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Abstract 

Clear cell hidradenocarcinoma is a malignant tumor of the sweat glands that represents less than 0.001% of the skin 

appendages malignant tumors. The original description is attributed to Keasbey and Headley in 1954. Its origin can be 

primary or it can be developed on a pre-existing benign neoplasm [1-3]. This neoplasm mainly affects male patients with 

an average age of 50. The most frequent topographic location is on the head followed by the neck and extremities [3]. In 

most of the cases, it is presented as a solitary tumor of a variable size of 1 to 5 cm, not well demarcated, either ulcerated 

or not. Typically, asymptomatic, slow growing and developing metastases approximately 60% within the first 2 years, the 

5-year survival rate, is less than 30% [3]. The diagnosis is confirmed by a histopathologic study. The treatment of choice 

is a surgical procedure with wide margins. Other alternatives are chemotherapy and radiotherapy [3].  
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Case Report 

     A 54-year-old male patient was seen for dermatosis 
located in the head on the parietal-temporal and left 
retroarticular region, which consisted on 2 exophytic 
neoformations of 13x13 cm and 12x10 cm of diameter 
respectively, that have a crateriform appearance, 
ulcerated, with dirty bottom, necrotic tissue in its surface, 
purulent exudate, erythematosus, smooth, bright, 
infiltrating edges with telangiectasia [Figures 1A and 1B]. 
The patient mentioned that the dermatosis was noted in 

2012, following a mild traumatic brain injury with the 
presence of a rapidly enlarged asymptomatic tumor.  
 
     The histopathological study revealed an infiltrating 
neoplasm with extension from the superficial dermis to 
the subcutaneous cellular tissue [Figure 2A], of epithelial 
origin formed by vacuolated clear cytoplasm pleomorphic 
cells with oval, irregular contour, notched nucleus and 
abnormal mitosis. There was a squamous component. The 
neoplastic cells were display in strands inside a mucinous 
lax stroma [Figure 2B] with perineural invasion. 
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Therefore, he was diagnosed with clear cell 
hidradenocarcinoma [Figure 2C].  
 
     The immune histochemistry test was positive to: 
epithelial membrane antigen, CD 10, an antibody 
associated with breast human carcinoma (BCA 225), 
cytokeratin 5/6, cytokeratin 7, p53 in 90% of the 
neoplastic cells and 30% of positivity to Ki 67. 
 
     Extension studies CAT, MR, PET–SCAN, performed in 
2012, exhibited the tumor located up to the subcutaneous 
cellular tissue. Treatment was initiated with cetuximab (5 
sessions) with no response.  
 
     In 2014, a PET- SCAN control was performed and it 
showed bone marrow infiltration to the inner sheet and 
no metastasis were found.  
 

 
 

Figure 1: (a) Neoformation in the left parietal-temporal 
and left retroarticular region.  

 

 

 
 

Figure 2: a) Neoplasm that extended from the 
superficial dermis to the subcutaneous cellular tissue 
with tubular- squamous pattern b) Strands of clear 
cytoplasm cells C) Perineural infiltration. 

 
     A palliative resection was made and chemotherapy and 
radiotherapy treatments, 8 months later the patient died 
due to meninges infiltration.  
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Discussion 

     Clear cell hidradenocarcioma is a malignant tumor of 
the skin appendages with a great degree of malignancy 
and high a potential for metastasis. It have been reported 
less than 100 cases in the world, it can be the result of a 
benign neoplasia mainly from nodular hidradenoma or de 
novo hidradenoma, in the secretory part ducts of the 
sweat ecrine or apocrine glands [1-3].  
 
     The diagnosis is complex and through the years it has 
received different denominations, including: clear cell 
papillary carcinoma, clear cell malignant hidradenoma, 
malignant eccrine acrospiroma, malignant eccrine 
carcinoma, clear cell eccrine carcinoma, nodular 
hidradenocarcinoma, malignant eccrine hidradenoma, in 
1998 Geisse and McCallmont suggested the term Clear 
Cell Hidradenocarcinoma which is as we refer to it 
currently [3,4]. 
 
     The clear cell hidradenocarcinoma is clinically 
manifested in the form of a solitary tumor of a variable 
size between 1 to 6 cm of diameter, not well demarcated, 
red, ulcerated or not, asymptomatic, slow-growing and 
suddenly with a rapid increase in the volume [5,6]. Manly 
affects male patients, with an average age of 50. The most 
frequent topographic location is in the head followed by 
the thorax, neck and extremities. Also it has been 
described in lip, eyelid, vulva and in the anogenital region 
[5-10]. 
 
     It is a recurrent aggressive tumor with metastasic 
capacity mainly to the lymph nodes, lungs and bones. Less 
often in: spleen, liver, pleura, pericardium and 
myocardium [11-14]. 
 
     Histologically is a multilobuled intradermal neoplasm 
formed by solid or solid-cystic islets, wherein tubular 
differentiation can be identified, the silhouette is irregular 
and asymmetric with invasion of nearby structures, 
without any connection with the epidermis [11-14]. 
 
     It has several types of cells: clear, pale, squamous, 
polygonal or mucinoses. The clear or pale cells owe their 
morphology to the abundant glycogen content in its 
cytoplasm. The squamous cells present a wide, 
eosinophilic, of a granular appearance cytoplasm and 
sometimes laid out in a whirlpool formation. The 
mucinous cells are generally limited and are located 
preferably in the luminal edge of the tubular structures, 
show a wide cytoplasm, of a basophilic and granular 
appearance [13-15]. 
 

     In some areas, the cells that coat the tubules are display 
in a double row, with columnar cells that show secretion 
due to decapitation in the luminal edge and cuboidal cells 
in the peripheral row.  
 
     The malignancy indicators are cellular pleomorphism, 
atypical cells, an intense mitotic activity, angiolymphatic 
and perineural invasion, loss of circumscription, scattered 
growth pattern, depth of the extension, necrosis, clefts 
between the tumor and stroma [13-15]. Positivity was 
found in the immunohistochemistry to the 
carcinoembryonic antigen (CEA), epithelial membrane 
antigen (EMA), cytokeratins (CK AE1/3+, CK5/6+, CK19, 
CAM5.2), in a lower frequency for estrogenic receptors, 
GCDFP-15, protein S-100 and Her-2/neu (human 
epidermal growth receptor 2) related with metastasis, 
intense positivity expressed in large percentage of 
neoplastic cells for Ki 67 y p53 [16,17]. 
 
     The differential diagnoses include primary skin tumors 
with follicular differentiation, sebaceous or sweat glands 
differentiation. As well as renal, lung and hepatic 
metastasic carcinoma.  
 
     Due to the fact that the hidradenocarcinoma is 
extremely rare, a clinical guide does not exist to approach 
it. A wide surgical resection with margins between 3 to 5 
cm is suggested. However, the rates of a local recurrence 
are of 10% to 50%. Mohs surgery has the lowest 
recurrence rate in large tumors [18,19]. 
 
     Adjuvant therapy includes 5-fluorouracil as first line 
treatment (425mg/m2/day 1 to 5 days); the second line is 
doxorubicin: (75mg/m2 1 day) and cisplatin (100mg/m2 1 
day). Radiotherapy is used as an adjuvant treatment in 
the adjustment of the tumors with positive margins, in the 
complete resection of large tumors, recurrent and with an 
invasion to the lymph nodes [19,20]. 
 
     Recently, the anti-Her-2/neu therapy (trastuzumab) 
has been used in patients with metastases, with 
satisfactory results. 
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