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Abstract

Cutaneous sebaceous carcinoma can be classified into periocular and extraocular and can occur as
part of Muir Torre syndrome. It is usually a pink-red or yellow solitary nodule, mainly located in the
head and neck region. According to the Literature, dermoscopy is characterized in most cases by
yellow color, polymorphic vessels and ulceration. We performed a review of the Literature and we
found 14 papers describing the dermoscopic features of 33 sebaceous carcinomas, to which we added
a case that we have recently observed. Compared to the data of the Literature and in particular to the
latest published reviews, we found that milky-red areas are frequently observed in CSC (47% of the
cases) and can be added to the main dermoscopic features for the diagnosis. Histology showed, in our
case, some features that were consistent with a cutaneous sebaceous carcinoma with a secretory
pattern, and other features that were instead consistent with a non-secretory pattern. This was
probably due to the fact that the lesion we observed was a moderately differentiated and not well-
differentiated cutaneous sebaceous carcinoma. The presence of a cutaneous sebaceous carcinoma
should always alert the clinician on the possible association with Muir-Torre syndrome and

immunohistochemistry for mismatch repair genes defects can help in the diagnostic pathway.

Introduction

Cutaneous sebaceous carcinoma (CSC) is a rare adnexal skin cancer that usually affects the head and
neck area, with a peculiar predilection for the eyelids (1). However, cases of CSC located outside the
head and neck area have been previously described and we report here a CSC of the upper arm in the

context of Muir-Torre syndrome.

Case report

A 52-year-old man referred to us for a rapidly growing pink nodule of the volar surface of his left
arm (figure 1a). The lesion was 1.2 cm in its maximum diameter, was firm to palpation, asymptomatic
and showed a central white adherent crust. Dermoscopy showed a pink background with milky-red
areas, irregular polymorphic vessels, including branching out of focus vessels, white structures and a
white crust at the center of the nodule (figure 1b).

Surgical excision with 4 mm margins was performed and histology was consistent with a moderate-
differentiated sebaceous carcinoma, involving the reticular dermis (figure 2a and 2b).

The tumor had a double component, with sebaceous areas involving slightly less than 50% of the
tumor and characterized by cells with foamy cytoplasm and diffuse areas of atypical spindle cells.
The presence of an organoid and lobulated architecture, of areas of comedonecrosis and of focal areas

of holocrine secretion within the sebaceous differentiated component were consistent with a secretory



variant of sebaceous carcinoma, according to the paper of Misago and colleagues (2). On the contrary,
the presence of marked atypia within the spindle cell component and the presence of a high mitotic
rate, up to 40 mitosis x 10 fields HPF at a 40X magnification, were consistent with a non-secretory
variant (2).

After the histologic diagnosis was made, specific immunohistochemistry testng was performed. The
expression of mismatch repair proteins MSH2 and MSH6 was altered, with complete absence within
the tumor. Immunohistochemistry staining for CK20, in order to detect Merkel cells within the tumor,
was negative, while rare Merkel cells were evident on the overlying epidermis.

A more accurate anamnesis pointed out that the patient had a personal history positive for colon
cancer and a positive genetic testing for hereditary nonpolyposis colorectal cancer (HNPCC)
syndrome, allowing us to make the diagnosis of Muir-Torre syndrome.

A dermatologic follow-up, with clinical examination and locoregional lymph nodes echography every
six months, was scheduled, in alternation with oncologic visits that the patient was doing every 6
months, in order to control the patient every 3 months. After 12 months, the patient is free from local

recurrences or distant metastases and has not developed new CSC nor other skin cancers.

Discussion

CSC can be classified into periocular and extraocular and can occur as part of Muir Torre syndrome,
a variant HNPCC syndrome, also called Lynch syndrome (1, 3).

Muir Torre syndrome is due to germline mutations in the mismatch repair genes MLH1, MSH2 or
MSH6, or due to biallelic MYH germlines mutations, and it is characterized by the association of
multiple sebaceous tumors or keratoacanthomas and one or more visceral cancers (4). Our patient
fulfilled the criteria for Muir Torre syndrome, since he had a personal history of colon cancer and
CSC, presented multiple sebaceous hyperplasias on the face, few sebaceous adenomas on the face
and trunk, and carried a germline mutation of the mismatch repair genes MSH2 and MSH6.

