
         
            
               
                  Journal Information

                  
                     Publisher: Innovative Publication
                     

                     Title: Indian Journal of Pathology and Oncology
                     

                     ISSN (print): 2394-6792
                     

                  

               

               
                  Article Information

                  
                     Copyright: 2021
                     

                     Date received: 28 May 2021
                     

                     Date accepted: 19 June 2021
                     

                     Publication date: 12 August 2021
                     

                     Volume: 8
                     

                     Issue: 3
                     

                     DOI: 10.18231/j.ijpo.2021.083
                     

                  

               

            

         

         

         
            Cutaneous Malakoplakia of perianal skin: Report of a rare lesion at an unusual site

         

         
                     
                           Swapna Somnath Magdum
                           ​[image: ORCID][1]

                     Email: drswapnapatrike2012@rediffmail.com

                     
                        Bio: 

                        
                           Consultant Pathologist

                        

                     

                     
                           Madhura D Phadke
                           ​[image: ORCID][1]

                     
                        Bio: 

                        
                           Consultant Pathologist

                        

                     

                     
                           Jaydeep N Pol
                           ​[image: ORCID][1]

                     
                        Bio: 

                        
                           Chief Surgical Pathologist

                        

                     

                     
                           Girish A Kadkol
                           ​[image: ORCID][1]

                     
                        Bio: 

                        
                           Consultant Pathologist

                        

                     


         
            
                  
               The Oncopathology Centre
               Miraj, Maharashtra
               India
               
            

         

         Corresponding Author: Swapna Somnath Magdum
         

         
            Abstract

            
               
Malakoplakia is a rare chronic granulomatous inflammatory condition, commonly presenting in immunocompromised patients. It
                  most commonly occurs in urinary tract. The cutaneous form is less frequent. Here, we report a case of cutaneous malakoplakia
                  involving perianal skin in an immunocompetent 61-year old female diagnosed on histopathology utilizing special stains. To
                  the best of authors’ knowledge, this is the 8th case report of cutaneaous malakoplakia of perianal skin in the English literature and 3rd in the Indian literature.
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               Introduction

            Malakoplakia is an acquired chronic inflammatory disorder described in the bladder by Michaelis and Gutmann in 1902 and later
               by von Hansemann in 1903 who named the lesion malakoplakia a greek word meaning “soft plaque.”1 Cutaneous malakoplakia is even rarer and was reported by Leclere and Bernier in 1972.2 Though the pathogenesis of malakoplakia remains poorly understood, and it is hypothesised to represent an acquired bactericidal
               defect of macrophages associated with infection, immunosuppression, and /or in association with autoimmune diseases.1, 3

            The most common site is genitourinary tract accounting for 60% to 70% of the cases with 40% cases occur in bladder and very
               rarely cutaneous forms.1 
            

            We report a case of cutaneous malakoplakia involving perianal skin in an immmunocompetent elderly female.

         

         
               Case Report

            61 year old female presented with pain and itching in perianal region to the dermatologist.On examination multiple, raised,
               tender papules were noted in perianal region. Dermatologist suspected it as a lesion possible of tuberculous etiology. Skin
               biopsy of lesion was performed by him and sent to us for histopathological study. We received skin biopsy measuring 0.8 x
               0.3 x 0.3 cm. Microscopically skin biopsy from lesion showed sheets of macrophages admixed with lymphocytes, plasma cells,
               and neutrophils in the dermis. Some of these macrophages showed round intracytoplasmic, basophilic bodies (Michaelis–Guttmann
               bodies-MG bodies), which were PAS positive (Figure  1, Figure  2). Ziehl- Neelson staining did not reveal any acid fast organisms. Serology for HIV antibodies I and II, VDRL, and hepatitis
               B was negative. Hence, we reported it as cutaneous malakoplakia involving perianal skin.
            

