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            Abstract

            
               
Introduction: Rhabdoid tumor is relatively rare highly malignant tumor in adult older than 40 years, therefore treatment regimens often
                  throwing from pediatric age group. It is characterized by extremely aggressive behavior, rapid metastasis to other organ,
                  low survival rate and no targeted therapy. So, early diagnosis is necessary for better treatment and reduce mortality outcome.
                  
               

               Case Report: A 42 years male suffering from a right side cheek mass of 5x3cm associated with tongue displacement to left side and difficulty
                  in swallowing. After complete removal of lesion for histopathological examination, revealed grossly the tumor is well defined
                  gray-white, round, lobulated 5x3cm in size having infiltrating borders. Cut surface shows gray-white to gray-brown, solid
                  areas. Microscopically H&E stained section revealed, sheets of tightly packed large, discohesive, polygonal cells having abundant
                  eosinophilic cytoplasm with eccentrically placed round nuclei showing distinct prominent vesicular nucleoli separated by thin
                  fibrous septae with blood vessels. These cells lie in myxoid background. These tumor cells have deeply acidophilic having
                  finely granular abundant cytoplasm with small, peripherally placed nuclei and abundant intra-cytoplasmic vacuoles along with
                  nuclear pleomorphic, no mitotic figure seen. 
               

               Discussion: Histologically, the adult type tumor proliferating as sheet of tightly packed large, discohesive, polygonal cells having abundant
                  eosinophilic cytoplasm with eccentrically placed round nuclei showing distinct prominent vesicular nucleoli separated by thin
                  fibrous septae with blood vessels lie in fibromyxoid background. These tumor cells have deeply acidophilic, finely granular
                  cytoplasm with small, peripherally placed nuclei with occasional intra-cytoplasmic vacuoles along with cross striations, no
                  mitotic figures seen. 
               

               Conclusion: Study concludes that adult type Rhabdoid tumors have extremely aggressive behavior, rapid metastasis spread to other organs,
                  low survival rate and no targeted therapy. Usually males older than 40years of age are affected. It is crucial to make a rapid
                  correct diagnosis and early treatment may improve the outcome.
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               Introduction

            The adult type Rhabdoid tumor is a rare soft tissue tumor and morphologically characteristic tumor.1 Most cases of Rhabdoid tumor occur in pediatric age group, with few lesions arising in adult older than 40 years. In adult
               type Rhabdoid tumor, principal site of involvement is the neck, where the tumor seems to arise from the brachial musculature
               of the third or fourth brachial plexus. It is found more frequently in the region of the pharynx, oral cavity including the
               floor of mouth, base of tongue and the larynx. It may also involve the soft palate, vulva usually as an extension of the pharyngeal
               rhabdomyoma and somatic muscles of the lateral neck, the lower lip and cheek. Rarely seen in stomach, esophagus and mediastinum.
               2

         

         
               
               Case 
               Report
               
            

            A 45 years old male patient presented to us with a 2 months history of painless solitary round cheek mass associated with
               tongue displacement and difficulty in swallowing. His medical history was not significant. The patient was suffering from
               round cheek mass, progressive, increasing in nature, therefore he visited the hospital. His blood tests including CBC, LFT,
               KFT, Chest X Ray, Clotting factors were all normal. Oropharyngeal examination revealed a 5x3 cm mass located in the right
               side cheek area of oral cavity, which was painless associated with displacement of tongue to the left side. Cervical (Upper
               chain) lymphadenopathy was also present. No metastasis in the lung, brain or other visceral organ was detected in the CT Scans.
               Biopsy of the Oral Cavity tumor was taken. After that complete removal of oral lesion was done under general anesthesia.
            

            
                  Pathological findings 

               In the biopsy taken, areas of small cells that form arrays that encircled the surrounding blood vessels are seen. After complete
                  removal of lesion for histological examination, grossly the tumor is well defined, round, multilobulated of 5x3cm in size. Cut surface shows gray-white to gray-brown appearance, solid areas.
               

               
                     
                     Figure 1

                     Grossly, the tumor is gray-white to gray-brown, multilobulated of size 5x3 cm. Cut section shows gray-white to gray-brown
                        solid areas.
                     

