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Sebaceous carcinoma is a rare malignant tumor arising from the epithelium of sebaceous glands (1).   This type of tumor is usually located peri-ocularly.  

Sebaceous carcinoma is very unusual in the pediatric population. To our knowledge, this is the third case of extra-ocular sebaceous carcinoma in a child.

CASE REPORT:A 6-year-old boy presented with a history of a lesion over the medial aspect of his left elbow that had increased in size over the past year. The lesion was red, raised, and non-ulcerative. Because of the abnormal growth and appearance of this lesion, an excisional biopsy was performed. (Fig 1 &2) 

Tumor cells were positive for Kerlix, EMA, Ber-Ep4, and Vimentin. S-100 protein was also positive. Sebaceous differentiation areas appeared positive with CEA staining.

The patient was referred to a plastic surgeon for re-excision of the area. The scar was removed with 1-cm margin and the defect was covered with full thickness skin graft.  The patient recovered uneventfully. Pathology report on this specimen was scar tissue without residual tumor.  

A pediatric oncologist is following the patient, and thus far, no other primary tumor has been identified.

DISCUSSION:Extra-ocular sebaceous carcinoma is an extremely rare tumor of the skin. Because of the diverse clinical presentation, diagnosis of sebaceous carcinoma is often delayed for months or years.

There is not a pathognomonic presentation for sebaceous carcinoma (1). Lesions can be pink to dark red, raised or flat, ulcerative, pedunculated, or sessile. Diagnosis is even more complicated by lack of a uniform pathologic terminology (7). There is almost always a delay in diagnosis for this reason, with reported delays ranging from 6 months to several years after presentation (2,3).

Sebaceous carcinoma is locally aggressive and can have regional or distant metastases (2).  Only 2 cases of metastatic sebaceous carcinoma have been reported in the literature, but in general, 15% of extra-ocular sebaceous carcinomas have lymph node involvement and 10% are associated with distant metastases (2).

Sebaceous carcinoma can be associated with Muir-Torre syndrome, an autosomal dominant disease with sebaceous adenoma, epithelioma, or carcinoma along with one or more low-grade visceral malignancy (6,8). The most common visceral malignancy is colorectal cancer, but Muir-Torre syndrome has never been reported in children.

Immunohistochemical studies could also help with distinguishing biopsies of sebaceomas from carcinoma. Expression of p53, Ki67, and p21 occurs in topologically distinct compartments in normal sebaceous glands. The proliferative compartment in sebaceous adenoma and sebaceous hyperplasia is expanded but remains in the periphery of the gland. This contrasts greatly with sebaceous carcinoma, in which there is complete loss of compartmentalization, suggesting loss of topological control of mediators of the cell cycle (11).   

Histologically, sebaceous carcinoma is in the dermis and nonencapsulated (12). Based on growth pattern, Rao and coworkers divided sebaceous carcinoma into lobular, comedo-carcinoma, papillary, and mixed types (12).  There are also classifications based on degree of differentiation (10).

Sebaceous carcinoma has bubbly cells with abundant, vacuolated cytoplasm, associated with cellular features of malignancy such as nuclear pleomorphism, hyperchromasia, and infiltration (1,3).  Special staining for lipid can differentiate sebaceous carcinoma from other lesions with little or no sebaceous components. 

Treatment recommendations of sebaceous carcinoma is wide excision with a significant margin (5 to 20 mm). The patient might need a local or distant flap or a skin graft to cover the area (3,6).

Mohs microscopic surgery has been used for peri-ocular sebaceous carcinomas, but no long-term follow-up is available to compare the results of this kind of treatment with those from traditional surgical procedures (13). Two practical factors are responsible for failure of Mohs technique: multicentricity and pagetoid pathology.

Radiotherapy has been used for treatment. Radiation is a good modality for palliation or for treatment of metastases, especially in tumors with parotid involvement. 

Regional and distant metastases are predictive of a poor prognosis (15,16). Size of the tumor and pagetoid spread are also considered important factors in prognosis (12). In general, extra-ocular sebaceous carcinoma has better prognosis (2,17,18). Although the number of cases is so small that the conclusion might be biased (18).

CONCLUSION:This unique case is the third case of extra-ocular sebaceous carcinoma reported in a child. The patient had no family history and negative evaluation for Muir-Torre syndrome and did not have regional or distant involvement.  Treatment consisted of  resection of the scar with a margin of at least 5 mm and local flap coverage.

This presentation reiterated the need for early biopsy of any unusual skin lesion

especially if changes in size or color are present. Physicians need to be aware of the unusual presentation like this kind to prevent delay in diagnosis and insure timely and safe management, which can make a difference in the patient’s prognosis.
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