
    
    

    
    

    

    
    
    
      
    
    seminars in liver disease


    
    
    
    



    

      

  
    	
          
            DE
          
        
	
          EN
        
	
        
          Home
        
      
	
        Products
        	
            
              Journals
            
          
	
            
              Books
            
          
	
            
              Book Series
            
          


        

      
	
        Service
        	
            
              Library Service
            
          


        

      
	
        Help
      
	
        
          Contact
        
      
	
        
          Portal
        
      


  

  
    
    
      
        Seminars in Liver Disease
      
    

    

  
    
    
      
        
          Full-text search
        

      

      	Full-text search
	Author Search
	Title Search
	DOI Search
	Metadata Search


    

    
    
    
    
  




  

  
    


  



  	
	
	
	
	
	
        
          Journal
        
        	
                Aims and Scope
              
	
                Editorial Board
              
	
                German National License
              


      
	
        
          Authors
        
        	
                Instructions for Authors
              
	
                Submit Manuscript
              


      
	
          
            Subscription
          
          	
                  Subscription Information & Contacts
                
	
                  Institutional Licensing
                


        
	
        
        
        
          
        
          
            Social Media
            
          
        
          
        
          
        
        	
                X
              


      





    	
        
        
        
        
        
        
          
          
            
              Not Logged In
            
             
              Login
            
            
              	
                  
                    
                      
                      
                      
                      
                        Username or e-mail address: 
                        
                      

                      
                        Password:
                        
                      

                      
                        
                      

                      Forgot Access Data?
                      
                        Register Now
                      
                      
                        OpenAthens/Shibboleth Login
                      
                    

                  
                


            

          
        
        

        

      
	
        
        
          Shopping Cart
        
        









        
        
      


  

  
    
      
    

    
    
      
    
    
    
    
    
    
    
    
    
      
        
          
        

      
    
  




      

      

      
        




  



  

  
    
    
      [image: ]
      
    

    
    
      
        
          
          
          
          
            Year (Archive)
            
              
                
                  2015
                

              

              	
                      
                      
                      
                      
                        2023
                      
                    
	
                      
                      
                      
                      
                        2022
                      
                    
	
                      
                      
                      
                      
                        2021
                      
                    
	
                      
                      
                      
                      
                        2020
                      
                    
	
                      
                      
                      
                      
                        2019
                      
                    
	
                      
                      
                      
                      
                        2018
                      
                    
	
                      
                      
                      
                      
                        2017
                      
                    
	
                      
                      
                      
                      
                        2016
                      
                    
	
                      
                      
                      
                      
                        2015
                      
                    
	
                      
                      
                      
                      
                        2014
                      
                    
	
                      
                      
                      
                      
                        2013
                      
                    
	
                      
                      
                      
                      
                        2012
                      
                    
	
                      
                      
                      
                      
                        2011
                      
                    
	
                      
                      
                      
                      
                        2010
                      
                    
	
                      
                      
                      
                      
                        2009
                      
                    
	
                      
                      
                      
                      
                        2008
                      
                    
	
                      
                      
                      
                      
                        2007
                      
                    
	
                      
                      
                      
                      
                        2006
                      
                    
	
                      
                      
                      
                      
                        2005
                      
                    
	
                      
                      
                      
                      
                        2004
                      
                    
	
                      
                      
                      
                      
                        2003
                      
                    
	
                      
                      
                      
                      
                        2002
                      
                    
	
                      
                      
                      
                      
                        2001
                      
                    
	
                      
                      
                      
                      
                        2000
                      
                    
	
                      
                      
                      
                      
                        1999
                      
                    
	
                      
                      
                      
                      
                        1998
                      
                    
	
                      
                      
                      
                      
                        1997
                      
                    
	
                      
                      
                      
                      
                        1996
                      
                    
	
                      
                      
                      
                      
                        1995
                      
                    
	
                      
                      
                      
                      
                        1994
                      
                    
	
                      
                      
                      
                      
                        1993
                      
                    
	
                      
                      
                      
                      
                        1992
                      
                    
	
