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            Abstract

            
               
Background: Renal replacement lipomatosis can be defined as the proliferation of fibrofatty tissue which subsequently replace the renal
                  parenchyma. It is usually benign unilateral and occurs as a result of severe atrophy or destruction of the renal parenchyma,
                  due to a calculus with secondary proliferation of renal sinus, renal hilus, and perirenal fatty tissue to a variable extent.
               

               Case Report: A 55yr old female presented to surgeon with history of pain and swelling in right flank. On CECT abdomen there was seen non functional right kidney with staghorn calculi along with
                  perirenal abscess. Patient was treated with nephrectomy and drainage of collection. Intraoperatively Perirenal Abscess extending
                  to psoas and iliopsoas region along with dense adhesion between kidney and liver was found. The multiple sections studied
                  from the lesion showed extensive fibrofatty tissue with few tubule like structures lined by cuboidal epithelium and containing
                  dense eosinophilic secretions. There is seen mixed inflammatory infiltrates with granulomas. Histological features confirmed
                  that Renal replacement lipomatosis with granulomatous inflammation.
               

               Conclusion: The clinical importance of RRL is that it stimulates fat-containing tumors in the kidney or its vicinity such as lipomas,
                  angiomyolipomas and liposarcomas can be misdiagnosed preoperatively. Hence this case report has been presented to create awareness
                  of this condition among the pathologist and practicing urosurgeons.
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               Introduction

            Renal replacement lipomatosis (RRL) is a rare and benign condition characterized by proliferation of renal sinus/hilar and
               perirenal fatty tissue with marked atrophy of the renal parenchyma. It is seen with calculus disease in 70% of cases and associated
               with chronic inflammation and hydronephrosis.1, 2, 3, 4

         

         
               
               Case 
               Report
               
            

             A 55yr old female presented to surgeon with history of pain and swelling in right flank since 6 months. No history of fever, hematuria. On CECT abdomen there was seen non-functional
               right kidney with staghorn calculi along with perirenal abscess. Patient was treated with nephrectomy and intraoperatively
               there was seen perirenal abscess and there was a frank pus extending to psoas iliopsoas region and there was a dense adhesion
               between the kidney and the liver. The specimen was sent for histopathological examination.
            

            Grossly; the specimen measured around 14* 10* 9cm intact Gerota’s fascia, irregular nodular external surface and fibro-fatty
               tissue attached on the kidney along with organized exudates at the hilar surface was noted ureter was not appreciable. Cut
               surface appeared yellowish with lot of fatty tissue deposition. There was complete loss of renal architecture, and also seen
               calculi measuring 1X1cm.
            

            
                  
                  Figure 1

                  Fibro-fatty tissue attached on the kidney

               
[image: https://s3-us-west-2.amazonaws.com/typeset-prod-media-server/9adc0318-6582-47c9-9b49-89ff150236feimage1.png]

            Microscopically; Multiple sections studied from the mass showed extensive fibrofatty tissue with few tubule like structures
               lined by cuboidal epithelium and containing eosinophilic secretions. There is seen dense mixed inflammatory infiltrates with
               few granulomas composed of epithelioid histiocytes, extensive necrosis and multinucleated giant cells. No glomeruli made out
               in the section studied. Histopathology of the tissue confirmed the diagnosis renal replacement lipomatosis.
            

            
                  
                  Figure 2

                  Extensive necrosis and multinucleated giant cells
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               Discussion

            Renal replacement lipomatosis (RRL) also known as fibrolipomatosis is an uncommon condition, which occurs secondary to atrophy
               or destruction of renal parenchyma by chronic inflammation. RRL is most commonly seen in association with calculus disease
               (in >70% patients), however it can be associated with other chronic inflammatory pathologies such as chronic pyelonephritis,
               renal tuberculosis and transplant patients.1, 2

            The mildest form of renal lipomatosis is usually seen in the sixth and seventh decade associated with obesity, atherosclerosis
               or use of exogenous steroids, and it has no clinical significance.4

            Danza FM et al. reported their experience with 18 cases of replacement lipomatosis: 6 patients had the massive form, one of
               them bilateral, 5 patients had associated xanthogranulomatous pyelonephritis and 7 had an initial focal form. They speculated
               that the cause of this abnormal fatty proliferation is related to peculiar individual reactivity and not only the obstruction
               and chronic infection.5

            The main differential considerations for RRL include malakoplakia, fat containing tumors such as liposarcomas, lipomas, and
               angiomyolipomas, xanthogranulomatous pyelonephritis and transitional carcinoma of the renal sinus.6 
            

            Patients usually present with complaints of recurrent flank pain, fever, weight loss and mass per abdomen. Usually its unilateral
               and Hydroureteronephrosis with chronic infection leading to parenchymal atrophy. 7 
            

            The radiological investigations which are helpful in diagnosing RRL includes ultrasound (US) Computed tomography(CT) Magnetic
               resonance imaging(MRI) and recently MR urography with gadolinium contrast have come up as the most accurate diagnostic tools
               for replacement lipomatosis showing the presence of perirenal fat intensity signal, obstruction, dilated ureter, level of
               obstruction, and atrophic kidney.5

            Resulting from long standing obstruction or stone disease which are potential sites for infections. In Simple nephrectomy,
               the kidney is dissected free through the convenient plane between the capsule and its fatty coverings. If plane is obscured
               by adhesions and scarring then subcapsular dissection is done.
            

            
                  Histologically

               Renal replacement lipomatosis and xanthogranulomatous pyelonephritis may mimic each other as well as can coexist in same patient.
                  Renal replacement lipomatosis shows increased mature adipose tissue content in renal sinus and perirenal tissues with very
                  few glomeruli and thyroidised tubules. While xanthogranulomatous pyelonephritis is characterized by infiltration of lipid-loaded
                  inflammatory foam cells in the renal parenchyma. The absence of Xanthoma cells confirms the diagnosis in favor of renal replacement
                  lipomatosis.
               

            

         

         
               Conclusion

            The clinical importance of RRL is that it stimulates fat-containing tumors in the kidney or its vicinity such as lipomas,
               angiomyolipomas and liposarcomas can be misdiagnosed preoperatively. Hence this case report has been presented to create awareness
               of this condition among the pathologist and practicing urosurgeons.
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