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Introduction

Anal duct cancer account for 4% of all lower gastrointestinal 
(GI) tract neoplasia [1]. Malignant anal lesions can be divided in 
two categories: those that affect the anal margin and those that 
comprise the anal canal [2]. Both are frequently associated with 
Human Papillomavirus (HPV) infections; however, in rare cases 
tumors can be found in the anus, such as, soft tissue tumors, 
which constitute less than 0.1% of colon and rectal tumors 
[1,3]. Within this rare heterogeneous tumors, the epithelioid 
sarcoma (ES) constitutes less than 1% of all soft-tissue sarco-
mas; ES is characterized by its slow growth, predominance in 
young male adults, the tendency to originate in extremities and 
its resistance to chemo and radiotherapy. There is a poorly de-
scribed proximal variant, that affects the trunk, pelvis, perine-
um and genitalia, which comes with a worse prognosis for its 
lack of histological differentiation, aggressive behavior, high re-

currence rate and lymphatic spread causing metastasis to the 
lungs [4,5]. We present the case report of a 71-year-old male 
with an proximal epithelioid sarcoma of the anal canal which 
was successfully removed.

Case report

A 71-year-old male with a protruding indurated and bleeding 
mass in the anus, with initial diagnosis of external hemorrhoidal 
disease, was admitted to the emergency department of Dalinde 
Medical Center in Mexico City after a month of abundant rec-
torrhagia, clots after every evacuation, accompanied by intense 
anal pain. On digital rectal examination, a posterior anal sphinc-
ter induration that extended to the puborectal muscle, was not-
ed. A subsequent anoscopy was performed, noticing a throm-
bosed right posterior hemorrhoidal bundle with an underlying 
tumor, involving the internal anal sphincter and puborectal 
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muscle. Hemorrhoidectomy was performed and the tumor was 
removed; a transoperative anatomopathological exam exhibit 
four perianal skin biopsy fragments, the largest being of 2.1 X 
1.5 X 0.7 cm and of 0.6 X 0.5 X 0.3 cm the smallest. The latter 
being positive for the immunohistochemical marker: cytokera-
tin AE1/AE3 and negative for HMB - 45, Melan-A, CD34, Desmin, 
ERG and INI-1, integrating the microscopic diagnosis of a proxi-
mal ulcerated epithelioid sarcoma, histologic grade 3 (NaCLF) 
with positive margins and tissue necrosis.

Afterwards, the patient was referred to the oncology ser-
vice, performing traditional abdominal and perineal resection 
with left colostomy. A 33.5 cm long by 4.1 cm diameter piece 
was obtained containing anal margin, mesorectum, rectum and 
distal portion of sigmoid colon, along with 15 perirectal lymph 
nodes. The anatomopathology study identified the tumor in the 
anal canal measuring 5.5 X 4.5 cm, with an ulcerated surface, 
lobed and digitiform areas (Annex 2). It was also reported the 
infiltration of neoplasic cells from dermis to striated muscle of 
the anal canal with proximal, distal and radial free margins of 
26.5 cm, 1.5 cm and 0.5 cm margin respectively (Annex 3). Peri-
rectal nodes were reported with mixed hyperplasia. In the post-
operative care unit, analgesics, low molecular weight heparinic 
(LMWH) and double antibiotic scheme was given. The patient 
showed a favorable evolution, presenting evacuations by colos-
tomy on the third day; however on the fifth day, it was required 
a red blood cell transfusion due to severe anemia with hemo-
globin 8 mg/dL. Patient was discharged on the sixth day.

Diagnosis

Patients with epithelioid sarcoma display a great variety of 
non-specific symptoms such as: constipation, diarrhea, rectal 
pain, tenesmus, loss of weight and rectal bleeding. The latter, 
combined with its low incidence, makes this a diagnostic chal-
lenge. Therefore, imaging studies play a crucial role in the evalu-
ation of this group of tumors [1,3,4].

Computed tomography (CT) and magnetic resonance imag-
ing (MRI) have been proposed as equally specific and sensitive 
to evaluate soft tissue tumors. Thus, it has been shown that us-
ing both does not increase accuracy of the diagnosis [3].

