





    
  Skip to main content
  




  

    

      
        
          
              
    

    
  
    
  
    
  
      
  
  
    


  



  


  
  



  



  



  

          

        

      


      
        
              

      
        
          
                       

         

      

     
    
      
        
          [image: BMJ Journals]

                  

      

      
                  
            
                
    

    
  
    	Subscribe
	Log In 
More
	

    
  
    
  
    
  
      
  
  
    Log in via Institution
Log in via OpenAthens
  


  
  



  
      
  
  
    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: Annals of the Rheumatic Diseases]
      

            
          
    

    
  
    	Latest content
	Current issue
	Archive
	Authors
	About
	Podcasts

  





    
  
    
  
    
  
        

    
  
  
    
  
    
  
      
  
  
    
  Search for this keyword 
 






  


  
  



  
      
  
  
    Advanced search  


  
  



  



  


  
  


  
        

    
  
  
    	 Close
More
	

    
  
    
  
    
  
        Main menu

    
  
  
    
  	Latest content
	Current issue
	Archive
	Authors
	About
	Podcasts



  


  
  



  



  






	Subscribe
	Log in 
More
	

    
  
    
  
    
  
      
  
  
    Log in via Institution
Log in via OpenAthens
  


  
  



  
      
  
  
    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 71, Issue Suppl 3 
	THU0373 Clinical presentation of erdheim-chester disease: Data from a cohort of 10 patients and review of the literature


        

       
      
          
            Email alerts
          
        

      

          

            
          
        
          
            
                                                                                                  
    

    
  
    
    
    
    
      
        
  
      
  
  
    
    
  
    
    
      
        
  
      
  
  
    Article Text
  


  
  



      

    

    
    
      
        
  
      
  
  
    Article menu 
  


  
  



      

    

  
  
   
  
  


  


  
  



      

    

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


  


  
  



      

    

    
    
      
        
  
      
  
  
    [image: Download PDF]PDF  


  
  



  
      
  
  
    Scientific Abstracts
Poster Presentations
Posters
Other orphan diseases


  


  
  



  
      
  
  
    
      THU0373 Clinical presentation of erdheim-chester disease: Data from a cohort of 10 patients and review of the literature
        
  

  


  
  



  
      
  
  
    [image: Loading]

  
    
  
      
  
  
    	G. Cavalli, 
	B. Guglielmi, 
	C. Campochiaro, 
	A. Berti, 
	M.G. Sabbadini, 
	L. Dagna

	[bookmark: aff-1]Department of Medicine and Clinical Immunology, Vita-Salute San Raffaele University, San Raffaele Scientific Institute, Milan, Italy






  


  
  



  
      
  
  
    Abstract

Background Erdheim-Chester disease (ECD) is a rare, inflammatory disease of unknown etiology, characterized by the infiltration of non-Langerhans histiocytes. ECD typically involves long bones, with almost pathognomonic nuclear medicine finding. The overall prognosis is poor. Although the overall prevalence of ECD is low, it is still a largely overlooked diagnosis. Its broad clinical spectrum at presentation is often elusive, since infiltration of different organs may lead to disparate and confounding manifestations. Moreover, as subsequent manifestations can develop over years, a timely assessment of the diagnosis can be difficult.




Objectives To characterize the presentation of ECD at the time of onset and the evolution of the clinical picture, with particular reference to the symptoms which induced patients to seek medical attention.




Methods We analyzed the presentation at the time of onset, at diagnosis, and the subsequent clinical manifestations in a cohort of 10 ECD patients followed up at our Institution. Moreover we searched the English-language medical literature indexed in PubMed using the keyword “Erdheim-Chester” or “Erdheim-Chester disease”, including in our analysis the histologically-proven cases. Moreover, we divided the cumulative cohort of patients in three groups according to the patient age at presentation (<40, 40-69, >70 years), and performed on the different subgroups the same analyses.




