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ndifferentiated pleomorphic sarcoma (UPS) 
formerly known as malignant fibrous 
histiocytoma is an aggressive and high grade 

soft tissue sarcoma (STS). Mesenchymal stem cells are 
more probably the origin of the tumor [2]. The exact 
pathogenic mechanisms are still unknown, presenting 
various potential cellular backgrounds, mutational 
characteristics and altered signaling pathways. [3] 
According to the World Health Organization (WHO) 
4th edition of the Classification of Soft Tissue and 
Bone Tumors, there are over 100 different histological 
subtypes of soft tissue tumors, most of them are STS, 
each with unique prognostic, clinical, and therapeutic 
features. Considering all STS  in adults, the most 
common histotypes include liposarcoma, 
leiomyosarcoma, and undifferentiated pleomorphic 
sarcoma (UPS), the last one representing 11% of them.  
[6] 

UPS usually presents as an asymptomatic, 
uncomplicated, rapidly growing cutaneous or 
subcutaneous nodule without superficial coetaneous 
abnormalities. The internal, intrathoracic and intra-
abdominal UPS may present with mass effect or 
constitutional symptoms. [2] 

The choice of theraphy for progressive, 
morbid, or symptomatic disease depends on the site of 
origin. For those originating in an intraabdominal, 
retroperitoneal, or pelvic region, the NCCN panel 
recommends systemic therapy or surgery (if it is 
resectable). RT and ablation procedures should be 
avoided at such sites. [7]  
 

 
 
 
 
 
 
 
 
 
 
 
 
 
Case report 
 

A 53 year old female patient, with no 
significant family history, personal pathological 
history: Neurofibormatosis under study, denies 
alcohol, tobacco or drug use, denied allergies, surgical 
history: 2 cesarean sections, 1 curettage, bilateral JJ 
catheter placement for obstructive uropathy and 
hemorrhoidectomy secondary to hemorrhoidal 
thrombosis.  

Her current illness began after presenting with 
hemorrhoidal thrombosis, there for an emergency 
hemorrhoidectomy was performed. The patient 
reported significant weight loss, a digital rectal 
examination was performed finding of an exophytic 
lesion on the posterior face 3-4 cm from the anal 
margin, there fore a biopsy was taken and a 
colonoscopy was performed (Fig 1) in which a friable 
4 cm exophytic lesion was observed, bleeding upon 
passage of the colonoscope, extending from 4 to 6 cm 
from the anal marging, which compromised 70% of 
the circumference of the mucosa and 70% of the 
lumen, a histopathological report of intermediate – 
grade undifferentiated sarcoma (Fig 2), a CT scan was 
performed on 13/11/23 where a tumor limited to the 
rectum is seen extending to the 1/3 of the vagina with 
no distant lesions, there for it was decided to offer 
surgical treatment. 
 
 
 

U

Background: Sarcomas are malignant tumors that originate from 
mesenchymal tissues, they represent 1% of malignant tumors in adults, 28% 
of these are represented for differentiated pleomorphic sarcoma that is used 
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Figure 1. A) Axial CT slice at the level of the rectum dated 
November 13, 2023; B) Axial CT slice at the level of the rectum 
dated October 2, 2024. 

Surgical Procedure and Postoperative Course 
 

Under general anesthesia and in the supine 
position, an extra-sphincteric abdominoperineal 
resection was performed in collaboration with the 
surgical oncology team. Due to tumor involvement of 
the upper third of the vagina, a hysterectomy with 
resection of the upper third of the vaginal wall was 
carried out. A terminal colostomy was fashioned. The 
postoperative course was uneventful, and the patient 
was discharged in stable condition. 

Macroscopic examination of the resected 
specimen revealed: Rectum – surgical specimen 
measuring 22 x 8.5 x 5 cm, with an incomplete 
mesorectum. A 5 x 5 cm tumor with irregular borders, 
firm consistency, and areas of necrotic appearance was 
observed. 

Histopathologically, the tumor was identified 
as a poorly differentiated malignant neoplasm with 
epithelioid and sarcomatoid morphology. The 
mesorectum was incomplete due to macroscopic tumor 
perforation. Muscular invasion, lymphovascular 
invasion, and perineural invasion were present. 
Resection margins were free of neoplasia. Seventeen 
lymph nodes were retrieved. Pathological staging was 
pTNM: T2, N2b. Immunohistochemistry for CK7, 
CK20, CD117, CDX2, ML, and P63 was negative. 

