
    
    

    
    

    

    
    
    
      
    
    seminars in neurology


    
    
    
    



    

      

  
    	
          
            DE
          
        
	
          EN
        
	
        
          Home
        
      
	
        Products
        	
            
              Journals
            
          
	
            
              Books
            
          
	
            
              Book Series
            
          


        

      
	
        Service
        	
            
              Library Service
            
          


        

      
	
        Help
      
	
        
          Contact
        
      
	
        
          Portal
        
      


  

  
    
    
      
        Seminars in Neurology
      
    

    

  
    
    
      
        
          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
              
	
                Manuscript Submission
              


      
	
          
            Subscription
          
          	
                  Subscription Information & Contacts
                
	
                  Institutional Licensing
                


        
	
        
        
        
          
        
          
            Social Media
            
          
        
          
        
          
        
        	
                X
              


      
	
        
        
        
          
        
          
            SIN Women
            
          
        
          
        
          
        
          
        
          
        
        	
                Article Collection
              
	
                About Women in Medicine
              


      





    	
        
        
        
        
        
        
          
          
            
              Not Logged In
            
             
              Login
            
            
              	
                  
                    
                      
                      
                      
                      
                        Username or e-mail address: 
                        
                      

                      
                        Password:
                        
                      

                      
                        
                      

                      Forgot Access Data?
                      
                        Register Now
                      
                      
                        OpenAthens/Shibboleth Login
                      
                    

                  
                


            

          
        
        

        

      
	
        
        
          Shopping Cart
        
        









        
        
      


  

  
    
      
    

    
    
      
    
    
    
    
    
    
    
    
    
      
        
          
        

      
    
  




      

      

      
        




  



  

  
    
    
      [image: ]
      
    

    
    
      
        
          
          
          
          
            Year (Archive)
            
              
                
                  2014
                

              

              	
                      
                      
                      
                      
                        2024
                      
                    
	
                      
                      
                      
                      
                        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 (01/2024)
              
            


      
    

    
    
      

  
  
    
      
      
    
    
      
        
        
      

    
  



    
    
    

    

    

    
        
      
        
      
        
      
        
      
        
      
        
      
        
      
        
      
        
      
        
      
    
      
    
      
        
      
    
      
        
          
            
              Related Journals
            

            
              	
                      
                        

                        
                          Neuropediatrics
                        

                      
                    
	
                      
                        

                        
                          Journal of Pediatric Neurology
                        

                      
                    
	
                      
                        

                        
                          Journal of Brachial Plexus and Peripheral Nerve Injury
                        

                      
                    
	
                      
                        

                        
                          Journal of Neurological Surgery Part A: Central European Neurosurgery
                        

                      
                    
	
                      
                        

                        
                          Journal of Neurological Surgery Part B: Skull Base
                        

                      
                    
	
                      
                        

                        
                          Journal of Neurological Surgery Reports
                        

                      
                    
	
                      
                        

                        
                          Journal of Pediatric Epilepsy
                        

                      
                    
	
                      
                        

                        
                          Indian Journal of Neurosurgery
                        

                      
                    
	
                      
                        

                        
                          Indian Journal of Neurotrauma
                        

                      
                    
	
                      
                        

                        
                          International Journal of Epilepsy
                        

                      
                    
	
                      
                        

                        
                          Journal of Neuroanaesthesiology and Critical Care
                        

                      
                    


            

          

        
      
    
      
        
          
            
              Related Books
            

            
              	
                      
                        

                        
                          Neurology
                        

                      
                    


            

          

        
      
    
      
    
      
    
      
    
      
    
      
    
      
    
  

    
  

  
  
  






  
  

  
    

  
  
    
      
      
    
    
      
      
    
  



    


  

    

    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    

    
    
    

    
      
        
          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-00000071.xml
        

      

    

    

    

    
      
        [bookmark: saveLink]
      
    

    
      
        
      

      
        
      

      
        