            
                  
                  Figure 1

                  A&B: H&E section showing dense leucocytic infiltrate centered in the dermis;  C: Dermal infiltrate showing lymphocytes, plasma cells & histocytes along with few intracytoplasmic concentric laminated basophilic
                     bodies called Michaelis Gutmann bodies. (shown by arrow) D: PAS stain highlighting PAS positive MG bodies (shown by arrow).(Ax40, Bx100, C&Dx400)
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                  Figure 2

                  PAS staining showing PAS positive MG bodies.(x400)
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               Discussion

            Malakoplakia is a rare acquired chronic inflammatory disorder first described in the urinary bladder by Michaelis Gutmann
               in1902 and named by Von Hansemann.1, 2, 4, 5

            It mainly affects the immunocompromised hosts including HIV infected patients, patients with neoplasia, transplant recipients,
               patients on immunosuppressive drugs or autoimmune disease, connective tissue diseases, tuberculosis, sacoidosis than healthy
               individuals.1, 2, 3, 6

            It can occur in numerous organs including urinary bladder, kidney, prostate, testis, pancreas, oropharynx, thyroid gland,
               lymph node, retroperitoneum, lung, bone/joint, brain and skin with majority of cases occurring in genitourinary tract.1, 3, 5 
            

            Cutaneous malakoplakia is a rarer entity that has predilection for the perianal and genital regions.1, 6

            The pathogenesis of malakoplakia is not fully understood, it is thought to represent acquired bactericidal defect of macrophages
               associated with infection, immunosupression and or autoimmune processs. The possible hypothesis is in vitro defective bactericidal
               activity (process of endocytosis and intracellular bacterial digestion). It is associated with deficiency of beta glucuronidase
               and low cyclic guanosine monophosphate (cGMP) level interfering with microtubule formation and lysosomal activity leading
               incomplete elimination of bacteria undergoing calcification and iron deposition to produce Michaelis Gutmann bodies.1, 2, 5 The defective bactericidal activity have been reported to various bacteria like, Escherrichia coli, Proteus, Klebsiella (in
               90% cases) and Staphylococcus aureus, Myobacterium, Pseudomonas, Rhodoccocus and Salmonella.1, 2, 5 Our patient was immunocompetent and had associated inflammation suggestive of possible bacterial etiology.
            

            Although skin lesions are not typical they vary from papules, plaques, nodules, abscesses with or without fluctuation, fistulas,
               ulcers to cystic and polypoidal masses. The most common presentation is nodules or mass (45%) followed by abscess and ulceration
               (18-23%) Therefore, the diagnosis is confirmed by histopathology and culture studies.3, 1 The current case too presented with multiple tender papules and was diagnosed only after doing histopatological examination.
            

            The differential diagnosis of cutaneous malakoplakia includes other infectious, neoplastic,and reactive and reparative processes.
               These include tuberculosis, whipple disease, lepromatous leprosy, fungus (Cryptococcus) and parasites (leishmaniasis). Special
               stains for microorganisms and consideration for tissue culture is must.1, 3, 7, 8 Reactive and neoplastic processes like fibrous histiocytoma, lymphoma, granular cell tumor, xanthoma, foreign body granuloma
               and sarcoidosis should also be considered as differential while reporting malakoplakia.1 
            

            Histopathology is characteristic with presence of large dermal sheets of foamy histocytes (von Hansemann cells) containing
               basophilic intracytoplasmic concentrically laminated inclusion bodies called Michaelies Gutmann bodies admixed with inflammatory
               infiltrate of lymphocytes, plasma cells and neutrophils. These bodies have a targetoid appearance and are periodic-acid-Schiff
               (PAS) positive with diastase resistant. The overlying epithelium may be focally ulcerated or shows acanthosis with parakeratosis.1, 2 Special stains like von Kossa, alizarin red, periodic-acid-Schiff, Prussian blue and Perl iron are useful to highlight Michaelis
               Gutmann bodies. In addition to it Gram stain is useful to demonstrate bacterial organisms.1, 2

            Treatment of malakoplakia depends on the extent of disease and underlying condition of the patients. Combined surgical excision
               and prolonged antibiotic course is curative.
            

            Culture specific antibiotics are specific but quinolones appear to be the best choice of drugs, Ciprofloxacin being the most
               effective. Discontinuation of immunosuppressive drugs also required.2, 5 Surgery followed by antibiotic treatment results in cure with no recurrence to date. 
            

            On extensive search of literature, we could retrieve only 7 cases of cutaneous malakoplakia of perianal skin in the English
               literature with just 2 cases from India.2, 3, 5, 9

            We are presenting this case for its rarity especially at an unusual site like perianal skin and its occurrence in an immunocompetent
               individual.  Awareness about this entity will help in a pinpoint diagnosis with just histopathology examination and special
               stains. Surgery coupled with antibiotic treatment results in a permanent cure.
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