Follow-up was conducted through outpatient 
consultation. At five months postoperatively, the 
patient presented with a locoregional recurrence in the 
intergluteal cleft. A soft tissue ultrasound revealed 
perianal lymphadenopathy with vascularity. A 
contrast-enhanced CT scan performed on October 2,  
 

 
Figure 2. A) Axial CT slice at the pulmonary level dated 
November 13, 2023; B) Axial CT slice at the pulmonary level 
dated October 2, 2024 

 

 
Figure 3. A) Axial CT slice at the hepatic level dated November 
13, 2023; B) Axial CT slice at the hepatic level dated October 2, 
2024 

2024, reported an exophytic rectal mass measuring 
106 x 86 x 108 mm (Fig. 3), along with multiple solid 
lesions consistent with pulmonary and hepatic 
metastases (Figs. 4 and 5), and interaortocaval and 
bilateral inguinal lymphadenopathy. 
 
Discussion 
 

The undifferentiated pleomorphic sarcoma 
(UPS) —formerly known as malignant fibrous 
histiocytoma, is a high-grade aggressive soft-tissue 
sarcoma (STS). Mesenchymal stem cells are the most 
likely origin of the tumor, instead of histiocytes as 
previously thought. It can affect soft tissues, bones, 
retroperitoneum, and metastasize to several organs. 
The earliest reports suggested it was the most common 
soft-tissue sarcoma (STS) in the adult population.  
Histopathology examination is essential for the 
diagnosis of UPS. The core needle technique is 
preferred over open incisional biopsy for initial 
evaluation. The definitive diagnosis of UPS is 
confirmed by excluding other malignancies with a 
panel of immunohistochemical markers [2].  

GI sarcomas may be detected incidentally or 
present with abdominal pain, GI bleeding, anemia, or 
an abdominal mass. Magnetic resonance imaging 
(MRI) is the best-suited method for evaluating soft 
tissue tumors for its excellent tissue resolution and the 
characteristic findings have particular diagnostic value 
in cystic diseases. The lungs are the most common site 
of metastasis. Therefore, chest CT is recommended for 
evaluating pulmonary metastatic diseases [4]. 

Radical surgery is the primary treatment for 
UPS in the colorectum. However, UPS in the 
colorectum often has exogenous growth that infiltrates 
the surrounding tissues. Therefore, extensive or radical 
excision will not prevent possible local recurrence or 
distant metastasis. The effects of postsurgical 
chemotherapy or radiotherapy are still unclear. UPS in 
the colorectum is a rare malignant tumor with a poor 
prognosis and unknown pathogenesis. Nearly half of 
the patients with UPS died of postoperative 
recurrences or metastasis. The primary treatment for 
UPS is early complete resection of the tumor. 
Adjuvant radiotherapy and/or chemotherapy can be 
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attempted after the surgery with individual efficacy. 
[5] 
 
Conclusion 
 

Anorectal soft tissue tumors (ARSTs) are a 
heterogeneous group of rare neoplasms that range 
from aggressive malignant tumors to benign but 
symptomatic lesions located in an anatomically 
complex region. ARSTs account for approximately 
1% of all tumors of the small and large intestines and 
represent less than 0.1% of malignant neoplasms of 
the colon and rectum [8]. As such, generating high-
quality evidence for their management remains a 
challenge. 

Undifferentiated pleomorphic sarcoma (UPS) 
of the colon and rectum is an uncommon malignant 
tumor with a poor prognosis and an unclear 
pathogenesis. Nearly half of patients with UPS die 
from postoperative recurrence or metastatic disease. 
Radical surgery remains the mainstay of treatment for 
UPS in the colon and rectum. However, UPS 
frequently demonstrates exophytic growth with 
infiltration into surrounding tissues, and thus even 
extensive or radical excision may not prevent the 
possibility  of local recurrence or distant metastasis. 
The role of adjuvant chemotherapy or radiotherapy 
remains uncertain. 
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