





    
  Skip to main content
  




  

    

      
        
          
              
    

    
  
    
  
    
  
      
  
  
    


  



  


  
  



  



  



  

          

        

      


      
        
              

      
        
          
                       

         

      

     
    
      
        
          [image: BMJ Journals]

                  

      

      
                  
            
                
    

    
  
    	Subscribe
	Log In 
More
	

    
  
    
  
    
  
      
  
  
    Log in via Institution
Log in via OpenAthens
Log in via ACP  


  
  



  
      
  
  
    Log in using your username and password

 For personal accounts OR managers of institutional accounts



  Username *
 



  Password *
 




Forgot your log in details?Register a new account?

Forgot your user name or password?




  


  
  



  



  






	Basket 
	Search 
More
	

    
  
    
  
    
  
      
  
  
    
  Search for this keyword 
 






  


  
  



  
      
  
  
    Advanced search  


  
  



  



  







  



  

            

          

                

    
        
      
                [image: Journal of Clinical Pathology]
      

            
          
    

    
  
    	Latest content
	Current issue
	Archive
	75th Anniversary
	For authors
	About
	Call for Papers

  





    
  
    
  
    
  
        

    
  
  
    
  
    
  
      
  
  
    
  Search for this keyword 
 






  


  
  



  
      
  
  
    Advanced search  


  
  



  



  


  
  


  
        

    
  
  
    	 Close
More
	

    
  
    
  
    
  
        Main menu

    
  
  
    
  	Latest content
	Current issue
	Archive
	75th Anniversary
	For authors
	About
	Call for Papers



  


  
  



  



  






	Subscribe
	Log in 
More
	

    
  
    
  
    
  
      
  
  
    Log in via Institution
Log in via OpenAthens
Log in via ACP  


  
  



  
      
  
  
    Log in using your username and password

 For personal accounts OR managers of institutional accounts



  Username *
 



  Password *
 




Forgot your log in details?Register a new account?

Forgot your user name or password?




  


  
  



  



  






	BMJ Journals

  


  
  




  



  



  

      

          

          
  
        
      
        
          You are here
	Home
	Archive
	Volume 60, Issue 10 
	Dermatofibrosarcoma protuberans in a patient with X-linked agammaglobulinaemia


        

       
      
          
            Email alerts
          
        

      

          

            
          
        
          
            
                                                                                                  
    

    
  
    
    
    
    
      
        
  
      
  
  
    
    
  
    
    
      
        
  
      
  
  
    Article Text
  


  
  



      

    

    
    
      
        
  
      
  
  
    Article menu 
  


  
  



      

    

  
  
   
  
  


  


  
  



      

    

  
  
   
    
  
    
    
      
        
  
      
  
  
    	Article 
Text
	Article 
info
	Citation 
Tools
	Share
	Rapid Responses
	Article 
metrics
	Alerts


  


  
  



      

    

    
    
      
        
  
      
  
  
    [image: Download PDF]PDF  


  
  



  
      
  
  
    Case report


  


  
  



  
      
  
  
    
      Dermatofibrosarcoma protuberans in a patient with X-linked agammaglobulinaemia
        
  

  


  
  



  
      
  
  
    [image: Loading]

  
    
  
      
  
  
    	P F K Yong1, 
	D Grosse-Kreul1, 
	J Maher1, 
	J R Salisbury2, 
	M A A Ibrahim3

	1Department of Clinical Immunology and Allergy, Kings College Hospital, London, UK 

	2Department of Histopathology, Kings College Hospital, London, UK 

	3Department of Clinical Immunology and Allergy, Kings College Hospital, London, UK 


	Patrick F K Yong, Clinical Immunology and Allergy, Kings College Hospital, Denmark Hill, London SE5 9RS, UK;  pyong{at}doctors.org.uk




  


  
  



  
      
  
  
    

  


  
  



  
      
  
  
    https://doi.org/10.1136/jcp.2006.044040

  


  
  



  
        Statistics from Altmetric.com

    
  
  
    
  


  
  



  
      
  
  
    


  


  
  



  
        Request Permissions

    
  
  
    If you wish to reuse any or all of this article please use the link below which will take you to the Copyright Clearance Center’s RightsLink service. You will be able to get a quick price and instant permission to reuse the content in many different ways.

  


  
  



  
        

    
  
  
    
  


  
  



  
      
  
  
    
      
      This is the first case report of dermatofibrosarcoma protuberans (DFSP) arising in a patient with X-linked agammaglobulinaemia (XLA). XLA is the prototypic genetic disorder resulting in a lack of antibody production. Mutations are found in the Btk gene, which results in arrest of B cell development from pro B cells to pre B cells and subsequently to mature B lymphocytes.1 These patients are prone to recurrent infections without replacement immunoglobulin but are generally not at increased risk of malignancy. DFSP is a slow growing cutaneous tumour that has been reported previously with HIV infection and post-renal transplantation, but not with antibody deficiency.

    

      Case report

      A 46-year-old man, known to have XLA, presented in 2001 with a painless cystic subcutaneous swelling over the proximal interphalangeal joint of his right little finger. The swelling had gradually been increasing in size over the previous year. Plain radiographs of the area were normal. The lesion was excised and histology showed a subcutaneous nodule composed of densely packed spindle cells with tapering nuclei. Collagen was focally seen between the cells but there were no giant cells or foamy histiocytes, although mitoses were identified. The findings were those of a DFSP, which had been incompletely excised. Subsequent immunohistochemical staining demonstrated the tumour was CD34 positive and factor XIIa negative.



  





      The lesion recurred 4 months later and was re-excised. However, histology, showed widespread recurrence and the finger was subsequently amputated with clear resection margins.

      This man had originally been … 
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