Results We found 249 patients in the literature fulfilling the proposed criteria. In the cumulative group of 259 patients, the overall frequency of symptoms at onset and during the whole course of the disease were, respectively: skeletal (bone pain and/or bone masses), in 26 and 47% of patients; diabetes insipidus, in 22 and 26%; neurological, in 22 and 49%; constitutional, in 19 and 25%); related to retroperitoneal involvement, in 14 and 34%; pulmonary in 12 and 20%; cutaneous, in 11 and 23%; cardiovascular, in 7 and 22%. Under 40 years of age, the presenting symptoms were: neurological (35%), skeletal (29%), diabetes insipidus (29%), constitutional (15%), pulmonary (4%). Between 40-69 years the presenting symptoms were: skeletal (24%), diabetes insipidus, neurologic and constitutional (21%), related to retroperitoneal (21%), pulmonary (14%), cardiac (8%). Over 70 years of age the presentations were: skeletal (32%), pulmonary (20%), diabetes insipidus (20%), neurologic (12%), cardiac (12%), related to retroperitoneal involvement (4%).




Conclusions ECD manifests in the general population more frequently with skeletal symptoms (bone pain and/or masses), diabetes insipidus, neurologic, and constitutional symptoms. Interestingly, diabetes insipidus and constitutional symptoms due to ECD, if not present early in the course, only rarely develop. There seem to be differences in ECD presentation and course in specific age-groups. Physicians should be aware of this clinical entity to consider it in the differential diagnosis of many different clinical manifestations.




	Veyssier-Belot C et al. Erdheim-Chester disease. Clinical and radiologic characteristics of 59 cases. Medicine 1996; 75:157-69.

	Haroche J et al. Erdheim-Chester disease. Curr Opin Rheumatol 2012; 24: 53-9






Disclosure of Interest None Declared







  


  
  



  
      
  
  
    


  



  


  
  



  
      
  
  
    https://doi.org/10.1136/annrheumdis-2012-eular.2338

  


  
  



  
        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.

  


  
  



  
        

    
  
  
    
  


  
  



  
      
  
  
    


  


  
  



  
      
  
  
    

  


  
  



  
        Read the full text or download the PDF:

    
  
  
    
  
    
  
    
    
      
        
  
      
  
  
      


  
  



      

    


    
      
        
  
      
  
  
    Subscribe  


  
  



      

    

    
    
      
        
  
      
  
  
    Log in   


  
  



  
      
  
  
    
  
    
  
      
  
  
    Log in via Institution
Log in via OpenAthens
  


  
  



  
      
  
  
    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?




  


  
  



  



  


  
  



      

    

  
  
   
  
    



  


  
  



  





  


  
  



  
        Read the full text or download the PDF:

    
  
  
    
  
    
  
    
    
      
        
  
      
  
  
      


  
  



      

    


    
      
        
  
      
  
  
    Subscribe  


  
  



      

    

    
    
      
        
  
      
  
  
    Log in   


  
  



  
      
  
  
    
  
    
  
      
  
  
    Log in via Institution
Log in via OpenAthens
  


  
  



  
      
  
  
    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?




  


  
  



  



  


  
  



      

    

  
  
   
  
    



  


  
  



      

      
    

    
    
      
        
  
      
  
  
      


  
  



      

    

  
  
   
    
    
    
      
        
  
      
  
  
    
  
      
  
     
          

          

          

          

          




  


  
  



      

    

  
  
   
  


  



  

          

        


        
        
      

    

   

 


    
    
      
          
    

    
  
    
  
    
  
      
  
  
    	[image: EULAR]
	[image: Eular textbooks]

  


  
  



  



  



  

      

    

  
    
    
      
          
    

    
  
    
  	Content	Latest content
	Current issue
	Lay summaries
	Archive
	Browse by collection
	Most read articles
	Top cited articles
	Responses


	Journal	About
	Editorial board
	Sign up for email alerts
	Subscribe
	EULAR textbooks
	Thank you to our reviewers


	Authors	Instructions for authors
	Submit an article
	Editorial policies
	Open Access at BMJ
	BMJ Author Hub


	Help	Contact us
	Reprints
	Permissions
	Advertising
	Feedback form





  



  

      
            
        
            
    

    
  
    
  
    
  
      
  
  
    	 RSS
	 Twitter
	 Facebook
	 SoundCloud
	 YouTube

  


  
  



  



  



  

        
      

          

  
      
    
      
    

    
      
        	Website Terms & Conditions
	Privacy & Cookies
	Contact BMJ


        
        Cookie Settings
        
        Online ISSN: 1468-2060Print ISSN: 0003-4967

        © European Alliance of Associations for Rheumatology, EULAR 2023. Published by BMJ. All rights reserved.

      

    

  
      
    
        
    

    
  
    
  
    
  
      
  
  
    


  



  


  
  



  



  



  

    

  

  
  