                      
                      
                      
                      
                        1991
                      
                    
	
                      
                      
                      
                      
                        1990
                      
                    
	
                      
                      
                      
                      
                        1989
                      
                    
	
                      
                      
                      
                      
                        1988
                      
                    
	
                      
                      
                      
                      
                        1987
                      
                    
	
                      
                      
                      
                      
                        1986
                      
                    
	
                      
                      
                      
                      
                        1985
                      
                    
	
                      
                      
                      
                      
                        1984
                      
                    
	
                      
                      
                      
                      
                        1983
                      
                    
	
                      
                      
                      
                      
                        1982
                      
                    
	
                      
                      
                      
                      
                        1981
                      
                    


            

          

          
          
          
            Issues
            

          

        


        	
                Table of Contents
              
	
            
              
                Current Issue
              
            
          
	
              
                Free Sample Issue (01/2023)
              
            


      
    

    
    
      

  
  
    
      
      
    
    
      
        
        
      

    
  



    
    
    

    

    

    
        
      
        
      
        
      
        
      
        
      
        
      
        
      
        
      
        
      
        
      
    
      
    
      
        
      
    
      
        
          
            
              Related Journals
            

            
              	
                      
                        

                        
                          Endoscopy
                        

                      
                    
	
                      
                        

                        
                          Endoscopy International Open
                        

                      
                    
	
                      
                        

                        
                          Clinics in Colon and Rectal Surgery
                        

                      
                    
	
                      
                        

                        
                          Digestive Disease Interventions
                        

                      
                    
	
                      
                        

                        
                          Journal of Coloproctology
                        

                      
                    
	
                      
                        

                        
                          Journal of Digestive Endoscopy
                        

                      
                    
	
                      
                        

                        
                          Journal of Gastrointestinal and Abdominal Radiology
                        

                      
                    


            

          

        
      
    
      
        
          
            
              Related Books
            

            
              	
                      
                        

                        
                          Gastroenterology
                        

                      
                    


            

          

        
      
    
      
    
      
    
      
    
      
    
      
    
      
    
  

    
  

  
  
  






  
  

  
    

  
  
    
      
      
    
    
      
      
    
  



    


  

    

    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    

    
    
    

    
      
        
          Subscribe to RSS

          Please copy the URL and add it into your RSS Feed Reader.

          
          https://www.thieme-connect.de/rss/thieme/en/10.1055-s-00000069.xml
        

      

    

    

    

    
      
        [bookmark: saveLink]
      
    

    
      
        
      

      
        
      

      
        
          Share / Bookmark

          Facebook
          X
          Linkedin
          Weibo
        

      

    

    

    

    
      
          
              
          
      
    

    

    

    
      
        
        
          
          
          
        
      
    
  


  
    
      
        
          
            
              Download PDF
            
          
        
      

      
        
          
            
          
        
      

    

  

  

  
  
    
  
  




    
    
Semin Liver Dis 2015; 35(01): 089-094
DOI: 10.1055/s-0034-1398475


Diagnostic Problems in Hepatology



Thieme Medical Publishers 333 Seventh Avenue, New York, NY 10001, USA.
IgG4-Sclerosing Cholangitis in a Pediatric Patient


Danya Rosen


1
           
        Division of Gastroenterology, Department of Pediatrics, Icahn School of Medicine at Mount Sinai, New York

, 


Swan Thung


2
           
        Department of Pathology, Icahn School of Medicine at Mount Sinai, New York

, 


Shari Sheflin-Findling


3
           
        Division of Hepatology, Department of Pediatrics, Recanati/Miller Transplant Institute, Icahn School of Medicine at Mount Sinai, New York

, 


Joanne Lai


3
           
        Division of Hepatology, Department of Pediatrics, Recanati/Miller Transplant Institute, Icahn School of Medicine at Mount Sinai, New York

, 


Ally Rosen


4
           
        Department of Radiology, Icahn School of Medicine at Mount Sinai, New York

, 


Ronen Arnon


3
           
        Division of Hepatology, Department of Pediatrics, Recanati/Miller Transplant Institute, Icahn School of Medicine at Mount Sinai, New York

