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Case Letter

To the Editor:
A 41-year-old man presented to our dermatol-
ogy clinic with a recurrent asymptomatic nodule 
on the right cheek that had gradually increased 
in size over 1 year. The patient underwent laser 
excision at an outside facility 1 year after the first 
presentation. Pathology reports and tissue cultures 
from the excision were not available. The lesion 
recurred in the same location 6 months follow-
ing excision. The patient reported no history of 
pain, fever, cough, weight loss, or loss of appetite, 
and he denied any trauma or radiation to the 
affected area. Dermatologic examination revealed a 
2418-mm, slightly elevated, dome-shaped, trans-
lucent, pink-colored tumor with telangiectasia on 
the right cheek (Figure 1). There was no tenderness 
or pruritus. Clinical examination and extensive 
radiographic studies revealed no primary disease. A 
complete blood cell count, biochemical tests, and 
serous tumor markers were within reference range. 
The lesion was resected with a 2-mm margin. The 
margins were free of tumor cells. Histopathology 
showed a circumscribed tumor with large amounts 
of mucin compartmentalized by fibrous septa and 
scattered floating islands of tumor cells in the  
dermis. Small-sized glands were organized in  
some areas of the tumor cells (Figure 2). Epithelial 
tumor cell islands contained uniform oval nuclei  
and focally vacuolated cytoplasm. The tumor cells  
were positive for cytokeratin 7 (CK7) (Figure 3) and  
negative for cytokeratin 20 (CK20), carcino-
embryonic antigen, homeobox transcription  
factor (CDX2), villin, mucus-associated peptides of  
the thyroid transcription factor (TTF1), and 
prostate-specific antigen, all indicating a  
diagnosis of primary mucinous carcinoma of the  

skin (PMCS). No local recurrence, regional lymph 
node involvement, or distant metastasis was  
observed after resection.

Primary mucinous carcinoma of the skin is a 
rare malignant adnexal tumor. It was first described 
by Lennox et al1 in 1952 and was later given its 
name by Mendoza and Helwig2 through summa-
rizing clinical and histochemical characteristics 
based on the observation of 14 cases. A PubMed 
search of articles indexed for MEDLINE using the 
search terms adenocarcinoma, mucinous (Medical 
Subject Headings); mucinous adenocarcinoma 
(title/abstract); colloid carcinoma* (title/abstract); 
skin neoplasms (Medical Subject Headings); skin 
neoplasm (title/abstract); skin cancer* (title/abstract), 
and primary (title/abstract) revealed more than 
200 reported cases of PMCS. It usually is located in 
the head and neck region, with the eyelids being the 
most common site of presentation, but rare presen-
tations in the gluteal region, axillae, hemithoraxes, 
vulva, arms, and legs also have been reported.3-6 
Primary mucinous carcinoma of the skin mainly 
affects elderly patients (age range, 61–80 years), 
with men being affected more often than women. 
It often presents as a painless, solitary, nontender, 
sometimes ulcerated, translucent, white or reddish 
nodule. The tumors generally grow slowly with 
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Figure 1. A 2418-mm, slightly elevated, dome-shaped, 
translucent, pink-colored tumor with telangiectasia on the 
right cheek.
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high rates of local recurrence and rare chances of 
distant metastasis.7 Most metastases involve the 
regional lymph nodes and lungs, but rare cases  
of bone marrow and parotid gland metastases  
also have been reported.8 Because PMCS is an 
indolent tumor, which may be mistaken for  
a benign tumor, it is not always histologically 
examined on initial presentation. 

Primary mucinous carcinoma of the skin is char-
acterized histopathologically by floating epithelial 
cell nests in mucinous lakes. It is unknown if this 
neoplasm shows eccrine- or apocrine-type differ-
entiation. S-100 protein seems to indicate eccrine 
rather than apocrine differentiation.9 Misdiagnosis 
of PMCS is common, as it has an uncharacteristic 
gross appearance and may microscopically resemble 
cutaneous metastasis from a mucinous carcinoma 
of the breast, gastrointestinal tract, lungs, ovaries, 
or prostate. It is important to distinguish between 
metastatic tumors and PMCS because PMCS gener-
ally is more benign and has a better prognosis. A 
variety of stains have been reported as helpful in 
the diagnosis of PMCS, including CK7 and CK20, 
D2-40, p63, and others. In some reports, labeling for 
CK7 and CK20 was helpful in differentiating colon 
carcinoma from breast or skin malignancies but did 
not differentiate primary skin lesions from metasta-
sis of breast malignancies to the skin.10-13 Paradela 
et al5 proposed D2-40 as a reliable immunostain to 
detect lymphatic invasion in node-negative primary 
tumors. Kalebi and Hale11 and Ivan et al12 high-
lighted the importance of p63 in excluding metasta-
sis to the skin, particularly from the gastrointestinal 
tract, pancreaticobiliary tree, and lungs. 

Even though these factors may help in establishing 
the primary site of the tumor, a final diagnosis only 
can be drawn when the patient has been subjected 
to a thorough investigation. In our patient, clinical 
workup did not reveal other possible primary sites in 
other organs or evidence of metastasis from the skin 
lesion to other sites. Based on the histologic findings, 
the diagnosis of PMCS was made. 

The recommended treatment of PMCS var-
ies from standard excision to wide local excision 
including dissection of the regional lymph nodes. 
Alam et al14 reported that Mohs micrographic 
surgery may be appropriate for first-line ther-
apy because the procedure gives complete margin 
control and spares tissue. Immunohistochemistry 
should be used as an adjunct to routine hematoxy-
lin and eosin staining to aid in ensuring negative 
margins.15 Considering a high potential for recur-
rence following surgical excision, it is important 
to detect hormone receptors in this tumor because 
patients may be treated using antiestrogenic drugs 

such as tamoxifen. Moreover, recurrent or meta-
static PMCS is both resistant to radiotherapy and 
unresponsive to chemotherapy.3 Annual follow-up 
is recommended due to the potential for recurrence 
or metastasis.
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Figure 3. The tumor cells were positive for cytokeratin 7 
(original magnification 400).

Figure 2. Histopathology showed a circumscribed 
tumor with large amounts of mucin compartmental-
ized by fibrous septa that contained scattered floating 
islands of tumor cells in the dermis (H&E, original 
magnification 40).
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