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ABSTRACT

Primary Cutaneous Mucinous Carcinoma is a rare skin adnexal tumor and it most commonly affects the 
eyelids. This tumor presents low clinical suspicion, since it can simulate several benign eyelid lesions, 
which often leads to incorrect diagnosis and treatment, resulting in a worse prognosis. The authors 
describe a case of Primary Cutaneous Mucinous Carcinoma that initially presented itself mimicking a 
Moll’s cyst and after 6 months of the initial evaluation had significant growth with loss of eyelashes. The 
anatomopathological and immunohistochemical studies revealed the diagnosis of Primary Cutaneous 
Mucinous Carcinoma of the eyelid. This case highlights the importance of recognition and correct 
diagnosis of this tumor with appropriate treatment and follow-up. Although rare and indolent, it presents 
a high risk of local recurrence and the possibility of regional or distant metastases.

RESUMO

O carcinoma mucinoso cutâneo primário é um tumor raro dos anexos cutâneos que acomete mais 
comumente as pálpebras. Este tumor apresenta baixa suspeição clínica, pois pode simular diversas 
lesões palpebrais benignas, o que muitas vezes leva a diagnóstico e tratamento incorretos, resultando 
em pior prognóstico. Os autores descrevem um caso de carcinoma mucinoso cutâneo primário que 
inicialmente se apresentou mimetizando um cisto de Moll e após 6 meses da avaliação inicial se 
demonstrou com crescimento significativo e perda de cílios. Os estudos anatomopatológico e imuno-
histoquímico revelaram o diagnóstico de carcinoma mucinoso cutâneo primário de pálpebra. Este 
caso destaca a importância do reconhecimento e diagnóstico correto deste tumor com tratamento e 
acompanhamento adequados. Apesar de raro e indolente, apresenta alto risco de recorrência local e 
possibilidade de metástases regionais ou à distância.

INTRODUCTION

Primary Cutaneous Mucinous Carcinoma (PCMC) 
is an extremely rare skin adnexal tumor, derived from 
sweat glands that produce extracellular pools of mu-
cin1. It was first identified by Lenox et al in 19522 
with approximately 350 cases reported in the litera-
ture so far3.

PCMC is most frequently located on the eyelids 
(38%) but may affect other sites on the face (20.3%), 
scalp (16%), and axilla (10%)4. It is characterized as 
a tumor of low grade of malignancy, presenting slow 
growth, without clinically distinctive features:5 it can 
simulate a chalazion, a papilloma, a simple cyst, a 
nevus, a pyogenic granuloma, hemangioma or other 
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types of neoplasm5. Despite being considered an in-
dolent tumor, its aspect may be mistaken for a benign 
pathology and the incorrect treatment can lead to 
poor prognosis since it has a recurrence rate between 
26%-40%5 and even a few regional and distant me-
tastases (11% and 3%, respectively)6.

Authors describe a case of PCMC of the eyelid 
that initially presented itself by mimicking a Moll’s 
cyst. Written informed consent from the patient was 
obtained for publication of the medical photography 
included in the article. The study adhered to the te-
nets of the Declaration of Helsinki and was submit-
ted to and approved by the Ethics Committee.

CASE REPORT

A 50-year-old white man was referred to the 
ophthalmology clinic due to the presence of a lesion 
on his right eye with six months of evolution. He had 
a history of well controlled systemic arterial hyper-
tension. Visual acuity was 20/25 in each eye and  
unremarkable slit-lamp exam. On the middle third of 
the right lower eyelid, there was a cystic lesion, mea
suring approximately 2-3 mm, suggestive of Moll’s 
cyst. There were two other lesions on the same eye-
lid, both with benign aspect, with approximately  
1-2 mm each: one temporal, pedunculated and ver-
rucoid, and the other one nasal, flat, with sebaceous 
appearance. The patient denied symptoms related to 
them. Preoperative exams were then requested for ex-
cision surgery.

The patient returned 6 months later and the mi-
ddle lesion had grown significantly, measuring 10 
mm, with loss of eyelashes and causing mild ectro-
pion. The two other adjacent lesions remained the 
same (Figure 1). An incisional biopsy of the midd-
le lesion was then performed, revealing a gelatinous 
substance (Figure 2 A-B), and the other two were ex-
cised completely. 

The anatomopathological examination confir-
med that the temporal lesion was a verruca vulgaris. 
During the excision of the nasal lesion, it fragmen-
ted due to its cystic nature, and only keratin lamellae 
were seen in microscopic examination. The midd-
le lesion consisted of a mucinous carcinoma, com-
posed by blocks of cohesive eosinophilic cells with 
low pleomorphism and low-grade nuclear atypia, 
embedded in lakes of mucin (highlighted by special 
stain Alcian Blue) (Figure 3 A-C). The immunohisto-
chemical analysis revealed that the tumor cells were 

Figure 1. Patient on the day of the first surgical intervention, 6 
months after the first evaluation: temporal pedunculated lesion of 
1-2 mm with verrucoid aspect; nasal lesion of 1-2 mm with sebaceous 
appearance; lesion in the middle third of the eyelid that presented 
significant growth compared to the first examination, with loss of 
eyelashes, measuring approximately 10 mm causing a mild ectropion.

Figure 2. (A) First surgical procedure (incisional biopsy) of the middle 
lesion on the right lower eyelid; (B) Incisional biopsy content.
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positive for cytokeratin AE1/AE3, while negative for 
CDX2 (clone EPR2764Y), CEA (clone Il-7), and S100 
(polyclonal). This panel in association with morpho-
logic findings favored a PCMC. 

