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            Abstract

            
               
Primary pleomorphic liposarcoma of the chest wall is a rare entity. Most of the reported cases of the chest wall liposarcomas
                  are low grade, well differentiated with mediastinal extension. Majority of these develop from a subcutaneous lipoma. Complete
                  surgical resection is the preferred treatment modality. The beneﬁt of adjuvant radiotherapy or chemoradiotherapy for these
                  tumors is a subject of debate. We report, an unusual case of high grade primary pleomorphic subtype of liposarcoma in a 50-year-old
                  male presenting with a painful swelling in the anterior thoracic wall extending into the pleura but without any mediastinal
                  involvement or distant metastasis.
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               Introduction

            Sarcomas are rare entities comprising 1% of all malignant tumors in adults. Being mesenchymal in nature they commonly develop
               in skin, fat, muscle, blood vessels, fibrous or nerve tissues. 1 Sarcoma of the chest wall is even rarer entity contributing to 10-15% of these tumor. 1 Pleomorphic liposarcoma is an aggressive adipocytic sarcoma of bone or soft tissues clinically presenting as swelling, pain,
               pathological fracture and occasional systemic features. These are characterized by high local recurrence and significant metastasis.
               Diagnosis is supported by chest radiograph and computed tomography scan. 1 Immunohistochemistry is quite important in differentiating these tumors from other tumors in view of confusing pathological
               picture at times. The management approach includes wide surgical resection of tumor with tumor-free margins followed by skeletal
               reconstruction and soft tissue coverage. 2 Like most cancers, the incidence of liposarcoma increases with advancing age, and subtotal resection can be considered a
               palliative surgical procedure. Herein, we present a case of pleomorphic liposarcoma of anterior chest wall which was diagnosed
               as a desmoid tumor during pre-surgical work-up. Immunohistochemistry revealed its true nature.
            

         

         
               
               Case 
               Report
               
            

            A 50-year-old non-smoker male farmer presented to the outpatient department with complaint of a swelling over right anterior
               chest wall for past 2 months. The swelling was gradually increasing in size, associated with dull aching pain. There was no
               history of breathlessness, cough, hemoptysis, fever, weight loss or trauma. On clinical examination, the patient had pulse
               rate of 82 beats per minute, blood pressure of 110/70 mm Hg, with a respiratory rate of 18/minute he was maintaining an oxygen
               saturation of 97% on room air. Chest examination revealed a swelling in right lower anterior chest wall measuring 3cmX2cm
               (Figure  1). Swelling was hard, non-tender, non-fluctuant in nature with normal overlying skin. Rest of respiratory system examination
               revealed no abnormal findings.
            

            Chest radiograph showed a homogeneous shadow involving the soft tissue on the right without any parenchymal or skeletal structure
               involvement (Figure  2). The CT scan of chest showed a soft tissue density lesion in the anterior chest, there was no evident destruction/erosion
               in the adjacent ribs. Abnormal mediastinal nodes were not detected (Figure  3, Figure  4). USG abdomen ruled out presence of any synchronous mass, organomegaly or lymphadenopathy. FNAC done from chest wall mass
               showed benign spindle shaped cells with few round to oval cells giving an impression of benign spindle cell lesion. However
               tru-cut biopsy from the mass revealed spindle cells in fascicles with hyperchromatic pleomorphic nuclei suggestive of deep
               musculoaponeuritic fibromatosis (desmoid tumor). Wide local excision of chest wall tumor was done under general anesthesia
               and sent for histopathological examination (Figure  5).
            

            Histopathology revealed predominant spindle shaped cells with plump nuclei & conspicious prominent nucleoli. There was presence
               of atypical mitosis, bizarre cells, tumor giant cells and numerous mitotic figures (Figure  6) Necrosis and hyalinization were seen extensively. Tumor cells were positive for Vimentin and CD68 and negative for CD-34,
               S-100, SMA, Desmin, AE1/AE3 and D-240 all suggestive of pleomorphic liposarcoma.
            

            Patient’s postoperative course was uneventful. Patient was referred to Oncology where he received radiation therapy. A written
               consent was taken from the patient for utilizing his clinical data and investigations.
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               Discussion

