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We report a case of primary adenoid cystic car-
cinoma of the skin in a 44-year-old Brazilian man 
that was present for 6 years with no metastasis. It 
is a rare malignant neoplasm of the eccrine gland. 
Metastases have been found in a few cases, usu-
ally to the lungs or lymph nodes. This neoplasm 
microscopically presents with large nests of cells 
with adenoid or cribriform features and many epi-
thelial small solid islands. Histopathologic analy-
sis is necessary for diagnosis. 
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Primary adenoid cystic carcinoma of the skin 
was first described by Boggio1 in 1975. It is 
an eccrine gland carcinoma characterized by  

indolent and progressive growth, firm consistency, 
poorly defined limits, and intradermal or subcutane-
ous location.2 It occurs most often on the scalp and 
affects middle-aged patients with a female predilec-
tion. Its size varies from 0.5 to 8 cm. Local recurrence 
occurs in nearly 50% of cases.2 Microscopic features 
are identical to salivary gland neoplasms. Metastasis 
to the lungs or lymph nodes has been reported in 
approximately 20% of cases of primary adenoid cystic 
carcinoma of the skin.2-9 

Case Report
A 44-year-old Brazilian man presented with a 
nodular lesion on the left thigh. The lesion started as 
a papule but slowly and progressively enlarged. Over 
6 years it became a large tuberous nodular lesion on  
the proximal and internal region of the left thigh  
measuring 12310 cm with ulcerative and vegetating 
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Figure 1. A tuberous nodular lesion on the posterior 
aspect of the left thigh. 
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areas (Figure 1). He described local pain and bleed-
ing following small traumas. He did not report fever, 
chills, dyspnea, or weight loss. Peripheral lymph 
nodes were not palpable. Examination of the salivary 
gland revealed no abnormalities. The erythrocyte 
sedimentation rate was within reference range. Chest 
radiograph, abdominal and pelvic ultrasonography, 
and computerized tomography of his left thigh and 
groin showed no alterations.

Biopsy results revealed a cribriform pattern with 
nests and sheets of epithelial cells in the reticular 
dermis with multiple cystic spaces of several sizes. 
Epidermal hyperplasia was observed. The papillary 
dermis showed no involvement (Figures 2 and 3). 
The nuclei were large, vesicular, and piled up in 
some areas. Periodic acid–Schiff stain delineated the 
cystic spaces and secretory material. Immunohisto-
chemical analysis supported the diagnosis. Carcino-
embryonic antigen marked the cystic cavities and 
secretory material (Figure 4). Immunoperoxidase 
staining for S-100 protein marked almost the total-
ity of cells, favoring the eccrine origin though not 
specific. High-molecular-weight cytokeratin diffusely 
marked most epithelial cells, sharply delimiting the  
ductal structures.

The clinical differential diagnosis included 
Buschke-Löwenstein tumor, and the histologic dif-
ferential diagnosis included adenoid basal cell car-
cinoma. The tumor was excised with 1-cm margins 
of normal-appearing skin. The patient was consulted 
every 8 months without any recurrence in the last  
3 years. 

Comment
Primary cutaneous adenoid cystic carcinoma of the 
eccrine gland is an uncommon neoplasm, but metas-
tasis of salivary gland adenoid cystic carcinomas are 
relatively frequent in the skin.9 The diagnosis of this 
cutaneous adnexal tumor cannot be done on a clinical 
basis; histopathologic study is mandatory. The typical 
histologic presentation consists of nests of epithelial 
cells in the reticular dermis with cribriform features, 
which renders the diagnosis feasible by experienced 
pathologists on hematoxylin and eosin–stained sec-
tions. This tumor should be distinguished from the 
adenoid basal cell carcinoma; as a result, immuno-
histochemical analysis is useful to prove the eccrine 
origin of the tumor. Perineural invasion, which is 
related to an increase in recurrence rate,1,4,5,7,8 was not 
observed in our patient. 

Primary adenoid cystic carcinoma of the skin is 
microscopically composed of large nests of cells with 
adenoid or cribriform features and many epithelial 
small solid islands. Cribriform nests present with  
2 kinds of cystic spaces: pseudocysts and true glandular 

Figure 2. Numerous nests of epithelial cells with multiple 
cystic spaces characterizing a cribriform morphology. 
There was no involvement of the epidermis and papil-
lary dermis (H&E, original magnification 340).

Figure 4. Cystic cavities and secretory material marked 
by carcinoembryonic antigen (immunoperoxidase tech-
nique)(original magnification 340).

Figure 3. A cribriform pattern consisting of groups of 
cuboid cells with multiple foci and cystic differentiation 
surrounded by hyalinized dermis (H&E, original magnifi-
cation 3100).
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 lumens.10 Perineural invasion was observed in several 
described cases.11 The adenoid and cystic spaces con-
tain pale-staining mucin, which in some cases is hyal-
uronidase sensitive.12 Wick and Swanson13 reported 
that microcyst content reacted with the Alcian blue 
staining (pH 0.5 and 2.5) and was resistant to hyal-
uronidase digestion.

In our patient, the tumor slowly grew. Although 
the average tumor size is approximately 3.2 cm2, our 
patient’s tumor reached great dimensions (12310 cm).
A detailed investigation of the oral mucosa was done 
to exclude primary salivary gland carcinoma. Lung and 
lymph node metastases were investigated through chest 
radiograph, abdominal and pelvic ultrasonography, 
and computerized tomography. The patient underwent 
extensive resection with 1-cm margins of normal-
appearing skin as recommended11 and was observed 
every 8 months for 3 years without any recurrence. 

Conclusion
Primary adenoid cystic carcinoma is an eccrine gland 
carcinoma that shows slow but usually progressive 
growth. Lung or lymph node metastasis occurs in 
approximately 20% of cases and local recurrence in 
nearly half. It is important to make an early diagno-
sis and treat these patients precociously to prevent 
metastasis and avoid extensive resections, thus result-
ing in a better prognosis for patients.
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