          Share / Bookmark

          Facebook
          X
          Linkedin
          Weibo
        

      

    

    

    

    
      
          
              
          
      
    

    

    

    
      
        
        
          
          
          
        
      
    
  


  
    
      
        
          
            
              Download PDF
            
          
        
      

      
        
          
            
          
        
      

    

  

  

  
  
    
  
  




    
    
Semin Neurol 2014; 34(02): 129-150
DOI: 10.1055/s-0034-1377058






Thieme Medical Publishers 333 Seventh Avenue, New York, NY 10001, USA.
Progressive Supranuclear Palsy: A Heterogeneous Degeneration Involving the Brain Stem, Basal Ganglia and Cerebellum With Vertical Gaze and Pseudobulbar Palsy, Nuchal Dystonia and Dementia


John C. Steele


1
           
        Assistant Resident in Neuropathology (Dr. Steele); Associate Professor of Medicine (Dr. Richardson); Professor of Neuropathology (Dr. Olszewski). From the Division of Neuropathology, Department of Pathology, University of Toronto, and from the neurological divisions of the Medical Services of the Toronto General Hospital and Sunnybrook Hospital, D.V.A.

, 


J. Clifford Richardson


1
           
        Assistant Resident in Neuropathology (Dr. Steele); Associate Professor of Medicine (Dr. Richardson); Professor of Neuropathology (Dr. Olszewski). From the Division of Neuropathology, Department of Pathology, University of Toronto, and from the neurological divisions of the Medical Services of the Toronto General Hospital and Sunnybrook Hospital, D.V.A.

, 


Jerzy Olszewski


1
           
        Assistant Resident in Neuropathology (Dr. Steele); Associate Professor of Medicine (Dr. Richardson); Professor of Neuropathology (Dr. Olszewski). From the Division of Neuropathology, Department of Pathology, University of Toronto, and from the neurological divisions of the Medical Services of the Toronto General Hospital and Sunnybrook Hospital, D.V.A.

› Author Affiliations

Further Information


Publication History

Publication Date:
25 June 2014 (online)












	
Abstract

	
Full Text

	
References




 

[image: SFX Search]

 Buy Article Permissions and Reprints



[image: ]


In this report we are describing a progressive brain disease featured by supranuclear ophthalmoplegia affecting chiefly vertical gaze, pseudobulbar palsy, dysarthria, dystonic rigidity of the neck and upper trunk, and other less constant cerebellar and pyramidal symptoms. Dementia has usually remained mild. This disease would appear to be predominantly a nerve cell degeneration centered chiefly in the brain stem.

The fully developed clinical picture presented by this disease seems to follow a fairy definitive pattern and does not conform to the classical system degenerations such as motor neurone disease, paralysis agitans, cerebellar degeneration, Creuzfeldt-Jakob disease, or the presenile dementias. Yet it would seem unlikely that the disease shown by our cases is a new one, and similar earlier cases may well have been accepted as arteriosclerotic parkinsonism when that diagnosis was used in a very broad sense such as in Critchley's monograph of 1929.[1] There are some resemblances to Lhermitte's pyramidopallidal syndrome and to the cases with rigidity and dementia sometimes called Jakob's disease. However, none of these older writings seem to describe the peculiar combination of oculomotor, dystonic, pseudobulbar, and mental signs that has seemed to develop in a common mold in our cases. Moreover, the pathological findings which were provided by our case were clearly not arteriopathic and seem to show a specific type and pattern of nerve cell change.

Verhaart[2] has described one case with pathological features very similar to ours, though the clinical findings differ, and has provided the term “heterogeneous system degeneration of the central nervous system.” Brusa[3] has presented a case difficult to classify with the same type of pathological changes as shown in our cases and has presented a useful classification of transitional form, or multisystem, degeneration of the nervous system.

The one case which does bear striking clinical and pathological resemblance to the ones here reported was published by Chavany et al,[4] and this will be considered further in the comment after the presentation of cases.
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