                  
[image: https://s3-us-west-2.amazonaws.com/typeset-prod-media-server/8c84e852-6854-47bc-ae7f-adab999587daimage1.png]

               Microscopically, Hematoxylin & eosin stained section revealed sheets of tightly packed large, discohesive, polygonal cells
                  having abundant eosinophilic cytoplasm with eccentrically placed round nuclei showing distinct prominent vesicular nucleoli
                  separated by thin fibrous septae with blood vessels.1 The cells lie in myxoid background.1 These tumor cells have deeply acidophilic, finely granular cytoplasm with small, peripherally placed nuclei with occasional
                  intra-cytoplasmic vacuoles. There are no mitotic figures. 1 
               

               Subsequently, the tumor with a histologic appearance similar to that of tumors arising in the kidney have been described the
                  skin, soft tissue, gastrointestinal tract, liver, thymus, urogenital tract, thymus and mostly the Central nervous system among
                  others.3 
               

               Oil red stain is positive for glycogen vacuoles. Cross-striations can be seen in some cases.1

               
                     
                     Figure 2

                     H & E 4X. View of adult Rhabdoid 
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                     Figure 3

                     H & E 10x. view of adult Rhabdoid tumor
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                     Figure 4

                     H & E 40x. view of adult Rhabdoid tumor
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               Figure  4 Shows polygonal cells having abundant eosinophilic cytoplasm with eccentrically placed round nuclei showing distinct prominent
                  vesicular nucleoli separated by thin fibrous septae with blood vessels lying in a myxoid background. 1 
               

            

         

         
               Discussion

            Genuine Rhabdoid tumors exclusively belong to the pediatric age group (mean age <1year) and very rarely in adult person. But
               adult type Rhabdoid tumor occurs approximately in more than 40 years of age (median age- 60 years). Most commonly it occurs
               due to mutation of 22q11.2, which causes homozygously inactivation of SWI/SNF Related, Matrix Associated, Actin Dependent
               Regulator of Chromatin, Subfamily B- Member 1 (SMARCB-1) tumor suppressor gene.4 Less commonly can also occur due to mutation of SWI/SNF Related, Matrix Associated, Actin Dependent Regulator of Chromatin,
               Subfamily B- Member 4 (SMARCB-4) tumor suppressor gene mutation.5 Their mutation results in loss of INI 1 expression.6, 7 It most commonly affects kidney and brain but in adult type Rhabdoid tumor principal site of involvement are the skin, soft
               tissue, neck, pharynx, oral cavity, and larynx. Isolated example has been encountered in the somatic muscle of lateral neck,
               the lower lip and cheek. As a rule adult type Rhabdoid tumor is well defined, rounded multinodular sessile / pedunculated
               or coarsely loculated and ranges from 0.5 to 10cm.1 Adult type Rhabdoid phenotype itself is a poor prognostic factor. Advanced stage and presentation at < 1year of age is associated
               with poor survival. Extra renal adult type rhabdoid tumor as it pertains of soft tumor with prominent rhabdoid morphology
               and in which no other clear line of differentiation documented.3 Clinically extra renal adult type rabdoid tumor often occur over a much broader age group range than those found in the kidney,
               although these lesion are far most often in children, occasionally arising as congenital lesions.3 Extra renal adult type rhabdoid tumor most commonly metastasizes to lung, lymph node, liver in there are stage of disease.3 The cytoplasmic inclusion most commonly appears eosinophilic in Giemsa and pale gray on Papanicolau stain.1 Immunohistochemically, these tumor cells of adult type rhabdoid tumor are immunoreactive to EMA (Epithelial membrane antigen),
               CD99, CD56, SALL-4 and Glypican-3. Are frequently positive.1 These cells also show loss of nuclear IN1 (most diagnostic), S-100, Desmin, Myogenin (skeletal differentiation marker).1 As it is severely aggressive tumor, 5 years survival rate is less than 15% - 20% unconcern of the type of therapy.3

         

         
               Conclusion

            Adult Rhabdoid tumors are extremely aggressive tumors that can occur at multiple anatomical locations and usually occur in
               males older than 40 years.8 It is crucial to make a rapid correct diagnosis and early treatment may improve the outcome and reduce mortality.
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