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    	CLINICAL NEUROLOGY
	MRI
	METABOLIC DISEASE

Section 1
A 56-year-old right-handed man was admitted to the hospital with a 7-day history of gradual-onset holocephalic headache. Two days after headache onset, he had developed dysarthria, musical hallucinations and progressive confusion. He had become non-verbal on the day of admission.
He had a 10-year history of type 2 diabetes mellitus and bilateral sensorineural hearing impairment, requiring hearing aids. Close family members had noted further hearing deterioration two weeks before admission, which was later confirmed by audiometry; this affected both sides symmetrically particularly at higher frequencies. His maternal grandmother also had hearing impairment. He did not smoke or drink alcohol and had not used illicit drugs.



  




His vital signs were stable but detailed physical examination was precluded by extreme agitation and aggressive behaviour. His attention was drawn only by standing directly in front of him, suggesting a bilateral peripheral vision loss. He moved all his limbs symmetrically without obvious ataxia and was ambulant. He could follow simple commands. Speech was limited to unintelligible sounds, but he could communicate by writing.
Questions for consideration
	Where do you localise the symptoms?

	What is the most likely differential diagnosis at this point?




Section 2
This man had new-onset headache, auditory hallucinations, worsening encephalopathy and seemed to have developed a new visual impairment affecting the peripheral vision bilaterally. Encephalopathy is often caused by a widespread multifocal process but can also result from a single lesion involving the frontal lobe or any part of the Papez circuit.
The dissociation between poor verbal expression with intact writing suggested speech apraxia, which would localise to the inferior frontal and superior temporal cortex.
Although difficult to characterise precisely here, his visual impairment suggested a bilateral peripheral visual field defect with central sparing. This pattern may occur with diffuse retinal disease or bilateral posterior cortical involvement, which further supports the multifocal nature of the disease. … 



View Full Text
  


  
  



  
      
  
  
    Footnotes
	Contributors TMA drafted the manuscript and reviewed the literature. JC helped with drafting and literature review. KS reviewed the manuscript.

	Funding The authors have not declared a specific grant for this research from any funding agency in the public, commercial or not-for-profit sectors.

	Competing interests None declared.

	Provenance and peer review Not commissioned; externally peer reviewed Yi Shiau Ng, Newcastle-upon-Tyne, UK.





  


  
  



  
      
  
  
    


  



  


  
  



  
        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?




  


  
  



  



  


  
  



      

    

  
  
   
  
    



  


  
  



      

      
    

    
    
      
        
  
      
  
  
      


  
  



      

    

  
  
   
    
    
    
      
        
  
      
  
  
    
    
  
    
    
      
        
  
      
  
  
    
  
      
  
    
  




  


  
  



      

    

    
    
      
        
  
        Other content recommended for you

    
  
  
    	Late-onset mitochondrial encephalopathy with lactic acidosis and stroke-like episodes and the role of serial imagingRobert Ambrogetti et al., BMJ Case Reports, 2024

	Recognition, investigation and management of mitochondrial diseaseJames E Davison et al., Archives of Disease in Childhood, 2017

	Uncommon mutation in mitochondrial encephalomyopathy, lactic acidosis and stroke-like episodes (MELAS)Jasna David et al., BMJ Case Reports, 2017

	Diagnosis and therapy in neuromuscular disorders: diagnosis and new treatments in mitochondrial diseasesS Rahman et al., Journal of Neurology, Neurosurgery & Psychiatry, 2009

	Infectious encephalitis: mimics and chameleonsMichel Toledano et al., Practical Neurology, 2019

	Mitochondrial enteropathy: the primary pathology may not be within the gastrointestinal tractP F Chinnery et al., Gut, 2001

	Kickboxing a cardiomyopathy: mitochondrial sequencing provides answer for young athlete and her familyElizabeth H Dineen et al., BMJ Case Reports, 2021

	Diagnosis of ‘possible’ mitochondrial disease: an existential crisisSumit Parikh et al., Journal of Medical Genetics, 2019

	Leigh syndrome: an adult presentation of a paediatric diseaseTaylor Watson-Fargie et al., Practical Neurology, 2023

	Mitochondrial encephalomyopathy, lactic acidosis and stroke-like episodes (MELAS) syndrome in pregnancyDeepa Balachandran Nair et al., BMJ Case Reports, 2021




  


  
  



      

    

  
  
   
  
  


  


  
  



      

    

  
  
   
  


  



  

          

        


        
        
      

    

   

 


    
    
      
          
    

    
  
    
  	Content	Latest content
	Current issue
	Archive
	Browse by collection
	Most read articles
	Curriculum Index
	Responses


	Journal	About
	Editorial board
	Sign up for email alerts
	Subscribe
	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
	 Blog
	 SoundCloud

  


  
  



  



  



  

        
      

          

  
      
    
      
    

    
      
        	Website Terms & Conditions
	Privacy & Cookies
	Contact BMJ


        
        Cookie Settings
        
        Online ISSN: 1474-7766Print ISSN: 1474-7758

        Copyright © 2023 BMJ Publishing Group Ltd. All rights reserved. 

      

    

  
      
    
        
    

    
  
    
  
    
  
      
  
  
    


  



  


  
  



  



  



  

    

  

  
  


