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ABSTRACT
Apocrine skin carcinoma is an aggressive cutaneous tumour. We report a case 
of apocrine carcinoma developing in a naevus sebaceous of scalp in a 45 years 
old male. Malignant transformation of Naevus sebaceous is a rare complication 
usually found in elderly patients. Most of these tumours are basal cell carcinoma 
or squamous cell carcinoma. Only few cases of apocrine carcinoma on naevus 
sebaceous have been previously reported. This report highlights the potential of 
naevus sebaceous for malignant transformation.
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INTRODUCTION
Naevus sebaceus of Jadassohn (NSJ) is a hamartoma that 
combines epidermal, follicular, sebaceous, and apocrine 
gland abnormalities with predominant sebaceous 
component. Varieties of appendageal tumours, sometimes 
multiple may develop within a sebaceous naevi. The most 
common reported are syringocystadenomapapilliferum 
and trichoblastoma.1 Malignant transformation of  
naevus sebaceous is a rare complication usually found in 
elderly. Locally invasive and malignant tumours include 
keratoacanthoma, proliferating trichilemmal cyst, basal 
cell carcinoma, eccrine and squamous cell carcinoma  and 
malignant melanoma.2-7 Only few cases of apocrine skin 
carcinoma developing in NSJ (around only eight), have been 
previously reported.8,9 Apocrine skin carcinoma is a rare 
tumour. It usually occurs in areas of skin bearing apocrine 
gland in order of frequency, in the axilla, external ear, eyelid 
and anogenital region. When it occurs in scalp, it is always 

secondary to naevus sebaceous of Jadassohn. This report 
recalls the potential of NSJ for malignant degeneration.

CASE REPORT
A 45 years old man presented to out patient skin 
department of Tribhuvan University Teaching Hospital 
with complaints of palpable, asymptomatic, rough plaque 
on the left mastoid region since childhood. The lesion 
gradually increased in size and was initially associated with 
mild itching and later followed by exudation and pain. A 
rapidly progressive nodule developed in the middle of the 
plaque over last four months and was associated with pain 
and purulent discharge. There was no history weight loss 
or loss of appetite. Reviews of systemic symptoms were 
normal. On examination, there was a 4X7cm size rough 
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hairless velvety plaque on left mastoid region. A 2X2cm size 
erythematous nodule covered with yellowish slough was 
present in the centre of the lesion; this was tender to touch 
and on removal of slough revealed a granulation tissue like 
beefy red nodule(fig 1). There was no induration and the 
plaque was mobile. In addition two discrete, mobile and 
non tender posterior cervical lymph nodes measuring 1X1 
cm and 1X2 cm were palpable. Systemic examination was 
normal. On investigation, complete blood count, renal 
function tests, liver function tests were normal. X ray chest 
showed fibrotic bands on right side with tracheal shift 
towards right. CT chest showed no features of malignancy 
but suggestive of healed tuberulosis. X ray skull was normal. 
USG abdomen and pelvis was normal. FNAC of lymph node 
showed reactive lymphadenitis. 

Histopathological examination of incisional biopsy from 
the nodule in the left mastoid region showed infiltrative 
atypical cells with prominent and crowded tubular and 
ductal structures involving full thickness of the dermis. 
Tumor cells showed abundant to moderate eosinophilic 
cytoplasm and pleomorphic vesicular to hyperchromatic 
nuclei with prominent nucleoli. Occasional mitotic figures 

Figure 1. Noduloucerative lesion on left mastoid region. Figure 2. Healed lesion two weeks after excision and skin grafting.

Figure 3. Apocrine tumour cells below the epidermis. Figure 4. Apocrine tumour cells.

Figure 5. Component of Naevus cells adjacent to tumour cells.

were also noted. There were inflammatory cell infiltrates 
and hemorrhage in the stroma. Ulcerations were also 
noted without necrosis. The features were suggestive of 
apocrine carcinoma. 

The lesion was excised in toto and sent for histopathology. 
A split skin graft was placed. The lesion healed within two 
weeks time without any complications (fig 2). Excisional 
biopsy revealed ulcerated epidermis with underlying 
dermal tumor (fig 3). Tumor cells were seen arranged in 
variable patterns including papillae, mucin containing 
tubular structures, microcystic patterns and ducts. There 
were cystic structures containing comedo type necrosis. 
Tumor cells were round to polygonal with round to oval 
irregular vesicular nuclei with cytoplasmic clearing (fig 4). 
Some of these cells showed eosinophilic cytoplasm. There 
was moderate to marked degree of nuclear pleomorphism. 
Focally there were areas of squamous differentiation. 
No lymphovascular or perineural invasion seen. Mitosis 
was frequent up to 4/hpf in mitotically active areas. All 
surgical resected margins were free of tumour. Sections 
also showed a component of nevus sebaceous adjacent to 
tumor (fig 5). It was characterized by lobules of sebaceous 
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glands lacking well formed hair follicles; however, a few 
primitive hair follicles were seen. Dilated apocrine ducts 
were also seen in mid dermis adjacent to tumor. With 
these findings a diagnosis of apocrine carcinoma arising 
within naevus sebaceous was made. 

DISCUSSION
Sebaceous naevi occur in about 0.3% of all neonates.10, 11 In 
adulthood various appendage tumors frequently develop 
in about 14% of NSJ.12,13 But these are mostly benign. Less 
than 1% of NSJ are complicated by malignant tumours 
according to recent retrospective studies.1,14,15 Basal 
cell carcinoma has been described as the most common 
neoplasm developing in association with NSJ. Its frequency 
in reported series varies, mainly due to the differences in 
interpreting what really represents basal cell carcinoma. 
Many of the basal cell carcinomas developing in nevus 
sebaceus do not confirm exactly to the standard neoplasms 
arising independently from this hamartoma.15 In the 
opinion of Steffen and Ackerman they are often examples 
of trichoblastoma.16 Several types of malignant adnexal 
neoplasms, including cutaneous apocrine carcinoma are 
also described to occur but the numbers of the cases are 
limited.

Cutaneous apocrine carcinoma is a rare malignancy 

histologically defined as an adenocarcinoma forming nests 
of glandular lumina with decapitation secretion of lining 
neoplastic cells. Tumour cells are positive for mucin stain 
as demonstrated by Periodic acid Schiff stain with and 
without diastase and are positive on immunostaining for 
GCDFP-15.17 It develops in areas where apocrine glands are 
numerous, such as axilla and the anogenital region. The 
aetiology of cutaneous apocrine carcinoma (CAC) is not 
known, but association with naevus sebaceous has been 
suggested and eight cases are reported so far.8,18 As naevus 
sebaceous develops into anomalous dilated apocrine 
glands in the adulthood, it is speculated that some 
oncogenic events might occur in those hamartomatous 
apocrine glands, giving rise to CAC. However, molecular 
event occurring in this tumour is not precisely understood.

Malignant transformation within NSJ during childhood or 
teen-age is exceptional. Recent retrospective studies which 
analyzed the histologic findings on NSJ removed during 
childhood, adolescence or in young adults found little 
malignant transformation. However, in the largest study, 
malignant tumors were found on 1.2% of the 19 to 40-years 
old age group and up to 2.1% when patients were older than 
40 years.14We believe that the development of aggressive 
tumors on NSJ in adults such as apocrine carcinoma in our 
case, justifies the preventive surgical excision of the lesions 
and a prolonged surveillance of these patients.
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