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Cutaneous adenocarcinoma consists of primary and metastatic lesions. A majority of primary 

adenocarcinoma lesions originate in sweat glands. The category of malignant sweat gland 

tumours includes highly heterogeneous tumours [1]. 

Primary cutaneous cribriform carcinoma (PCCC), an extremely rare sweat gland carcinoma, was 

first described by Requena et al. [2] in 1988. In that report, the PCCCs were solitary skin 

nodules, commonly located on the extremities. Characteristic histopathological features of PCCC 

are anastomosing nests and cords of atypical tumour cells, resulting in a cribriform appearance. 

Rütten et al. [3] reported a series of PCCC cases and supported the description of Requena et al. 

[2]. In the Rütten et al. report, no patient with a known disease course had recurrence or 

metastasis of the PCCC lesions, and PCCC was suggested to have a favorable prognosis. 

Here we report a case of a rare solid variant of PCCC presenting as a small papule on the 

forearm. The lesion had been stable in size for more than 10 years. 

 

A 39-year-old Japanese female had a faintly reddish papule on the right forearm for more than 

10 years. At her initial visit, a sharply demarcated, hard, elastic, reddish papule of 5 mm in 

diameter was seen on the right forearm (figure 1A). Dermoscopic observations revealed an 

amorphous, white area in the center of the lesion (figure 1B). Simple resection of the lesion was 

performed. Histopathological observations of the resected specimen showed a mostly 

well-circumscribed, unencapsulated tumor composed of small nests and cords of tumour cells in 

the dermis (figure 1C). In the tumour, cystic areas with tubular and ductal structures were seen, 

although solid areas were predominant (figure 1D, E). In the superficial part of the tumour, nests 

of atypical tumour cells were embedded in desmoplastic stroma. Atypical tumour cells were 

more densely infiltrated in the lower part of the tumour than in the upper part. At the bottom part 

of the lesion, the tumour showed a pushing border, and in only a small area, some tumour cells 

had invaded the dermis. 

Immunohistochemical staining revealed the tumour cells to be positive for cytokeratin (CK) 5/6, 

CK7 (figure 1F), CA15-3, CA125 and c-KIT, and partially positive for S-100, p53 and p63. The 

tumour cells were negative for CK20, calponin, GCDFP15, mammaglobin, Mucin-1 (MUC1), 

estrogen receptor, androgen receptor and D2-40. The Ki-67 labeling index of tumour cells was 

5%. The tumour stroma was partially positive for SMA. 

Computed tomography (CT) and positron emission tomography/CT images showed neither 

lymph node metastasis nor distant metastasis. The breast, the head and neck regions, and the 

gastrointestinal tract were scrutinized thoroughly, but no abnormalities were detected. 
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From these findings, the tumour was diagnosed as a solid variant of PCCC. We performed total 

resection of the tumour primary site with a wide margin and sentinel lymph node biopsy in the 

right axilla. Neither residual tumour in the resected specimen nor sentinel lymph node metastasis 

was found histopathologically. Neither local recurrence nor metastasis has been seen for the 15 

months since the total resection. 

 

We diagnosed the present case as PCCC from the characteristic histopathological features, such 

as the unencapsulated but sharply demarcated mass of tumour cell strands and nests, which 

showed a solid and cribriform appearance with desmoplastic stroma, in the dermis. In addition, 

the diagnosis was supported by the immunohistochemical findings of positivity for CK5/6, CK7, 

CA15-3, CA125 and c-KIT, and negativity for CK20, calponin, GCDFP15, mammaglobin, 

Mucin-1 (MUC1), estrogen receptor and androgen receptor, which were consistent with previous 

reports [4, 5]. The fact that the present tumour was a small, non-aggressive dermal nodule in the 

arm was compatible with the diagnosis. 

 

Clinical observations of the previously reported PCCC cases in the literature indicate that PCCC 

behaves indolently [3, 6]. We think it may be questionable whether PCCC cases should still be 

classified as overtly malignant tumours/carcinomas. Indeed, in the present case, the patient had 

had the small lesion for more than 10 years and the tumour size had been stable during that long 

period. This case suggests that we cannot exclude the possibility of the rare primary cutaneous 

adenocarcinoma PCCC even in cases of non-progressive, stable, small dermal tumours and even 

though PCCC is a very rare malignancy. 
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Figure legends 
 
Figure 1. Clinical and histopathological features of the present tumour. A) A reddish papule of 5 
mm in size is seen on the extensor side of the forearm. B) Dermoscopic observation shows an 
amorphous white area in the center of the lesion. C) A resected sample of the tumour reveals a 
sharply demarcated tumour mass from the superficial to the deep dermis and shows a pushing 
border (arrows) into the surrounding dermis. The upper part of the tumour consists mainly of 
solid areas. D) In the lower part of the tumour, tubular and ductal structures of tumour cell nests 
and cords are predominant. E) Typical cribriform features are seen in the tumour cell nests 
located in the deeper part of the tumour. F) The tumour cells are positive for CK7. Hematoxylin 
and eosin stain (C-E), immunohistochemical staining for CK7 (F), original magnification x40 
(C), x100 (D), x400 (E), x200 (F). 
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solid areas. D) In the lower part of the tumour, tubular and ductal structures of tumour cell nests 
and cords are predominant. E) Typical cribriform features are seen in the tumour cell nests 
located in the deeper part of the tumour. F) The tumour cells are positive for CK7. Hematoxylin 
and eosin stain (C-E), immunohistochemical staining for CK7 (F), original magnification x40 
(C), x100 (D), x400 (E), x200 (F). 


