[image: image1.jpg]AT
A~ ealth authority





Dr. J.G. Heathcote
Department of Pathology and Laboratory Medicine
Queen Elizabeth II Health Sciences Centre

620-Mackenzie Building

5788 University Avenue

Halifax, Nova Scotia, B3H 1V8

Phone: 902-473-1058
Fax:     902-473-2123
EASTERN OPHTHALMIC PATHOLOGY SOCIETY
Washington, D.C., September 13-15, 2018

An unusual variant of basal cell carcinoma
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Clinical history
A 93-year-old man was referred to an oculo-plastic surgeon with a 2-year history of a visible, fleshy mass on the left lower lid. It had grown significantly and occasionally bled spontaneously. The patient had had an excisional biopsy of a basal cell carcinoma in the left lower lid six years previously. On examination, the elevated lid mass measured 15 x 15 mm, was mobile and was telangiectatic. It involved the lower canaliculus but was not adherent to the medial canthal tendon. The lesion was thought to be a basal cell carcinoma and the patient was scheduled for excision under frozen section control. The patient was taking warfarin because of a cardiac arrythmia and this was stopped one week before surgery.
Gross description

The specimen is a full-thickness excision of eyelid measuring 22 mm (H) x 11 mm (V). On the skin surface there is a firm nodule measuring 17 mm (H) x 10 mm (V) x 7 mm in thickness. On the medial edge there is a black eschar 7 mm across and some lashes are noted medially. The nodule is well circumscribed inferiorly but extends close to the inferior resection margin. Centrally, the tumour contains foci of calcification.
Microscopic description

A basal cell carcinoma is seen to arise at the mucocutaneous junction and has caused expansion, distortion and ulceration of the eyelid margin. Part of the tumour is a conventional basal cell carcinoma with infiltrative sheets and nests, as well as adenoid and trabecular areas. Adjacent to this the basaloid cells show more nuclear atypia and mitotic activity and have formed loosely cohesive sheets with small patches of necrosis. Within the sheets there are islands of malignant osteoid, as well as osteoclastic giant cells. Some of the islands are partially calcified and osteoid is also seen in the exudate on the ulcerated conjunctival surface.
Immunoperoxidase studies:

	
	Conventional BCC
	Sarcomatoid BCC

	CK5/6
	Strong
	Weak/absent

	EpCam
	Strong
	Weak/absent

	Vimentin
	Absent
	Strong

	p63
	Present
	Absent

	BCL-2
	Variable
	Variable


Pathological Diagnosis: Basal cell carcinosarcoma
Discussion

The concept of ‘carcinosarcoma’ as a tumour of malignant epithelial elements combined with malignant mesenchymal elements was introduced by Virchow in 1864. These tumours are less common in the skin than in the viscera and are thought to arise when the epithelial component undergoes metaplastic transformation to malignant mesenchyme. They generally occur as exophytic, ulcerated nodules in the sun-exposed skin of older men and there is often a history of a recent period of rapid growth.

The epithelial component is usually a basal cell or squamous cell carcinoma, although other rare entities have been described. Osteosarcoma, chondrosarcoma, rhabdomyosarcoma or leiomyosarcoma or pleomorphic sarcoma forms the mesenchymal component.
In a 2015 review of cutaneous basal cell carcinosarcoma Zbacnik et al.1 identified 47 reported cases. These were more common in men (M : F = 2.5 : 1) and the median age at presentation was 76 years (range 49 – 93). There was one reported case of metastasis (2.1%) but this tumour was large with a maximal dimension of 80 mm. The basal cell carcinoma component had a nodular growth pattern in 16/47 cases. The categorisation of the sarcomatous component was: osteosarcoma (38%); atypical fibroxanthoma/pleomorphic sarcoma (38%); fibrosarcoma (21%) mixed (13%) and pleomorphic with osteoclastic giant cells (4%).
Of the 47 carcinosarcomas identified by Zbacnik et al.1, 28 (60%) were located in the head and neck region, with the ear being the most common site (9/47). These authors did not include the four cases published by Harvey et al.2, of which three involved the ear.  Although basal cell carcinoma is common in the periocular skin, there are few reports of the carcinosarcoma in this site, possibly reflecting the generally early presentation and prompt treatment when the carcinoma arises in this location. Only three cases were identified in this area: inner canthus (M69), supraorbital (F77) and infraorbital (F65).1
Immunohistochemistry is not particularly valuable in diagnosis. The epithelial component expresses AE1/AE3, EpCAM (BerEP4), and BCL2, which are generally negative in the sarcomatoid area, but does not express vimentin, which is positive in the sarcomatoid component. Both the epithelial component and sarcomatoid component may express p63.1
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