
Case Report

Extraocular Sebaceous Carcinoma of the Nasal Ala A Case 
Report

Abstract

Sebaceous carcinoma is a rare and potentially aggressive cuta-
neous carcinoma that develops from the sebaceous glands of the 
skin. It can occur in the periocular or extraocular region. We report 
the case of an 87-year-old patient who presented with a skin lesion 
on the right nasal ala evolving over 1 year, yellowish in color, mea-
suring 1 cm in size. Biopsy excision of the lesion with 1 cm safety 
margins revealed sebaceous carcinoma. There was no indication for 
adjuvant radiotherapy, and no recurrence was noted after 3 years 
of follow-up. Several risk factors have been implicated in this type 
of tumor, but the exact etiology remains unknown. Sebaceous car-
cinoma can be associated with Muir-Torre syndrome. Treatment is 
primarily surgical and involves Mohs micrographic surgery or wide 
local excision with adequate safety margins. The role of adjuvant 
radiotherapy in overall survival is uncertain. Regular and long-term 
surveillance is necessary. Screening for sebaceous carcinoma in at-
risk populations remains controversial. 
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Introduction

Sebaceous carcinoma is a rare and potentially aggressive cu-
taneous carcinoma that develops from the sebaceous glands of 
the skin. It was initially described by Straatsma in 1956. While 
it most commonly develops in the periocular region, extraocu-
lar locations have been reported in the literature.The clinical 
presentation is nonspecific. Diagnosis is based on biopsy. The 
diagnosis of Muir-Torre syndrome should be considered when a 
sebaceous neoplasm is discovered.

We report a clinical case of an 87-year-old patient presenting 
with a skin lesion on the nasal wing, with biopsy excision reveal-
ing sebaceous carcinoma.

Clinical Observation

An 87-year-old patient, hypertensive and under treatment, 
with no personal or family history of colorectal cancer, present-
ed for consultation regarding a skin lesion on the right nasal 
wing evolving over 1 year. The lesion was painless, progressively 
increasing in size, and without other associated signs. Clinical 
examination revealed nodular lesions with a yellowish color, lo-
cated on the right nasal wing, measuring 1 cm in size (Figure 
1). The rest of the facial skin examination was unremarkable, 
and lymph node areas were free. The patient underwent biopsy 

excision of the lesion with 1 cm safety margins (Figure 2). The 
final histopathological examination confirmed a diagnosis of 
sebaceous carcinoma, without intravascular tumor emboli and 
without perineural tumor sheathing. The patient did not have 
indications for adjuvant radiotherapy after multidisciplinary dis-
cussion. No recurrence was noted after 3 years of follow-up.

Figure 1: Lesion of the nasal ala.
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Discussion

The incidence of sebaceous carcinoma is higher in men than 
in women. This incidence increases with age, with a peak ob-
served in those over 80 years old [1]. Caucasians are affected in 
80% of cases [2]. Risk factors have been implicated in the occur-
rence of sebaceous carcinoma. Pathogenic variants of DNA mis-
match repair genes (MSH2, MSH6, MLH1) have been identified 
in 8 to 29% of patients. These variants are also found in patients 
with Lynch syndrome, and their presence increases the risk of 
developing other malignant conditions affecting the skin (kera-
toacanthoma) or internal organs (intestine and genito-urinary 
system). These conditions are grouped under the term Muir-
Torre syndrome. Chronic exposure to ultraviolet radiation and 
immunosuppression (HIV, organ transplantation) are also risk 
factors for the development of this type of tumor. Viral involve-
ment in sebaceous carcinoma has been suggested by some au-
thors but is still under study [3]. 

Sebaceous carcinoma can develop either periocularly or ex-
traocularly. The majority of sebaceous carcinomas are periocu-
lar tumors that most commonly originate from the Meibomian 
glands and Zeis glands. Extraocular localization primarily affects 
the head and neck due to the degree of photodamage and high-
er density of sebaceous glands compared to other sites [5].

The typical clinical appearance is that of a painless nodule 
with a pink or yellowish coloration. However, clinical charac-
teristics can be quite varied, ranging from flesh-colored to red 
papules, plaques, or nodules, sometimes difficult to distinguish 
clinically from other more common types of skin neoplasms. 
The differential diagnosis may include benign skin lesions such 
as pyogenic granuloma or molluscum contagiosum, or skin can-
cers such as basal cell carcinomas, squamous cell carcinomas, 
or adnexal carcinomas.

