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                    Zusammenfassung
Das Kennedy-Syndrom ist eine X-chromosomal rezessiv vererbte bulbospinale Muskelatrophie, die in einigen Fällen mit endokrinologischen Störungen, wie einer partiellen Androgenresistenz und einem Diabetes mellitus einhergeht. Die Erkrankung manifestiert sich in der Regel zwischen dem 20. und 40. Lebensjahr. Initiale Symptome sind schlaffe proximale Paresen, Faszikulationen, Muskelkrämpfe oder Tremor. Die Progredienz der Krankheit ist meist langsam und die Lebenserwartung normal. Deshalb ist es wichtig, das Kennedy-Syndrom von der amyotrophen Lateralsklerose (ALS), spinalen Muskelatrophien (SMA), Muskeldystrophien und anderen Formen von Motorneuronerkrankungen abzugrenzen. Das Kennedy-Syndrom wird durch eine Trinukleotidexpansion im Gen des Androgenrezeptors verursacht. Heute erlaubt die genetische Diagnostik im Individualfall eine zuverlässige Diagnose und genetische Beratung. Eine effektive Behandlung existiert bisher noch nicht.


Summary
The Kennedy-Syndrome is a X-linked recessive bulbospinal muscular atrophy, in some cases associated with endocrinological disturbances such as androgen resistance and diabetes mellitus. The age of onset is usually between 20 and 40. Presenting symptoms are proximal flaccid weakness, fasciculations, cramps or tremor. Disease progression is usually slow and live expectancy is normal. It is important to distinguish the Kennedy-Syndrome from amyotrophic lateral sclerosis, spinal muscular atrophy, muscular dystrophies and other types of motor neuron disease. Kennedy disease is caused by an expanded trinucleotide repeat in the androgen receptor gene. Genetic analysis allows a precise diagnosis on an individual basis and reliable genetic counselling. An effective medical treatment does not yet exist.



                    
    


                    
                        
                            
                                
                                    
                                        
                                    
                                    
                                        This is a preview of subscription content, log in via an institution
                                    
                                    
                                        
                                     to check access.
                                

                            

                        

                        
                            
                                
                                    Access this article

                                    
                                        
                                            
                                                
                                                    Log in via an institution
                                                    
                                                        
                                                    
                                                
                                            

                                        
                                    
                                    
                                        
 
 
  
   
    
     
     
      Buy article PDF USD 39.95
     

    

    Price excludes VAT (USA)

     Tax calculation will be finalised during checkout.

    Instant access to the full article PDF.

   

  

  
 

 
  
   
    Rent this article via DeepDyve
     
      
     

   

  

  
 


                                    

                                    
                                        Institutional subscriptions
                                            
                                                
                                            
                                        

                                    

                                

                            
                        

                        
                            
                        

                    

                    
                        
                    


                    
                        
                            
                        
                    

                    

                    

                    
Author information
Authors and Affiliations
	Klinik und Poliklinik für Neurologie der Westf. Wilhelms Universität Münster, , , , , , XX
G. Kuhlenbäumer, M. Bocchicchio, P. Young, C. Oberwittler & F. Stögbauer

	Institut für Humangenetik der Universität Würzburg, , , , , , XX
W. Kreß


Authors	G. KuhlenbäumerView author publications
You can also search for this author in
                        PubMed Google Scholar



	M. BocchicchioView author publications
You can also search for this author in
                        PubMed Google Scholar



	W. KreßView author publications
You can also search for this author in
                        PubMed Google Scholar



	P. YoungView author publications
You can also search for this author in
                        PubMed Google Scholar



	C. OberwittlerView author publications
You can also search for this author in
                        PubMed Google Scholar



	F. StögbauerView author publications
You can also search for this author in
                        PubMed Google Scholar







Rights and permissions
Reprints and permissions


About this article
Cite this article
Kuhlenbäumer, G., Bocchicchio, M., Kreß, W. et al. Die X-chromosomal rezessive spinobulbäre Muskelatrophie (Typ Kennedy)
Beschreibung einer Familie, Klinik, molekulare  Genetik, Differentialdiagnose und Therapie.
                    Nervenarzt 69, 660–665 (1998). https://doi.org/10.1007/s001150050325
Download citation
	Issue Date: August 1998

	DOI: https://doi.org/10.1007/s001150050325


Share this article
Anyone you share the following link with will be able to read this content:
Get shareable linkSorry, a shareable link is not currently available for this article.


Copy to clipboard

                            Provided by the Springer Nature SharedIt content-sharing initiative
                        


	Schlüsselwörter Kennedy-Syndrom
	Spinobulbäre Muskelatrophie (SBMA)
	Dynamische Mutationen
	Androgenrezeptor
	Trinukleotidrepeat

	Key words Kennedy-Syndrome
	Spinobulbar muscular atrophy (SBMA)
	Dynamic mutations
	Androgen receptor
	Trinucleotide repeat expansion








                    
                

            

            
                
                    

                    
                        
                            
    

                        

                    

                    
                        
                    


                    
                        
                            
                                
                            

                            
                                
                                    
                                        Access this article


                                        
                                            
                                                
                                                    
                                                        Log in via an institution
                                                        
                                                            
                                                        
                                                    
                                                

                                            
                                        

                                        
                                            
 
 
  
   
    
     
     
      Buy article PDF USD 39.95
     

    

    Price excludes VAT (USA)

     Tax calculation will be finalised during checkout.

    Instant access to the full article PDF.

   

  

  
 

 
  
   
    Rent this article via DeepDyve
     
      
     

   

  

  
 


                                        

                                        
                                            Institutional subscriptions
                                                
                                                    
                                                
                                            

                                        

                                    

                                
                            

                            
                                
    
        Advertisement

        
        

    






                            

                            

                            

                        

                    

                
            

        

    
    
    


    
        
            Search

            
                
                    
                        Search by keyword or author
                        
                            
                            
                                
                                    
                                
                                Search
                            
                        

                    

                
            

        

    



    
        Navigation

        	
                    
                        Find a journal
                    
                
	
                    
                        Publish with us
                    
                
	
                    
                        Track your research
                    
                


    


    
	
		
			
			
	
		
			
			
				Discover content

					Journals A-Z
	Books A-Z


			

			
			
				Publish with us

					Publish your research
	Open access publishing


			

			
			
				Products and services

					Our products
	Librarians
	Societies
	Partners and advertisers


			

			
			
				Our imprints

					Springer
	Nature Portfolio
	BMC
	Palgrave Macmillan
	Apress


			

			
		

	



		
		
		
	
		
				
						
						
							Your privacy choices/Manage cookies
						
					
	
						
							Your US state privacy rights
						
						
					
	
						
							Accessibility statement
						
						
					
	
						
							Terms and conditions
						
						
					
	
						
							Privacy policy
						
						
					
	
						
							Help and support
						
						
					


		
	
	
		
			
				
					
					34.203.247.36
				

				Not affiliated

			

		
	
	
		
			
		
	
	© 2024 Springer Nature




	






    