, 


Jaime Chu


3
           
        Division of Hepatology, Department of Pediatrics, Recanati/Miller Transplant Institute, Icahn School of Medicine at Mount Sinai, New York



› Author Affiliations

Further Information


Publication History

Publication Date:
29 January 2015 (online)












	
Abstract

	
Full Text

	
References




 

[image: SFX Search]

 Buy Article Permissions and Reprints



[image: ]




          
[bookmark: N10B1F]

Abstract


IgG4 sclerosing cholangitis (IgG4-SC) is an immune-mediated process that results in inflammation and fibrosis of the pancreatobiliary tract. Although IgG4-SC is predominantly associated with autoimmune pancreatitis, IgG4-SC as its own entity can be difficult to diagnose. Patients with IgG4-SC are typically men over the age of 60, and present clinically with obstructive jaundice, abdominal pain, and weight loss. The diagnosis of IgG4-SC may be difficult to differentiate from primary sclerosing cholangitis (PSC) or cholangiocarcinoma. IgG4-SC is morphologically characterized by dense lymphoplasmacellular infiltration, particularly IgG4+ plasma cells and CD4+ T cells, extensive fibrosis in bile duct walls, and obliterative phlebitis. In contrast to PSC, those with IgG4-SC often have elevated serum IgG4 and can be successfully treated with immunosuppression. Here, we present the first reported case of IgG4-SC in a pediatric patient with asymptomatic elevation in liver enzymes, bile duct strictures on imaging, characteristic pathology findings, elevated serum IgG4, and excellent response to corticosteroids. Pediatric gastroenterologists and hepatologists, as well as pediatric hepatopathologists, need to be aware of IgG4-SC as a disease entity. Although certain clinical and imaging findings mimic PSC, diagnosis of IgG4-SC and its appropriate treatment with corticosteroids often lead to remission and reversal of disease.






        
[bookmark: N10B2A]
Keywords

pediatrics - 
IgG-4–related disease - 
cholangitis - 
primary sclerosing cholangitis - 
steroids
      




 

[bookmark: ]

[bookmark: N10DBB]
	
References


	
[bookmark: JR00787-1]1 Tanaka A, Tazuma S, Okazaki K, Tsubouchi H, Inui K, Takikawa H. Nationwide survey for primary sclerosing cholangitis and IgG4-related sclerosing cholangitis in Japan. J Hepatobiliary Pancreat Sci 2014; 21 (1) 43-50 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-2]2 Ghazale A, Chari ST, Zhang L , et al.  Immunoglobulin G4-associated cholangitis: clinical profile and response to therapy. Gastroenterology 2008; 134 (3) 706-715 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-3]3 Stone JH, Khosroshahi A, Deshpande V , et al.  Recommendations for the nomenclature of IgG4-related disease and its individual organ system manifestations. Arthritis Rheum 2012; 64 (10) 3061-3067 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-4]4 Hubers LM, Maillette de Buy Wenniger LJ, Doorenspleet ME , et al.  IgG4-associated cholangitis: a comprehensive review. Clin Rev Allergy Immunol 2014; (June): 24 





