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            Abstract

            
               
Pleomorphic adenoma is one of the most common benign parotid gland tumors. Local recurrence can occur in 1% to 5% of cases
                  after surgery. Metastasizing pleomorphic adenomas are very rare entity and have rarely been reported. Histologically it has
                  benign morphology. Metastasis can occur in bone, lymph nodes, the lung, oral cavity, pharynx, skin, liver, kidney, and central
                  nervous system. We hereby report a case of pleomorphic adenoma of the parotid gland metastasizing to lungs.
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               Introduction

            Metastasizing pleomorphic adenoma (MPA) constitutes an extremely rare group of tumors and is also known as metastasizing benign
               pleomorphic adenoma, metastasizing benign mixed tumor, and metastasizing mixed tumor.1, 2  WHO defines MPA as a “histologically benign pleomorphic adenoma that inexplicably manifests local or distant metastasis”.3, 4 There are three main patterns of malignant change that occur in pleomorphic adenoma: MPA, Carcinoma ex pleomorphic adenoma,
               and true malignant mixed tumor (carcinosarcoma). The mortality rate is 22%. 5, 3 It occurs after a long-time interval between the initial surgery and metastasis. The most common primary site is the parotid
               gland (74%), followed by minor salivary glands (17%) and submandibular glands (10%). Most common site for metastasis is Bones (50%),
               Lung (30%) node and rarely to liver, CNS, skin. 2, 6

         

         
               Case Report

            A 50-year-old woman presented with a large neck mass as shown in (Figure  1) msg 15x13x10 cm. The swelling was increasing in size from last 1 years. She had a history of surgery at the same site 5
               years back which was diagnosed as pleomorphic adenoma. Systemic examination and routine blood investigation were within normal
               limits.
            

            CECT neck and chest was done (Figure  2): -shows 15.5X13.7X10.1 cm sized lobulated heterogeneously enhancing mass lesion seen involving superficial & deep parotid
               gland involving medially and inferior triangle of neck. Multiple variable sized nodular lesions involving bilateral lungs
               S/O Lung Metastasis was also present.
            

            FNAC from lung and neck mass (Figure  3a,b)– Smears from both the sites revealed fibrillary chondromyxoid stroma and singly scattered, clusters of myoepithelial
               cells. The cells are ovoid to plasmacytoid in shape with well-defined abundant cytoplasm. Features suggestive of Pleomorphic
               adenoma was given. 
            

            Trucut biopsy from neck mass (Figure  4a,b)—Sections reveal chondromyxoid stroma, myoepithelial cells and squamous metaplasia. Necrosis, mitosis and pleomorphism
               were not evident. 
            

            

            
                  
                  Figure 1

                  Showing large neck mass
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                  Figure 2

                  T scan image showing mass involving parotid and adjacent areas
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                  Figure 3

                  a: PAP stained smear showing chondromyxoid stroma and plasmacytoid cells; b: MGG stained smear showing plasmacytoid cells.
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                  Figure 4

                  a: H&E stained smear showing chondromyxoid stroma, myoepithelial cells and squamous metaplasia; b: H&E stained smear showing Squamous metaplasia, chondromyxoid stroma and myoepithelial cells.
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            On the basis of imaging, cytology and histopathology findings, final diagnosis rendered was Metastasizing pleomorphic adenoma
               due to benign morphology and lung metastasis.
            

         

         
               Discussion

            Pleomorphic adenoma (PA) is the most common tumor that affects the parotid glands. Rarely PA undergoes malignant transformation
               into Carcinoma Ex-Pleomorphic Adenoma or carcinosarcoma.7, 2 It’s very rarely that PA metastasizes with benign morphology. The incidence of this is still unknown due to paucity of cases.
               The ratio of epithelial-myoepithelial components to stromal components may vary in primary and metastatic deposits. There
               have been no reports of morphologic features in the original pleomorphic adenoma that can help predict the tumor's ability
               or inability to metastasize. Local recurrence of PA is most commonly related to incomplete resection of the disease during
               the first surgery or by vascular implantation.5, 3 This theory was supported by Nourai et al.8 who studied 42 patients with MPA. Therefor complete surgery (Parotidectomy) instead of enucleation is the treatment of choice.
               Though the tumor has benign morphology, the behavior is aggressive. It has the potential to distant metastasis. The WHO reported
               that 40% of the patients die of the disease, 47% live free of the disease, and 13% live with the disease.  The 5-year disease-specific and disease-free survival were 58% and 50%, respectively. There is no relation between tumor behavior and outcome with regard to the primary site of the tumor.9, 10 

            Histological diagnosis cannot differentiate MPA from a benign PA.6, 3 Medical history of previous or concurrent primary PA is essential to diagnose MPA. IHC can help in primary diagnosis but
               not in differentiating from MPA. Therefore, correlation between clinical history, imaging finding and histopathology report
               are the gold standard for diagnosing MPA. Awareness of this entity is important for pathologist and clinician for diagnosing
               and proper management of the patient. Since only a few cases has been reported in the literature, more studies are required
               to understand the biology of this tumor.
            

         

         
               Conclusion

            MPA is a rare tumor of parotid gland. The etiology of this lesion is not clearly understood. The morphology of the cells is
               benign but can undergo metastasis. Therefore, metastatic workup should be done in such cases. Surgeon should be aware of this
               entity and complete surgery of the primary site should be mainstay of the treatment.
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