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Abstract: Sebaceous carcinoma (SC) is a rare, aggressive malignancy. Most lesions occur in 
the periocular region, with few cases presenting with extraocular lesions. Here, we report 
a case of an 89-year-old woman with a 3-month history of a rapidly growing giant 
extraocular SC. The diagnosis was based on skin biopsy findings. We advised the patient 
to undergo surgical excision of the carcinoma. However, the patient and her family rejected 
our proposed surgical treatment, opting for topical traditional Chinese medicine as alternative 
treatment. The patient subsequently died of unknown causes at home, four months after the 
first visit. This case of treatment failure emphasizes the importance of early detection and 
treatment for these aggressive tumors. 
Keywords: sebaceous carcinoma, extraocular, skin neoplasms, malignancy, Muir-Torre 
syndrome

Introduction
Sebaceous carcinoma (SC) is an uncommon aggressive malignancy and accounts 
for 1–2 cases per 1 million individuals per year.1 Up to 70% of lesions arise from 
the preocular area.2 In this case report of a patient with SC, we describe the 
patient’s clinical course and poor outcomes, likely due to treatment refusal.

Case Presentation
An 89-year-old woman presented to our clinic with a rapidly growing, painless 
mass on her left forehead, with no reported pruritus or burning sensations. The 
patient reported that the mass appeared unexpectedly three months ago, with no 
identified precipitating factors, and had grown rapidly. The patient denied the use of 
any medications and was otherwise asymptomatic, with no history of chronic 
diseases. No personal or family history of tumors was reported.

The mass was a 4-cm, protruding, ulcerated, fleshy, firm tumor with a moist and 
granular surface. Multiple scaly erythematous papules with yellowish crusts were 
observed on the margins of the lesion (Figure 1). A punch biopsy was performed to 
establish the diagnosis.

Histopathology demonstrated a basaloid neoplasm in lobules and sebaceous cells 
with vacuolated cytoplasm in the dermis under low power observation (magnification: 
10×10) (Figure 2). In addition, ample coarse cells with atypical nuclei were found at 
high magnification (magnification: 40×10) (Figure 3). Immunohistochemical staining, 
including a positive epithelial membrane antigen (EMA) stain (Figure 4), confirmed 
sebaceous differentiation of the anaplastic cells, supporting the diagnosis of SC. As 
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recommended by recently published expert guidelines,3,4 we 
performed Mayo Muir-Torre syndrome (MTS) risk scoring 
at the first clinical visit after biopsy (score = 0) to evaluate 
the need for genetic testing for loss of mismatch repair 
proteins, given the association between extraocular sebac-
eous carcinoma (ESC) and MTS.

The patient and her family rejected the original surgical 
extirpation plan and requested topical traditional Chinese med-
icine as alternative therapy, which was unsuccessful. During 
the patient’s last visit to our clinic, she complained of progres-
sive tumor enlargement and infiltration. After neurosurgery 
and radiotherapy consultation, a radiation therapy plan was 
devised, in combination with laboratory tests and a high- 
resolution computed tomography (CT) scan of the head. 
Unfortunately, the patient died of unknown causes before 
initiation of the planned tests and treatment (please see 
Figure 5:Timeline).

Discussion
SC is a rare, aggressive cutaneous malignancy of the 
sebaceous glands.3 It mostly affects the eyelid area 

Figure 1 A 4-cm, protruding, ulcerated, fleshy, firm tumor with a moist and 
granular surface.

Figure 2 Basaloid neoplasm in lobules and sebaceous cells with vacuolated cyto-
plasm in the dermis (hematoxylin and eosin; magnification: 10×10).

Figure 3 Ample coarse cells with atypical nuclei (magnification: 40×10).

Figure 4 Positive immunohistochemical epithelial membrane antigen stain (magni-
fication: 10×10).
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(periocular SC), especially the upper eyelids, given the 
high meibomian gland density.5 A minority of SC occurs 
on the skin of the head and neck (ESC), mostly in female 
patients. Other reported risk factors include Asian or South 
Asian race and advanced age.6

SCs can appear sporadically or may be linked to MTS, 
a variant of Lynch syndrome (hereditary nonpolyposis 
colorectal cancer syndrome), an autosomal dominant dis-
order characterized by a triad of single or multiple sebac-
eous neoplasms, keratoacanthomas, and internal 
malignancy.7 The Mayo MTS risk score, calculated by 
adding the four associated variables, has been used 
among patients with ESC to screen for MTS.4

ESC commonly presents as a painless, orange-to-tan 
ulcerated papule with a mean diameter of 1.4 ± 0.3 cm, 
and is commonly diagnosed 1–2 years after symptom 
onset.3 Dermoscopy is usually used to assist clinical diag-
nosis, despite limited diagnostic criterion. Cheng et al’s 
analysis of the dermoscopic features of 15 cases of ESC 
versus other skin cancers found that the majority of ESCs 
(66.67%) presented with polymorphic vessel patterns.8

Lesions are known to mimic the clinical features of 
other skin cancers such as basal cell carcinoma and squa-
mous cell carcinoma, and histological samples are fre-
quently obtained to aid diagnosis.9 Histological features of 
ESC include neoplastic basaloid cells in lobules or sheets 
with variable differentiation. Most ESCs demonstrate 
a tendency for dermal invasion and rarely invade the sub-
cutaneous tissue and muscle. Immunohistochemistry mar-
kers such as nuclear factor XIIIa (clone AC-1A1 mouse 
monoclonal), EMA, androgen receptor, and adipophilin can 
aid diagnosis.3

SC is a locally aggressive tumor that can metastasize 
through local regional lymph nodes and distal sites. 
Regional lymph node palpation is necessary to evaluate 
for metastasis and stratify risk based on the eighth edition 
of the American Joint Committee on Cancer staging 

system.3 For those with stage T2c or higher, ultrasonogra-
phy or CT is recommended for detecting lymphadenopa-
thy. To detect distant metastases, CT or positron emission 
tomography-CT should be considered.

The main goal of localized SC treatment is complete 
tumor removal. Surgical excision with complete circum-
ferential peripheral and deep margin assessment is consid-
ered the first-line therapy for ESC in the head and neck 
region. For patients with nodal metastases that are surgi-
cally irresectable, radiotherapy may be performed as the 
primary treatment.3

With growing interest in immunotherapy and an 
increasing understanding of the complex relationship 
between SC and the immune system, immune checkpoint 
blockade via PD-1/PD-L1 has been identified as 
a potential immunotherapeutic target. Pembrolizumab, 
a highly selective humanized monoclonal immunoglobulin 
antibody for PD-1, was used in several recurrent and 
advanced cases of SC with notable clinical responses. 
More clinical trials are needed to determine the effective-
ness of pembrolizumab and other biologics in the treat-
ment of advanced SC.10

In the present case, the lesion appeared rapidly and 
reached over 4 cm in diameter over a 3-month period. 
The lesion’s size and invasiveness distinguishes it from 
other published cases of SC.11 Factors that may have 
contributed to the poor clinical outcome in the present 
case include the patient’s advanced age, the patient’s and 
her family’s health beliefs and attitude towards surgical 
treatment, and delayed definitive treatment.

Conclusion
SC, especially ESC, is a rare, highly invasive dermatolo-
gical malignancy. Early diagnosis with complete surgical 
removal may achieve a good prognosis. Such cases need 
perioperative treatment monitoring.

Figure 5 Timeline.
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