            Liposarcoma is the second most common type of soft tissue sarcoma and accounts for approximately 15–20% of all reported sarcomas.
               1 Pleomorphic liposarcoma represents the rarest of lipomatous malignancies, accounting for no more than 5% of all liposarcomas.
               3 It slightly predominates in men, most frequently involving the lower extremity, particularly the thigh, followed by the upper
               extremity and the retroperitoneum. 4 Unusual sites include the mediastinum, paratesticular area, scalp (and other subcutaneous sites), abdominal cavity, pelvic
               cavity, orbit, and thorax. 5, 6 Nearly 70% of primary chest-wall soft-tissue sarcomas are low grade, and complete surgical excision is the preferred therapeutic
               choice. 7  Liposarcomas originate from primitive mesenchymal cells and are further classiﬁed into ﬁve categories: well-diﬀerentiated,
               myxoid, pleomorphic, round cell, and dediﬀerentiated. 8 A mutation in chromosome band 12q13 has been linked to the development of liposarcoma, which involves a chromosomal translocation
               of the FUS-CHOP fusion gene 9 Patients are usually asymptomatic, and symptoms are dependent on local invasion of organs. Some individuals present with
               pain as a result of compression of neurovascular structures, whereas if there is pleural, lung, or mediastinal invasion patients
               may present with shortness of breath. Here, the patient reported precordial chest pain for one month, easy fatigability. Pleural
               sarcomas are insidious and are not accessible on examination. 10 Metastasis to the pleura, mediastinal lymph nodes, lungs, kidneys, adrenal glands, and bone has been reported. 10 On CT scans, the appearance of liposarcomas varies from a predominantly fat‑containing lesion to a solid mass. They are heterogeneous
               depending on the amount of necrosis, calcification, vascularity, cystic changes, and soft‑tissue. Patients with primary soft‑tissue
               sarcomas of the chest wall after resection have survival rates similar to that of patients with sarcomas of the extremities.
               10 The tumor subtype mostly determines the prognosis as dedifferentiated and pleomorphic subtypes are associated with recurrence
               and metastasis whereas patients with tumors which are well differentiated respond relatively better during follow‑ups. Our
               case was thus unique in being a pleomorphic subtype of liposarcoma, arising primarily in the anterior chest wall, but without
               noticeable involvement of mediastinal structures or distant metastasis in spite of being a higher‑grade. Furthermore, the
               importance of doing an immunohistochemistry despite getting a report with absence of atypia is highlighted here as the resection
               specimen showed a completely different picture on histopathology as well as immunohistochemistry in comparison to the initial
               trucut biopsy reports.
            

         

         
               Acknowledgements

            Dr. Swati Saswati, Senior Resident, Department of Pathology , Hitech Medical College and Hospital.

         

         
               
               Conflict of Interest
               
            

            The authors declare that there is no conflict of interest.

         

         
               
               Source of Funding
               
            

            None.

         

      

      
         
               References

            
                  
                  
                     
                        1 
                              

                     

                     Akhtar, A, Shah, S, Sheikh, A B, Nasrullah, A, Haq, S & Ghazanfar, H,   (2017). Sarcoma arising from the chest wall : A case report. Cureus, 9(8), e1604. 10.7759/cureus.1604

                  

                  
                     
                        2 
                              

                     

                     Wouters, MW, Geel, AN Van, Nieuwenhuis, L, Tinteren, H Van, Verhoef, C & Coevorden, F Van,   (2008). Outcome after surgical resections of recurrent chest wall sarcomas. J Clin Oncol, 26(31), 5113–8.
                     

                  

                  
                     
                        3 
                              

                     

                     Fernández, El-T, Plasencia, LD, Palma, JP & Pallares, AC,   (2007). Giant ulcerated pleomorphic liposarcoma of the chest wall. J Thorac Oncol, 2(12), 1126–7. 10.1097/JTO.0b013e31815ba28a

                  

                  
                     
                        4 
                              

                     

                     Greager, JA, Patel, MK, Briele, HA, Walker, MJ, Wood, DK & Gupta, TK,   (1987). Soft tissue sarcomas of the adult thoracic wall. Cancer, 59(2), 370–3. 10.1002/1097-0142(19870115)59:2<370::aid-cncr2820590234>3.0.co;2-l

                  

                  
                     
                        5 
                              

                     

                     Miettinen, M,   (2003). Diagnostic Soft Tissue Pathology.   New York, NY: Churchill Livingstone. (pp. 227–40) 
                     

                  

                  
                     
                        6 
                              

                     

                     Sezer, A, Tuncbilek, N, Usta, U, Cosar-Alas, R & Cicin, I,   (2009). Pleomorphic liposarcoma of the pectoralis major muscle in an elderly man: report of a case and review of literature.
                        J Cancer Res Ther, 5(4), 315–7. 10.4103/0973-1482.59908

                  

                  
                     
                        7 
                              

                     

                     Tos, A,   (2006). Classification of pleomorphic sarcomas: where are we now? Histopathology, 48(1), 51–62. 10.1111/j.1365-2559.2005.02289.x

                  

                  
                     
                        8 
                              

                     

                     Barile, A, Zugaro, L, Catalucci, A & Caulo, M,   (2002). Soft tissue liposarcoma: histological subtypes, MRI and CTﬁndings. Radiol Med, 104(3), 140–9.
                     

                  

                  
                     
                        9 
                              

                     

                     Manji, G Abbas, Singer, S , Koff, A & Schwartz, GK ,   (2015). Application of molecular biology to individualize therapy for patients with liposarcoma. Am Soc Clin Oncol Educ Book, 213–8. 10.14694/EdBook_AM.2015.35.213

                  

                  
                     
                        10 
                              

                     

                     Gordon, MS, Hajdu, S I, Bains, M S & Burt, ME,   (1991). Soft tissue sarcomas of the chest wall. J Thorac Cardiovasc Surg, 101(5), 843–54. 10.1016/s0022-5223(19)36655-3

                  

               

            

         

      

      

   EPUB/nav.xhtml

    
      Pleomorphic sarcoma of the chest wall: A case report


      
        		
          Content
        


      


    
  