A definitive diagnosis relies on biopsy with histological ex-
amination. For extraocular sebaceous carcinoma, the histologi-

cal appearance is that of an infiltrating sebaceous neoplasm, 
uniformly nest or lobular, vacuolated within the dermis. On cy-
tological examination, malignant cells are foamy, with scalloped 
nuclei, atypia, and mitoses. In most sebaceous carcinomas, 
dermal invasion is observed, rarely penetrating into the subcu-
taneous and muscular tissues. Positive immunohistochemical 
markers include nuclear factor XIIIa (AC-1A1), EMA (positive in 
squamous cell carcinoma), cytokeratin AE1 and AE3 (positive 
in squamous cell carcinoma), androgen receptor, adipophilin, 
and perilipin. Mainly negative markers are carcinoembryonic 
antigen, S100, HMB45, SOX10, CD5, GCDFP-15, D2-40, and Ber-
EP4. Alternative markers used to identify extraocular sebaceous 
carcinoma include PGRMC1, ABHD5, SQS, CA15-3, CA19-9, CK8, 
and CK19. Immunohistochemistry is often used to establish a 
definitive diagnosis, but it is not necessary when histopatholog-
ical results are typical. Staining for mismatch repair protein ex-
pression (MSH-2, MSH-6, and MLH-1) is generally performed for 
sebaceous neoplasms. The diagnosis of Muir-Torre syndrome-
related sebaceous neoplasms is considered in the absence of 
nuclear staining for the respective gene products [7].

A comprehensive clinical examination, including examina-
tion of lymph node areas, is necessary.

The staging of extraocular sebaceous carcinoma is based on 
the TNM classification. Certain characteristics are considered 
high risk: thickness ≥ 2 mm, Clark level ≥ 4, perineural invasion, 
primary site at the ear or lips, poor or undifferentiated histology 
[8]. These characteristics are based on cutaneous squamous cell 
carcinoma, and their prognostic accuracy has been questioned 
by some authors [9].

Although Computed Tomography (CT), CT with Positron 
Emission Tomography (CT-PET), and Magnetic Resonance Imag-
ing (MRI) are used in sebaceous carcinoma, there is currently no 
defined consensus. According to some authors, imaging is justi-
fied if lymph node involvement is detected on clinical examina-
tion, sentinel lymph node biopsy, or when distant metastases 
are suspected [5].

Genetic screening for Muir-Torre syndrome for extraocular 
sebaceous carcinoma is recommended when the Mayo score 
for Muir-Torre syndrome is 2 or higher [10]. This score combines 
4 parameters: age at diagnosis of the first sebaceous neoplasm, 
number of sebaceous neoplasms, personal history of hereditary 
non-polyposis colorectal cancer (Lynch syndrome), family his-
tory of hereditary non-polyposis colorectal cancer.

The utility of sentinel lymph node biopsy is not well defined 
for extraocular sebaceous carcinomas unlike melanomas. Ac-
cording to a comparative study based on 1836 cases recorded in 
the SEER registry, the rate of regional metastases for extraocu-
lar sebaceous carcinomas is 1.4% [11]. Although rare, distant 
metastases have been reported in the literature. These involve 
the lung, liver, bone, and brain.

Treatment of sebaceous carcinoma is primarily surgical. It re-
lies on Mohs micrographic surgery or wide local excision when 
Mohs surgery is not feasible. Wide local excision should be per-
formed down to the fascial plane while maintaining a surgical 
safety margin of 1 cm. When immediate margin assessment 
is not available, staged excision may increase the likelihood of 
clear margins before reconstruction. Mohs micrographic sur-
gery maximizes tissue preservation, allows for comprehensive 
margin assessment, and offers better recurrence-free survival 
compared to traditional wide local excisions [12].

Figure 2: Clinical aspect after wide surgical excision and recon-
struction.
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The efficacy of radiotherapy as monotherapy has not yet 
been established. Radiotherapy may be considered by some 
authors for patients who are inoperable or have surgically un-
resectable tumors or nodal metastases. The role of adjuvant 
radiotherapy on overall survival and local and regional control 
is uncertain. Tumors treated with surgery and adjuvant radio-
therapy in one study included locally advanced primary tumors 
with positive margins or perineural invasion [13].

For metastatic cases, conventional chemotherapy, immu-
notherapy, or targeted therapies, including anti-androgens, 
retinoid receptor ligands, and EGFR inhibitors, may be consid-
ered in management. Tumor profiling using next-generation se-
quencing or other methods can guide the selection of appropri-
ate therapies.

Localized diseases and ocular tumors have better survival 
outcomes compared to regional diseases and extraocular tu-
mors. Higher all-cause mortality has been observed in Black 
individuals, men, and those with extraocular tumors accord-
ing to an analysis of SEER data [14]. The presence of metastasis 
at the time of diagnosis is the primary factor associated with 
reduced survival [11]. Clinical surveillance every 6 months is 
recommended during the first 3 years following treatment. An-
nual visits or visits at a frequency tailored to the patient may 
be considered thereafter. The benefit of lymph node ultrasound 
surveillance in the follow-up of extraocular sebaceous carcino-
ma remains uncertain compared to periocular sebaceous carci-
noma [10]. According to literature data, the majority of recur-
rences occur within an average of 6 years [10].

Some studies recommend screening for sebaceous carcino-
ma in patients with Lynch syndrome and those who have under-
gone solid organ transplantation, as the risk is very high in these 
populations [15,16].

Conclusion

Sebaceous carcinoma is a rare and potentially aggressive 
malignant skin tumor. Several risk factors have been implicat-
ed, but the exact etiology remains unknown. The treatment of 
choice is surgical excision. Some societies recommend screen-
ing for sebaceous carcinoma in at-risk populations.
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