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INTRODUCTION

Carcinosarcoma is a rare biphasic tumor made of two 
malignant components—the epithelial component 
and the stromal component [1-5]—also referred to as 
metaplastic carcinoma [6,7], with a male-to-female 
predominance. Carcinosarcoma affects elderly patients, 
appearing anywhere on the body [1,4-7]. The first case 
of cutaneous carcinosarcoma (CC) was described in 
1972 [8]. CC occurs in the head and neck, but mainly in 
the face, scalp [1], forearms, and all other sun-exposed 
areas of the body [7]. The tumor can grow slowly or 
increase rapidly in size [5]. The current recommended 
treatment of CC is complete surgical excision [1,9]. Its 
prognosis is poorly defined given its rarity: only 120 cases 
of CC have been reported in the literature [7]. We report 
a new case of a primary CC in a 78-year-old male patient.

CASE REPORT

A 78-year-old male presented himself with a right 
temporal tumor mass. A physical examination revealed 

an ulcerative and infiltrative tumor mass, large and 
extensive, eroding the right ear below. The physical 
examination was otherwise normal and there was 
no notable lymphadenomegaly. An imaging survey 
was normal outside the temporal tumor. Laboratory 
tests were within normal limits as well. The tumor 
mass was biopsied. A pathological examination led 
to the diagnosis of sarcoma. Therefrom, the patient 
underwent extensive surgical excision of the tumor and 
the right ear. A gross examination showed an ulcerative 
tumor, 10 cm in diameter, infiltrating the underlying 
skin layers. The right ear was eroded by the tumor in 
its upper portion. A large sampling was made, and a 
microscopic examination revealed a biphasic malignant 
proliferation. The tumor was made of two components: 
an epithelial and a mesenchymal. The epithelial 
component was made of nests of atypical basaloid 
cells with peripheral palisading (Fig. 1), reminiscent 
of the features of basal cell carcinoma. The nests 
were intermixed with the sarcomatous component, 
which was made of atypical spindle cells organized in 
a storiform pattern (Fig. 2). Immunohistochemical 
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staining showed a positivity of the tumor cells in the 
epithelial contingent for cytokeratin and a negativity 
for epithelial membrane antigen (EMA) and smooth 
muscle actin (SMA). The mesenchymal contingent 
showed a diffuse positivity for SMA and cytokeratin 
(Fig. 3) and a negativity for EMA.

The diagnosis of primary cutaneous basal cell 
carcinosarcoma was upheld. Surgical margins were 
clear. The patient is alive without recurrence after a 
12-month follow-up period.

DISCUSSION

Carcinosarcoma is a rare biphasic tumor [1-5]. The 
term carcinosarcoma was first proposed in 1864 [10]. 
Carcinoma affects elderly patients [1,5-7] and may 
develop anywhere on the body: in the skin, uterus, 
lung, or digestive tract [1,4,5]. The first case of CC 
was described in 1972 [8]. As far as we know, only 120 
cases of CC have been reported in the literature [1]. 
CC occurs in the head and neck, but mainly in the face 
and scalp, as in our case [1], as well as in the forearms 
and other sun-exposed area of the body [7]. The 
tumor can grow slowly or increase rapidly in size [5]. 
Its development in sun-exposed areas explains the 
existence of squamous dysplasia in areas adjacent to the 
carcinosarcoma, reminiscent, thus, of sun-induced skin 
damage [1]. The presence of such lesions may help if a 
metastatic origin is suspected. CC can be secondary to 
a carcinosarcoma of the gastrointestinal tract or bones. 
The skin is an infrequent site for gastrointestinal or 
bone cancer metastases but makes prognosis difficult 
if affected.

Morphologically, the tumor is biphasic and made of 
two adjacent or intermixed malignant components: 
the epithelial component and the heterologous stromal 
component [1]. Due to its heterogeneity, such a tumor 
necessitates large sampling not to misdiagnose it simply 
as a carcinoma or sarcoma. Cases of CC misdiagnosed 
as the spindle cell variant of squamous cell carcinoma 
or atypical fibroxanthoma due to insufficient sampling 
have been reported. Besides, it can be confused with 
differentials such as leiomyosarcoma, fibrosarcoma, 
and other mesenchymal malignancies, especially if the 
stromal component is predominant, as in the case of 
our patient [1].

The pathogenesis of carcinosarcoma has not yet been 
well understood [2]. The same chromosomal changes 
have been identified in both the stromal and epithelial 
components [7]. A study by Kwak et al. reviewed 11 cases 
of carcinosarcoma in Korean patients. The epithelial 
component stained positively for epithelial markers in 

Figure 2: Atypical spindle cells in the stromal contingent arranged in 
a storiform pattern (H&E, 10×).Figure 1: Atypical basaloid cells in the epithelial contingent arranged 

in cords, showing peripheral palisading reminiscent of the features of 
basal cell carcinoma (H&E, 10×).

Figure 3: Tumor cells in the stromal component with a marked diffuse 
positivity for cytokeratin antibody (H&E, 10×).
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all cases. The stromal component stained positively 
for epithelial markers in 63% of cases, as in our study, 
where the stromal contingent stained positively for 
cytokeratin [1]. These results were in favor of the dated 
hypothesis suggesting that the stromal component is a 
divergence of the epithelial component [7].

Surgical excision is the current recommended treatment 
for CC, but there are no well-defined sufficient surgical 
margins reported in the literature [1,9]. Excised tumors 
recur often [3]. 

Given the rarity of CC, its prognosis is poorly known [7]. 
However, a relatively better prognosis for the group of basal 
cell carcinosarcomas has been reported [3]. A study by Tran 
compared two groups of patients diagnosed with CC. The 
subdivision into groups was according to the histological 
type derivation of the epithelial component. In the first 
group, the epithelial component was of the epidermal 
type (squamous or basal malignant component). In 
the second group, the epithelial component was of 
the adnexal type (including spiradenocarcinoma and 
porocarcinoma). The conclusion was that the patients 
from the first group were older and had a better prognosis. 
In contrast, the patients from the second group were 
younger but a had poorer prognosis [5,6].

  CC is a rare and aggressive malignancy that develops 
in sun-exposed areas of the body, affecting elderly 
male patients. Cases of CC reported in the literature 
appeared mostly in the head and neck. Its pathological 
diagnosis is challenging because of its rarity. It can easily 
be misdiagnosed as a sarcoma or carcinoma especially 
due to insufficient sampling. In some cases, and despite 
large sampling, the diagnosis of CC remains challenging 
because one of the two malignant contingents—either 
epithelial or stromal—may be predominant and conceal 
the other, for which immunohistochemical staining 
may be of great help. Surgical excision with negative 
margins is recommended to prevent recurrences. The 
prognosis is not yet well-defined, given the limited 
number of cases studied in the literature so far.

Consent

The examination of the patient was conducted according to the 
principles of the Declaration of Helsinki.

The authors certify that they have obtained all appropriate patient 
consent forms, in which the patients gave their consent for images 
and other clinical information to be included in the journal. The 
patients understand that their names and initials will not be 
published and due effort will be made to conceal their identity, 
but that anonymity cannot be guaranteed.
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