It is important to outline that in young patients, in particular aged under 50 years, and with an
extraocular CSC, recent guidelines advice to consider tumor immunohistochemistry testing for
mismatch repair protein before genetic testing for HNPCC syndrome (5).

According to the literature, CSC is usually a pink-red or yellow solitary nodule, mainly located in the
head and neck region (1). Dermoscopy is characterized by multiple dermoscopic features that can be
variably associated in a single lesion, even though yellow color, polymorphic vessels and ulceration

are considered the most frequently reported ones in CSC (1, 3, 6-10).



We performed a review of the Literature through PubMed and Google Scholar and we found 14
papers describing the dermoscopic features of 33 sebaceous carcinomas, to which we added the case
that we have recently observed (table 1).
These dermoscopic characteristics included the presence of:

- Yellow color in 30/34 cases (88.2%)

- Polymorphous vessels in 26/34 cases (76.4%)

- Milky-red areas in 16/34 cases (47%)

- Ulceration in 16/34 cases (47%)

- Crusts in 10/34 cases (29.4%)

- Shiny white structures in 8/34 cases (23.5%)

- Monomorphous vessels in 5/34 cases (14.7%)

- Purple globules in 5/34 cases (14.7%)

- Milia-like cysts in 4/34 cases (11.7%)

- Scales in 3/34 cases (8.8%)

- Erythematous areas in 2/34 cases (5.8%)

- Blue structures in 1/34 cases (2.9%)
Compared to the data of the Literature and in particular to the latest published reviews, we found that
milky-red areas are frequently observed in CSC (47% of the cases) and can be added to the main
dermoscopic features for the diagnosis (1, 3).
Histology showed, in our case, some features that were consistent with a secretory pattern CSC, and
other features that were instead consistent with non-secretory pattern CSC. This is probably due to
the fact that the we have observed a moderately differentiated CSC and not a well-differentiated one,
as in the case series reported by Misago et al (2). In our case, the staining for CK20 was negative
within the tumor, confirming the data of the Literature that extraocular CSC do not contain Merkel

cells (11).

Conclusions

In conclusion, the presence of a CSC should always alert the clinician on the possible association
with HNPCC syndrome and immunohistochemistry testing for mismatch repair genes can help in the
diagnostic pathway.

The case we had the opportunity to observe and the review of the Literature we made allowed us to
add milky-red areas to the most important dermoscopic features for the diagnosis of CSC, since it can

be found in about half of the cases.
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Figure 1. 1a) a pink nodule with teleangectasias and a central white crust on the left arm of the
patient; 1b) dermoscopy showing a pink background with milky-red areas, irregular
polymorphic vessels, including branching out of focus vessels, white structures and the presence

of the white crust at the center of the nodule (Dermlite DL3).
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Figure 2. 2a) at low magnification, histology shows a scattered sebaceous differentiation (H&E,
magnification 2X); 2b) at higher magnification the sebaceous differentiation is more evident
(H&E, magnification 10X).



Table 1. Specific dermoscopic features reported up to now in the English literature, in order of

publication’s year.

Reference

Dermoscopic features

1. Coates D et al. Dermoscopic features of

extraocular  sebaceous  carcinoma.
Australas J Dermatol. 2011; 52 (3): 212-
3.

-a variably yellow and milky red tumour with
polymorphic vessels and an area of ulceration
-a predominately diffuse yellow tumour with

polymorphic vessels and an area of ulceration

2. Lallas A et al. Dermoscopy of
uncommon skin tumours. Australas J

Dermatol. 2014; 55 (1): 53-62.

-polymorphous vascular pattern comprising
linear irregular and tortuous vessels, yellowish

structures and ulceration

3. likawa M et al. Extraocular sebaceous

carcinoma in association with a clonal

seborrheic  keratosis:  Dermoscopic
features. J Dermatol. 2015; 42 (11):
1105-6.

