising within an NS in a patient this
young of an age.

Case Report

A 24-year-old female presented with a lesion of her right parietal scalp
that was present since birth. Two years prior to presentation, an area of
ulceration appeared on the anterior portion of the lesion, which
subsequently healed and reoccurred several times. Her family physician
referred her to a plastic surgeon and subsequently a dermatologist.
Reassurances were given that this was a benign lesion, and the
occasional appearance of an eschar was due to trauma from routine hair
care. The patient was not satisfied and sought out a third opinion.

The presenting lesion was on the right parietal scalp. Except for the
lesion, the patient had normal hair development, a normal head and neck
examination, and specifically no palpable lymphadenopathy. The lesion
was slightly irregular with rounded elevations, was overall well-
circumscribed, and alopecic. It was 37 mm by 16 mm in size. It was
grossly flesh-coloured, with a few areas that were somewhat yellowish.
There was a dry eschar on the anterior portion measuring 10 mm in
maximum size (Figure 1). The patient denied traumatizing the area.
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Apocrine Carcinoma of the Scalp

Figure 1: Sebaceous nevus of the scalp with apocrine carcinoma tumor
arising in its anterior portion (left of the figure).

An excisional biopsy was carried out with circumferential 3 mm
margins. The resultant defect was reconstructed with subgaleal scalp
advancement flap closure. The final pathology report indicated that the
lesion was an apocrine carcinoma with local infiltration, arising within
an NS, with clear resection margins. The metastatic workup was
negative. A definitive wide local excision was completed for
prophylaxis. The patient remains tumor-free 11 years post-treatment.

Discussion

Cutaneous apocrine carcinoma usually presents as painless, solitary or
multiple nodules, with varying colours from red to purple. Ulcerations
have been occasionally reported. It is rarely fatal and spreads via
lymphatics [9]. Reported occurrences within an NS have been sparse and
limited to patients in the 7th decade of life or older [10-12].

Management of NS varies based on the age of the patient, and
recommendations are limited to those from expert opinion and case-
series studies [1, 2, 13, 14]. From birth to puberty, malignant change is
rare, and careful serial observation is appropriate. Any changes in growth
patterns or ulceration should prompt a biopsy. After puberty, malignant
change becomes more likely. Management should include patient
education, and a discussion around close clinical observation versus
prophylactic excision, or excision for cosmesis. The rate of malignant
transformation in adults is unknown. Estimates from case-series studies
are from less than 5% to 30%, with the incidence elevating with age [1,
6].

Conclusion

In summary, the hallmark of malignant change is a change in the
characteristics of the NS, as evidenced in the presenting case. Any
significant change, including eschar formation and new nodularity,
should prompt the clinician to consider incisional or excisional biopsy.
This case is unusual as it is the youngest age of presentation reported to
date in the literature of degeneration into an apocrine carcinoma and is a
reminder to clinicians to investigate changes in an NS regardless of
patient age at presentation.
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