





    
  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: Practical Neurology]
      

            
          
    

    
  
    	Latest content
	Current issue
	Archive
	For authors
	Podcasts
	About
	Hosted content

  





    
  
    
  
    
  
        

    
  
  
    
  
    
  
      
  
  
    
  Search for this keyword 
 






  


  
  



  
      
  
  
    Advanced search  


  
  



  



  


  
  


  
        

    
  
  
    	 Close
More
	

    
  
    
  
    
  
        Main menu

    
  
  
    
  	Latest content
	Current issue
	Archive
	For authors
	Podcasts
	About
	Hosted content



  


  
  



  



  






	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 18, Issue 3 
	A tough one to swallow


        

       
      
          
            Email alerts
          
        

      

          

            
          
        
          
            
                                                                                                  
    

    
  
    
    
    
    
      
        
  
      
  
  
    
    
  
    
    
      
        
  
      
  
  
    Article Text
  


  
  



      

    

    
    
      
        
  
      
  
  
    Article menu 
  


  
  



      

    

  
  
   
  
  


  


  
  



      

    

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


  


  
  



      

    

    
    
      
        
  
      
  
  
    [image: Download PDF]PDF  


  
  



  
      
  
  
    Test yourself


  


  
  



  
      
  
  
    
      A tough one to swallow
        
  

  


  
  



  
      
  
  
    [image: Loading]

  
    
  
      
  
  
    	Eoin Mulroy, 
	James Cleland, 
	Nicholas Child, 
	Jennifer Pereira, 
	Neil E Anderson

	
Department of Neurology, Auckland City Hospital, Auckland, New Zealand



	Correspondence to
 Dr Eoin Mulroy, Department of Neurology, Auckland City Hospital, Auckland 1023, New Zealand; EoinM{at}adhb.govt.nz





  


  
  



  
      
  
  
    

  


  
  



  
      
  
  
    https://doi.org/10.1136/practneurol-2017-001860

  


  
  



  
        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.

  


  
  



  
        

    
  
  
    
  


  
  



  
      
  
  
    	dermatomyositis
	muscle weakness
	inflammatory myopathy
	dysphagia

A 57-year-old woman, previously well and taking no medications, gave a 2 - week history of progressive swallowing difficulty, nasal speech, nasal food regurgitation and mild limb girdle weakness . Two months before, she had developed a rash on her neck and behind her ears; by the time of presentation, this had spread to her face, scalp, elbows, knees and hands. She had no myalgia, arthralgia, fever or Raynaud’s phenomenon. Examination showed a skin rash (figure 1), weak palatal movements, absent gag reflex and mild hip flexion and shoulder abduction weakness. She required nasogastric tube feeding due to severe dysphagia.
Question 1
What is the differential diagnosis?


Figure 1 Skin rashes at the time of presentation involving the neck, periauricular region, face and knuckles.



Subacute onset of bulbar palsy raises a limited number of diagnostic possibilities. Intrinsic lower brainstem lesions, motor neuron disease, Guillain-Barré syndrome, myasthenia gravis and multiple lower cranial nerve palsies should be considered, although none of these would explain the rash. Inflammatory myopathies such as inclusion body myositis and dermatomyositis can present in this fashion. In this case, skin rash might suggest dermatomyositis.
Blood testing identified a serum creatine kinase concentration of 433 U/L (normal 30–180). Blood testing for vasculitis, systemic connective tissue diseases, myasthenia gravis and Lambert-Eaton myasthenic syndrome were negative or normal. Central nervous system imaging was unremarkable. Nerve conduction studies found no evidence of neuropathy and no decrement on repetitive nerve stimulation. Electromyography demonstrated low-amplitude, short-duration potentials.
Question 2
What is the likely diagnosis and what tests would you perform?

Low-amplitude, short-duration muscle action potentials on electromyography suggest a myopathy. This finding, combined with dysphagia and skin rash, suggests a diagnosis of dermatomyositis. Historically, this diagnosis relied on clinical, biochemical (raised serum creatine kinase) and electromyography findings, combined with muscle histology showing perivascular endomysial inflammation and perifascicular atrophy.1 Nowadays, however, … 
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