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Abstract

        
We report a neonate with brainstem disconnection. Only five similar cases have previously been described, the longest survival was 7 weeks. The newborn exhibited muscular hypertonia, absent suction, insufficient breathing, and seizures. Magnetic resonance imaging showed a disconnection between the upper pons and the medulla oblongata and cerebellar hypoplasia. The basilar artery was not visible. These neuroimaging findings are clearly different from other midbrain or hindbrain malformations with cerebellar hypoplasia. This pattern and a previously reported autopsy point to a malformation, not a disruption.


      

Key words

brainstem disconnection - brainstem malformation - cerebellar hypoplasia - newborn - ponto-medullary disconnection






References


	
[bookmark: R0210-1]1 
              Barth PG. 
              Pontocerebellar hypoplasias. An overview of a group of inherited neurodegenerative disorders with fetal onset. 
              Brain Dev. 
              1993; 
              15 
              411-422 
            



Google Scholar





	
[bookmark: R0210-2]2 
              Bednarek N, Scavarda D, Mesmin F, Sabouraud P, Motte J, Morville P. 
              Midbrain disconnection: an aetiology of severe central neonatal hypotonia. 
              Eur J Paediatr Neurol. 
              2005; 
              9 
              419-422 
            





CrossrefPubMedGoogle Scholar





	
[bookmark: R0210-3]3 
              Mamourian AC, Miller G. 
              Neonatal pontomedullary disconnection with aplasia or destruction of the lower brain stem: a case of pontoneocerebellar hypoplasia?. 
              AJNR. 
              1994; 
              15 
              1483-1485 
            





PubMedGoogle Scholar





	
[bookmark: R0210-4]4 
              MacCann E, Pilling D, Hesseling M, Roberts D, Subhedar N, Sweeney E. 
              Pontomedullary disconnection: fetal and neonatal considerations. 
              Pediatr Radiol. 
              2005; 
              35 
              812-814 
            





CrossrefPubMedGoogle Scholar





	
[bookmark: R0210-5]5 
              Pane M, Baranello G, Battaglia D, Donvito V, Carnevale F, Stefanini MC. et al .
              Severe abnormalities of the pons in two infants with Goldenhar syndrome. 
              Neuropediatrics. 
              2004; 
              35 
              234-238 
            





Article in Thieme ConnectPubMedGoogle Scholar





	
[bookmark: R0210-6]6 
              Parisi MA, Dobyns WB. 
              Human malformations of the midbrain and hindbrain: review and proposed classification scheme. 
              Mol Genet Metab. 
              2003; 
              80 
              36-53 
            





CrossrefPubMedGoogle Scholar





	
[bookmark: R0210-7]7 
              Sarnat HB, Benjamin DR, Siebert JR, Kletter GB, Cheyette SR. 
              Agenesis of the mesencephalon and metencephalon with cerebellar hypoplasia: putative mutation in the EN2 gene - report of 2 cases in early infancy. 
              Pediatr Dev Pathol. 
              2002; 
              5 
              54-68 
            





CrossrefPubMedGoogle Scholar





	
[bookmark: R0210-8]8 
              Sener RN. 
              Congenital cleft in the pontomedullary junction. 
              J Comput Assist Tomogr. 
              2003; 
              27 
              544-546 
            





PubMedGoogle Scholar





	
[bookmark: R0210-9]9 
              Steinlin M, Klein A, Haas-Lude K, Zafeiriou D, Strozzi S, Muller T. et al .
              Pontocerebellar hypoplasia type 2: Variability in clinical and imaging findings. 
              Eur J Paediatr Neurol. 
              2007; 
              11 
              146-152 
            





CrossrefPubMedGoogle Scholar








Correspondence


[bookmark: SIG1]Prof. Dr. E. Boltshauser



University Children's Hospital




Steinwiesstrasse 75




8032 Zurich




Switzerland




Phone: +41/44/266 73 30




Fax: +41/44/266 71 63




Email: Eugen.Boltshauser@kispi.uzh.ch
























  >
  
  

    
  

  
    
      
        

      

    

    
      
        
        


      

    

  


  

  
  
    
      
      
    
    
      
        
        
      

    
  




  
  
    
      
      
    
    
      
        
        
      

    
  



  







    
    


















  






      

      

  
    Top of Page
  

  
    
      ©  Georg Thieme Verlag KG | 
      
      
        Imprint |
        Privacy policy statement |
      
      Smartphone Version
      

      
        Your Current IP Address: 34.205.172.146
      

    

    

  




      


  
    
  
  
  
    
    
      
        
        
        
        
      
      
      
      
    
  
  




    

    






    

    
      
        
      
    

    
    


    
      
      
      
    

  