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            Abstract

            
               
This is a case report that discusses about a rare retroperitoneal tumour (incidence- 0.3-3%). This case was admitted at Dr.
                  RPGMC Tanda with the complaints of lump abdomen and was further diagnosed as myxofibrosarcoma.
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               Introduction

            Soft tissue neoplasms are rare and unusual neoplasms, approximately 1% of all adult human cancers and 15% of all paediatric
               malignancies.1 Their site of occurrence is in the following order: extremities (45%), viscera (20%), retroperitoneum (15%), thoracic (10%)
               and others (10%).2 
            

            Histological subtypes are classified as limited, intermediate and substantial or high metastatic potential. Limited metastatic
               potential subtypes include lipomatous tumour, dermatofibrosarcoma, hemangiopericytoma and desmoid tumour. Subtypes with intermediate
               metastatic potential include myxoid liposarcoma, myxoid MFH (malignant fibrous histiocytoma) and extraskeletal chondrosarcoma.
               Substantial/high metastatic potential subtypes include angiosarcoma, leiomyosarcoma, rhabdomyosarcoma, clear cell sarcoma,
               synovial sarcoma, pleomorphic sarcoma and dedifferentiated sarcoma.3 
            

             Most of the soft tissue sarcomas are thought to be sporadic and their cause is unknown. In rare cases, genetic factors, environmental
               factors, prior radiation therapy, viral infections and immunodeficiency have been associated with the development of sarcomas.
               Sarcomas have also been reported to arise in scar tissue, fracture sites or anatomic regions associated with prior soft tissue
               trauma. Genetic syndromes like Neurofibromatosis, Li-fraumeni syndrome, FAP (familial adenomatous polyposis) have all been
               shown to be associated with the development of soft tissue sarcomas.2  A soft tissue sarcoma (STS) is one of the most common types of radiation associated tumors in the general population.4 It is generally accepted that sarcomas are induced in heavily radiated tissues of the patients who have received 50Gy or
               more in or close to the radiation fields. The median interval between radiation exposure and the development of sarcoma is
               10 years and this varies by histological type, with the shortest latency observed in liposarcoma (median 4.3 years) and the
               longest in leiomyosarcoma (median 23.5 years).5

            High level occupational exposure to phenoxyacetic herbicides, chlorophenols and dioxins have also shown an increased incidence
               of soft tissue sarcomas (STS). However there is no positive correlation between dioxin concentration and STS. In fact, sarcoma
               risk was highest among those having the lowest dioxin level.6, 7

            The genomic alterations in STS are limited to only the most recurrent alterations. Heritable retinoblastoma gene (RB1) mutations
               are associated with an increased risk of bone and soft tissue sarcoma.8

            Retroperitoneal sarcomas usually present as painless lump in the abdomen with no functional impact, although pain is noted
               in 33% of patients. Majority of them are asymptomatic. Patients with intra-abdominal or retroperitoneal sarcomas often experience
               nonspecific abdominal discomfort and gastrointestinal symptoms before diagnosis. However they can also present with gastrointestinal
               bleeding, incomplete obstruction and neurological symptoms.9

            Here, we report one such case of soft tissue sarcoma whose site of origin was retroperitoneum. It presented as abdominal lump
               involving whole of the left side of the abdomen and it was further diagnosed histologically as myxofibrosarcoma.
            

         

         
               
               Case Report
               
            