About four weeks later, surgical enlargement 
of margins was performed with reconstruction by 
a Tenzel rotation flap. The excised lesion showed 
the presence of mucinous carcinoma with an in situ 
component, and surgical margins were free of lesion 
(Figure 3D). 

The patient was referred to the oncologist to ex-
clude the possibility of other neoplasms. Based on the 
American Joint Committee on Cancer (AJCC), eighth 
edition, the staging of the tumor was T1cN0M07. 
The patient has been followed for 6 months without 
signs of local recurrence or metastasis of the lesion.

DISCUSSION

PCMC is a rare low-grade malignant skin adne-
xal tumor with a predilection for eyelid involvement. 
There are divergences in the literature about its ori-
gin, being historically classified as an eccrine tumor, 
although some authors have demonstrated apocrine 
differentiation2.

Our case was a fifty-year-old white man and illus-
trates the epidemiological profile described in the li-
terature. PCMC occurs more commonly in men8,9, 
caucasian1, between the 5th and 7th decades of life8. 
However, there are some controversies in the litera-
ture, since some authors advocate that there is no sex 
predominance3.

Due to this variety of clinical presentations, the 
diagnosis of PCMC is almost always made on the ba-
sis of anatomopathological analysis5. It may present 

Figure 3. (A) HEMATOXILIN AND EOSIN (100X): first biopsy performed of the middle lesion: underlying a hyperplastic 
epidermis lies a mucinous carcinoma, characterized by cribriform blocks and small units of cells floating in fainting 
basophilic material; (B) HEMATOXILIN AND EOSIN (400X): the neoplastic cells show minimal pleomorphism 
and low-grade nuclear features, with eosinophilic cytoplasm; (C) ALCIAN BLUE (400X): the extracellular mucin is 
highlighted by the special stain Alcian Blue; (D) HEMATOXILIN AND EOSIN (400X): the specimen provenient from 
the enlargement of surgical margins showed an in situ component that corresponded to ductal in situ carcinoma of 
the micropapillary type. Here the contiguous basal cell layer is evident.
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clinically as a nodular, pigmented, painless lesion, 
and may be ulcerated, crusted or with telangiecta-
sia10, measuring 0.7-2.5 cm, with slow growth (with 
a duration of several months to several years)11. In 
our case, the lesion had a cystic aspect and mimicked 
a Moll cyst in the first evaluation. However, its rapid 
growth and loss of eyelashes raised the diagnostic 
hypothesis of a potential malignant lesion. 

Microscopically, PCMC is characterized by nests, 
strands or individual units of relatively monomor-
phous neoplastic cells floating in pools of mucin, 
which are compartmentalized by delicate fibrous sep-
ta3,12. In about 60-70% of the cases, an in situ compo-
nent - reminiscent of mammary intraductal prolifera-
tions - is seen3. Since the main differential diagnosis 
is metastatic adenocarcinoma or direct invasion from 
an underlying extra cutaneous neoplasm - mainly 
from the breast, gastrointestinal tract or ovary - fin-
ding an in situ component helps the pathologist to 
qualify the tumor as primary cutaneous. However, its 
absence does not preclude the diagnosis of PCMC. 
In such cases, a full clinical work-up is necessary 
and immunohistochemical examination can be helpful 
to establish the origin3,12. PCMCs typically express 
low-molecular-weight cytokeratin, EMA (epithelial 
membrane antigen), CEA (carcinoembryonic anti-
gen) and E-cadherin. S100 protein expression is va-
riable and they are CK7 positive and CK20 negative, 
in contrast to gastrointestinal lesions which charac-
teristically express this keratin3,12. Since PCMCs and 
many breast cancers are ER (estrogen receptor), PR 
(progesterone receptor) and GCDFP15 (gross cystic 
disease fluid protein 15) positive, these markers are 
not useful in the differentiation between them12. Tu-
mors appearing in the trunk are most likely derived 
from breast, while those arising in the eyelid are most 
certainly a primary lesion12. Our case lacked expres-
sion of CDX2, which is usually positive in gastroin-
testinal and ovarian mucinous carcinomas13, and 
showed an in situ component, making the diagnosis 
of PCMC more certain.

The treatment of this kind of tumor is surgical 
resection, because it is resistant to both chemothe-
rapy and radiation14. Although Mohs Micrographic 
Surgery (MMS) has been recommended as the tre-
atment of choice for conferring a lower rate of re-
currences15, direct excision also has good results15. 
Other authors have also reported good results with 
lower margins1,16. In a recent systematic review, only 
9.4% of 215 cases of PCMC were treated with MMS,  

while the majority was treated with traditional surgi-
cal excision (85.5%). Although the recurrence rate in 
this review was higher in the group treated with sim-
ple excision (34% versus 13% in MMS group), there  
was a bias of follow up (the MMC group was accom-
panied for a shorter time9). When performed by sim-
ple excision, the recommended margins are from 1 to 
2 cm17, but this is not always feasible, especially in 
eyelid tumors.

In our case, MMS technique was not available. 
Therefore, the tumor was excised with an additional 
3 mm margins from the initial scar and was conside-
red free of malignant cells on histologic exam. The 
patient had no recurrence in the 6-month follow-up.

Despite being rare and mostly of an indolent 
course, PCMC can be rather aggressive locally. The 
correct recognition of it is important to ensure effec-
tive treatment and adequate follow-up. 
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