PubMedGoogle Scholar





	
[bookmark: JR00787-5]5 Deshpande V, Zen Y, Chan JK , et al.  Consensus statement on the pathology of IgG4-related disease. Mod Pathol 2012; 25 (9) 1181-1192 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-6]6 Ohara H, Okazaki K, Tsubouchi H , et al; Research Committee of IgG4-related Diseases; Research Committee of Intractable Diseases of Liver and Biliary Tract; Ministry of Health, Labor and Welfare, Japan; Japan Biliary Association.  Clinical diagnostic criteria of IgG4-related sclerosing cholangitis 2012. J Hepatobiliary Pancreat Sci 2012; 19 (5) 536-542 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-7]7 Okazaki K, Uchida K, Miyoshi H, Ikeura T, Takaoka M, Nishio A. Recent concepts of autoimmune pancreatitis and IgG4-related disease. Clin Rev Allergy Immunol 2011; 41 (2) 126-138 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-8]8 Stone JH, Zen Y, Deshpande V. IgG4-related disease. N Engl J Med 2012; 366 (6) 539-551 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-9]9 Okazaki K, Uchida K, Koyabu M, Miyoshi H, Ikeura T, Takaoka M. IgG4 cholangiopathy - current concept, diagnosis, and pathogenesis. J Hepatol 2014; 61 (3) 690-695 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-10]10 Graham RP, Smyrk TC, Chari ST, Takahashi N, Zhang L. Isolated IgG4-related sclerosing cholangitis: a report of 9 cases. Hum Pathol 2014; 45 (8) 1722-1729 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-11]11 Yun J, Wienholt L, Adelstein S. Poor positive predictive value of serum immunoglobulin G4 concentrations in the diagnosis of immunoglobulin G4-related sclerosing disease. Asia Pac Allergy 2014; 4 (3) 172-176 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-12]12 Nakazawa T, Ohara H, Sano H, Ando T, Joh T. Schematic classification of sclerosing cholangitis with autoimmune pancreatitis by cholangiography. Pancreas 2006; 32 (2) 229 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-13]13 Mendes FD, Jorgensen R, Keach J , et al.  Elevated serum IgG4 concentration in patients with primary sclerosing cholangitis. Am J Gastroenterol 2006; 101 (9) 2070-2075 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-14]14 Benito de Valle M, Müller T, Björnsson E , et al.  The impact of elevated serum IgG4 levels in patients with primary sclerosing cholangitis. Dig Liver Dis 2014; 46 (10) 903-908 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-15]15 Björnsson E, Chari S, Silveira M , et al.  Primary sclerosing cholangitis associated with elevated immunoglobulin G4: clinical characteristics and response to therapy. Am J Ther 2011; 18 (3) 198-205 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-16]16 Chapman R, Fevery J, Kalloo A , et al; American Association for the Study of Liver Diseases.  Diagnosis and management of primary sclerosing cholangitis. Hepatology 2010; 51 (2) 660-678 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-17]17 Boonstra K, Culver EL, de Buy Wenniger LM , et al.  Serum immunoglobulin G4 and immunoglobulin G1 for distinguishing immunoglobulin G4-associated cholangitis from primary sclerosing cholangitis. Hepatology 2014; 59 (5) 1954-1963 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-18]18 Kamisawa T, Shimosegawa T, Okazaki K , et al.  Standard steroid treatment for autoimmune pancreatitis. Gut 2009; 58 (11) 1504-1507 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-19]19 Khosroshahi A, Bloch DB, Deshpande V, Stone JH. Rituximab therapy leads to rapid decline of serum IgG4 levels and prompt clinical improvement in IgG4-related systemic disease. Arthritis Rheum 2010; 62 (6) 1755-1762 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-20]20 Topazian M, Witzig TE, Smyrk TC , et al.  Rituximab therapy for refractory biliary strictures in immunoglobulin G4-associated cholangitis. Clin Gastroenterol Hepatol 2008; 6 (3) 364-366 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR00787-21]21 You MW, Kim JH, Byun JH , et al.  Relapse of IgG4-related sclerosing cholangitis after steroid therapy: image findings and risk factors. Eur Radiol 2014; 24 (5) 1039-1048 





CrossrefPubMedGoogle Scholar










 









    
  

  
    
      
        


      

    

    
      
        
        


      

    

  


  

  
  
    
      
      
    
    
      
        
        
      

    
  




  
  
    
      
      
    
    
      
        
        
      

    
  



  







    
    


















  






      

      

  
    Top of Page
  

  
    
      ©  Georg Thieme Verlag KG | 
      
      
        Imprint |
        Privacy policy statement |
      
      Smartphone Version
      

      
        Your Current IP Address: 44.192.75.148
      

    

    

  




      


  
    
  
  
  
    
    
      
        
        
        
        
      
      
      
      
    
  
  




    

    






    

    
      
        
      
    

    
    


    
      
      
      
    

  