-polymorphous  vessels with homogenous
yellow background; the polymorphous vessels
were composed of linear irregular vessels,

glomerular vessels and hairpin-like vessels

4. Manriquez J et al. Dermoscopy of
sebaceous carcinoma: an unusual image.
G Ital Dermatol Venereol. 2015; 150 (5):
626-7.

-ulcerated areas and telangectasias over white-
yellow background

-multiple telangectasias over yellow globules

5. Satomura H et al. Dermoscopic features
of ocular and extraocular sebaceous
carcinomas. J Dermatol. 2017; 44 (11):
1313-1316.

-brilliant yellow background, polymorphous
vessels

-ulceration, linear irregular vessels (similar to
crown vessels) and hairpin vessels, yellowish
area

- dotted and hairpin vessels, yellow lesion
-linear irregular and dotted vessels, yellow
background

-linear irregular and hairpin vessels, yellowish

background

6. Zaballos P et al. Dermatol Clin. 2018; 36
(4): 397-412.

-polymorphous atypical vessels, homogeneous

yellowish background and ulceration.

7. Nair PA et al. The Usefulness of

Dermoscopy in Extraocular Sebaceous

-heterogeneous yellowish background with

peripheral blood vessels and areas of ulceration



https://www.sciencedirect.com/topics/medicine-and-dentistry/venous-ulcer

Carcinoma. Indian J Dermatol. 2018; 63
(5): 440-442.

8. Horimoto K et al. Dermoscopic features | -multiple, roundish, irregularly arranged
distinctive for extraocular sebaceous | yellowish structures with indistinct borders in
carcinoma. J Dermatol. 2018; 45 (4): | homogenous whitish-pink background areas,
487-490. polymorphous vessels consisting of linear

irregular vessels and arborizing vessels and an
ulceration with a crust

-whitish-pink areas, yellowish structures and
small ulcerations with crusts, polymorphous
vessels consisting of linear irregular vessels,
hairpin-like vessels and arborizing vessels
-yellowish disseminated structures
accompanied with a moderate dose of yellow
necrotic  tissues, polymorphous  vessels
comprising linear irregular vessels, comma-like
vessels and dotted vessels

9. Mitsui Y et al. Superficial sebaceous | -multiple yellowish structures with indistinct
carcinoma: The correlations between the | borders
clinical, dermoscopic and
histopathological findings of a rare
variant of sebaceous carcinoma. J
Dermatol. 2019; 46 (8): €280-¢281.

10. Cheng CY et al. Dermoscopic features | -linear-irregular vessels, arborizing vessels,

and differential diagnosis of sebaceous
carcinoma. J Dermatol. 2020; 47 (7):
755-762.

hairpin vessels, dotted vessels, corkscrew
vessels, coiled vessels, milky red areas (vessels
can be monomorphic or polymorphic, vascular
arrangement can be radial, centered, clustered or
unspecific)

-ulceration, crust, scale, purplish globules, white
structureless areas, white structureless areas,
milia-like cyst, white halo,

whitish-pink

perifollicular

area, yellowish  structure,

yellowish structureless area,

10



yellowish lobules/globules

11. Cheng CY et al. Pigmented sebaceous | -blue ovoid nests and bluish structureless areas
carcinoma: dermatoscopic features of a
new case. Eur J Dermatol. 2020; 30 (1):

58-60.

12. Pradhan S et al. Dermoscopic clues for | Yellowish inhomogeneous areas, polymorphous
sebaceous carcinoma arising in nevus | vessels, whitish superficial scaling,
sebaceous. Chin Med J (Engl). 2020; | erythematous lesion.

133 (17): 2121-2122.

13. Kawamura T et al. Dermoscopic features | -multiple ~ yellowish  dots with ~ whitish
of sebaceous carcinoma of the nipple. J | structureless areas.
Dermatol. 2021; 48 (7): €327-e328.

14. Arslan Z et al. A painless, solitary, | -polymorphous vessels, white-yellow
yellow-pink colored, vascularized, firm | structures, ulceration
nodule on the forehead. Indian J
Dermatol Venereol Leprol. 2021; 87 (6):

878-880.
15. Savoia F et al. -a pink background with milky-red areas,

polymorphic vessels with branching out of focus
vessels, white structures and a white crust at the

center of the nodule
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