            A 45 year old man presented to us with a lump in the left side of the abdomen for 2 months  and generalized weakness for 1
               month. There was no history of vomiting, anorexia or jaundice. There was a history of significant weight loss . Bladder and
               bowel habits of the patient were normal. On per abdominal examination, a lump of size 15x12cm was found occupying almost whole
               of the left side of abdomen (LHC,LL,LIF). The  lump was found to be crossing midline and causing abdominal distension. It
               was firm in consistency, having ill defined margins and had smooth surface. The lump was found to be non pulsatile and non
               tender. There was no visible peristalsis. The lump was not moving with respiration. It was non ballotable. There was no hepatomegaly.
               Spleen could not be palpated. Clinically pallor was present. Digital rectal examination was grossly normal. Chest x ray was
               normal. CEA and CA19-9 was within normal limits. Colonoscopy was found to be a normal study. Peripheral smear showed a microcytic
               hypochromic picture. Iron studies like ferritin was normal and TIBC was low. Serum Fe was low. USG abdomen showed a large
               heterogenous mass of 15x14 cm likely origin from suprarenal region left side likely malignant. Contrast enhanced computerized
               tomography of the abdomen (CECT) showed a large rounded heterogenous lesion of size 18x17x28cm arising retroperitoneally on
               left side of abdomen in left pararenal space, with enhancing solid and fatty component, superiorly extending upto splenic
               hilum, medially crossing midline, displacing gutloops without any loss of fat planes, displacing pancreas, inferiorly extending
               upto pelvis with displacement of left kidney. No invasion of aorta or its branches or ivc was seen? liposarcoma ?? leiomyosarcoma.
               CECT of thorax had no evidence of metastasis.
            

            
                  Intra operative findings

               A large retroperitoneal mass of size 35X20cm was found encasing spleen and left kidney, abutting splenic vein. Superiorly
                  mass was extending upto post wall of stomach. En bloc resection of the mass along with left kidney and spleen was done. No
                  ascites or peritoneal metastasis was found. The weight of the mass was found to be 5.4kg.
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[image: https://s3-us-west-2.amazonaws.com/typeset-prod-media-server/98f1af59-3bf4-4910-a0ea-d6df6dd29226image3.png]

            

         

         
               Discussion

            Myxofibrosarcoma (MFS) is a variant of the group of malignant fibrous histiocytomas.1 It is one of the most aggressive types of soft tissue neoplasms. It occurs mainly in people between 50-70 years of age and
               is more common in men than women. It exhibits a high local recurrence rate and a significant metastatic rate.3 5yr survival rate is generally 60-70%.2 The histopathologic patterns of myxoﬁbrosarcoma are characterized by a myxoid component of extracellular matrix, pleomorphic
               spindle cells, and curvilinear blood vessels. There are no speciﬁc immunohistochemical markers or genetic proﬁles for MFS,
               but the techniques are useful in excluding similar but diﬀerential tumors. Superﬁcial MFSs often consist of multiple palpable
               nodules, while the deep-seated lesions more often form a single mass. The tumors have a peripheral inﬁltrative growth pattern
               with extension along vascular and fascial planes extra or intramuscularly.10

            Point of interest in this case was inspite of such a big mass enclosing both spleen and left kidney, there was no any evidence
               of metastasis, which is quite rare with such a large tumour. 
            

            Histopathology showed features of malignant mesenchymal tumour possibly myxofibrosarcoma. Sections from spleen and kidney
               was within normal histological limits.
            

            On cross sectional examination of the specimen, there were multiple cystic and solid components with multiple dilated vessels
               within the mass. 
            

         

         
               Conclusion

            The overall retroperitoneal tumour incidence is 0.3-3%.

            The most common retroperitoneal tumour is liposarcoma (50%), followed by leiomyosarcoma (29%).

            In children the most common retroperitoneal neoplasm is rhabdomyosarcoma.

            Lymph node metastasis is rare (<5%). Sarcomas spreading to lymph nodes like rhabomyosarcoma, lymphangiosarcoma and epitheloid
               sarcoma, the local recurrence rate is 40-82%.
            

            Retroperitoneal neoplasms are usually relatively chemoresistant tumours.

            Typical chemotherapeutic regimes like AIM, MAID and AD are used in sarcomas. AIM consists of Adriamycin, ifosfamide and mesna.
               MAID regimen is a combination of mesna, doxorubicin, ifosfamide and dacarbazine. AD comprises of adriamycin and dacarbazine.
            

            Radiation can be an effective treatment to decrease local recurrence of soft tissue sarcomas. The current National Comprehensive
               Cancer Network guidelines recommend radiotherapy for extremity sarcomas for high grade lesions, low grade lesions>5 cm or
               positive margins. 11

            These are also related to peripheral nervous system.

            Our case finding was rare because inspite of having a large retroperitoneal tumor which is itself a less common neoplasm with
               a rare site of origin, there was no metastatic evidence.
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