Sigmoidoscopy and colonoscopy with biopsy are the diag-
nostic go to methods of choice. In addition, the entire colon 
should be evaluated due to the common presence of synchro-
nous tumors [1,3]. Endoscopic rectal ultrasound is a very useful 
tool for inconclusive tumors (ie submucosal tumors) biopsied 
by colonoscopy. Finally the definitive diagnosis of these tumors 
must be done histopathologically, being positive for immuno-
histochemical epithelial and mesenchymals markers such as 
vimentin, cytokeratin and CD34 characteristic of epithelial sar-
comas [1,3,6].

Treatment

The standard curative treatment for soft tissue tumors is sur-
gical excision, being the local wide excision the most frequently 
performed [1,4,5]. Transanal excision should be reserved for 
tumors with benign characteristics, such as: smaller than 3 cm 
and located more than 8 cm from the anal margin. For lower 
rectum neoplasia, the minimum margin needed to preserve 
the anal sphincter is 2 cm, on the contrary, as presented in this 

case, where there was sphincter involvement per se abdomino-
perineal resection (APR) is of choice [1]. Variants of this surgical 
procedure are selected according to the lateral extension of the 
excision and the structures to be removed. Traditional extra-
sphincteric APR consists of resection of the distal colon, rectum 
and mesorectum, anal canal and anal margin with subsequent 
colostomy [8]. Follow-up is done with CT every 3-6 months in 
the first 2-3 years after the surgical excision; thereafter, every 6 
months for 2 years and then annually.

Discussion

Anal malignant and potentially malignant lesions are rare 
and in most cases are associated with HPV infection [1]. For the 
study of anal lesions, the anus is divided into two regions: the 

Figure 1: Perianal skin replacement is exhibited by malignant mes-
enchymal neoplasm infiltrating dermis and subcutaneous cellular 
tissue.

Figure 2: Tumor in the anal canal measuring 5.5 x 4.5 cm, with ul-
cerated surface, lobed and digitized areas.

Figure 3: Infiltration of neoplasia from dermis to striated anal canal 
musculature was reported having proximal, distal and radial free 
surgical edges with 26.5 cm, 1.5 cm and 0.5 cm margin respec-
tively.
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anal margin and the anal canal. Malignant lesions of the anal 
margin include: squamous cell carcinoma, carcinoma of basal 
cells, verrucous carcinoma and Kaposi’s sarcoma, on the other 
hand, premalignant lesions include: Paget’s disease, Bowen’s 
disease and leukoplakia. Malignant lesions of the anal canal 
include: epidermoid carcinoma with its different subclassifi-
cations: squamous cell, basaloid, basosquamous, epithelioid, 
transitional and mucoepidermoid, melanoma, adenocarcino-
mas and soft tissue tumors [1,2].

Within soft tissue tumors, Sarcomas represent 1-2% of all 
solid neoplasms; their origin can be anywhere, however it is 
frequent to locate them in extremities (59%), followed by the 
trunk (19%), retroperitoneum (12%) and head and neck (9%), 
leaving 1% for other locations [1,5].

Within soft tissue sarcomas, it exists a subclassification of 
undifferentiated sarcomas, which have an uncertain or non de-
finitive histological origin, so they are catalogued according to 
the tissue’s predominant cell morphology [7].

Epithelioid sarcoma is an histological subtype part of this 
heterogeneous group of soft tissue tumors and constitute 1% 
of it, in addition to being classified as malignant [4,6]. Just like 
any other sarcoma its usual location is the extremities; how-
ever, there is a proximal variant, which has a worse prognosis 
with higher recurrence rate and it can be distinguished by its 
location: in the trunk, pelvic region, perineum and genitals, in 
addition to having a rhabdoid cell morphology compared to the 
classic, with appearance of granulomatous tissue and spindle-
shaped cells among other histopathological characteristics [1, 
4].

Both epithelioid sarcoma variants are clinically manifested 
as painless slow growing masses. It has been reported to affect 
predominantly male individuals between 23 and 40 years old, 
and are mostly reported to be located in the extremities. They 
are prone to spread via the lymphatic and show little response 
to chemotherapy and radiotherapy, being the only treatment 
radical surgical resection. They have a survival rate of 50-65% 
in five years [4,6].

Conclusion

Epithelioid sarcoma belongs to the heterogeneous group of 
soft-tissue tumor which have an extremely low prevalence. Its 
diagnosis and, even more, its treatment, which involves surgery 
with high morbimortality as abdominoperineal resection, are 
complicated so it is necessary to have an interdisciplinary group 
which ensures that the patient is given an accurate diagnosis, 
timely treatment and, of course, strict monitoring that gives the 
patient the best possible prognosis.
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