





    
  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: Journal of Neurology, Neurosurgery & Psychiatry]
      

            
          
    

    
  
    	Latest content
	Current issue
	Archive
	JNNP 100
	Authors
	Podcasts
	About

  





    
  
    
  
    
  
        

    
  
  
    
  
    
  
      
  
  
    
  Search for this keyword 
 






  


  
  



  
      
  
  
    Advanced search  


  
  



  



  


  
  


  
        

    
  
  
    	 Close
More
	

    
  
    
  
    
  
        Main menu

    
  
  
    
  	Latest content
	Current issue
	Archive
	JNNP 100
	Authors
	Podcasts
	About



  


  
  



  



  






	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 92, Issue 9 
	Hemiplegic-type ALS shows a strong correlation between upper, lower motor neuron degeneration and pTDP-43 pathology


        

       
      
          
            Email alerts
          
        

      

          

            
          
        
          
            
                                                                                                  
    

    
  
    
    
    
    
      
        
  
      
  
  
    
    
  
    
    
      
        
  
      
  
  
    Article Text
  


  
  



      

    

    
    
      
        
  
      
  
  
    Article menu 
  


  
  



      

    

  
  
   
  
  


  


  
  



      

    

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


  


  
  



      

    

    
    
      
        
  
      
  
  
    [image: Download PDF]PDF  


  
  



  
      
  
  
    Editorial commentary


  


  
  



  
      
  
  
    
      Hemiplegic-type ALS shows a strong correlation between upper, lower motor neuron degeneration and pTDP-43 pathology
        
  

  


  
  



  
      
  
  
    [image: Loading]

  
    
  
      
  
  
    	http://orcid.org/0000-0002-0513-9517Nilo Riva, 
	Angelo Quattrini

	
Department of Neurology, Institute of Experimental Neurology (INSPE), Division of Neuroscience, San Raffaele Hospital Institute of Experimental Neurology, Milano, Lombardia, Italy



	Correspondence to
 Dr Nilo Riva, Department of Neurology, Institute of Experimental Neurology (INSPE), Division of Neuroscience, San Raffaele Hospital Institute of Experimental Neurology, Milano, Lombardia, Italy; riva.nilo{at}hsr.it





  


  
  



  
      
  
  
    

  


  
  



  
      
  
  
    https://doi.org/10.1136/jnnp-2021-326512

  


  
  



  
        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.

  


  
  



  
        

    
  
  
    
  


  
  



  
      
  
  
    	motor neuron disease
	neuropathology
	prion
	ALS
	neuromuscular

The study of ALS restricted phenotypes as an opportunity to unravel ALS focality and spread
Several lines of evidence shoe that motor neuron degeneration starts as a focal process in amyotrophic lateral sclerosis (ALS), subsequently spreading through the complex anatomy of the motor system. ALS may present with considerable phenotypic heterogeneity, reflecting the varied degree of involvement of both motor and extramotor areas.1 Even though, historically, clinicpathological studies have provided an unevaluable contribution to the identification of ALS as a nosological entity, to unravel the central pathogenetic role of the phosphorylated 43 kDa transactive response DNA-binding protein (pTDP-43) as well as to conceptualise disease spreading, few reports have been focused on ALS restricted phenotypes so far.
Sainouchi et al present an intriguing clinicopathological study of two cases of hemiplegic ALS. Both patients presented at onset with upper … 
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