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In children with severe generalized recessive dystrophic epidermolysis bullosa (RDEB), esophageal scarring leads to esophageal strictures with dysphagia, followed by malnutrition and delayed development. We describe a two-step multidisciplinary therapeutic approach to overcome malnutrition and growth retardation. In Step 1, under general anesthesia, orthograde balloon dilation of the esophagus is followed by gastrostomy creation using a direct puncture technique. In Step 2, further esophageal strictures are treated by retrograde dilation via the established gastrostomy; this step requires only a short sedation period. A total of 12 patients (median age 7.8 years, range 6 weeks to 17 years) underwent successful orthograde balloon dilation of esophageal strictures combined with direct puncture gastrostomy. After 12 and 24 months in 11 children, a substantial improvement of growth and nutrition was achieved (body mass index [BMI] standard deviation score [SDS] + 0.59 and + 0.61, respectively). In one child, gastrostomy was removed because of skin ulcerations after 10 days. Recurrent esophageal strictures were treated successfully in five children. The combined approach of balloon dilation and gastrostomy is technically safe in children with RDEB, and helps to promote catch-up growth and body weight. In addition, recurrent esophageal strictures can be treated successfully without general anesthesia in a retrograde manner via the established gastrostomy.

      
[bookmark: FN117-1]


* These authors contributed equally to this work.

      




      
[bookmark: N11316]
Figures e2 and e4

      


      
	
Supplementary material



    







 

[bookmark: ]

[bookmark: N1132E]
	
References


	
[bookmark: JR117-1]1 Fine JD, Eady RAJ, Bauer EA et al. The classification of inherited epidermolysis bullosa (EB): report of the Third International Consensus Meeting on diagnosis and classification of EB. J Am Acad Dermatol 2008; 58: 938-950 





PubMedGoogle Scholar





	
[bookmark: JR117-2]2 Herod J, Denyer J, Goldman A et al. Epidermolysis bullosa in children: pathophysiology, anaesthesia and pain management. Paediatr Anaesth 2002; 12: 388-397 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR117-3]3 Birge K. Nutrition management of patients with epidermolysis bullosa. J Am Diet Assoc 1995; 95: 575-579 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR117-4]4 Colomb V, Bourdon-Lannoy E, Lambe C et al. Nutritional outcome in children with severe generalized recessive dystrophic epidermolysis bullosa: a short- and long-term evaluation of gastrostomy and enteral feeding. Br J Dermatol 2012; 166: 354-361 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR117-5]5 Mortell AE, Azizkhan RG. Epidermolysis bullosa: management of esophageal strictures and enteric access by gastrostomy. Dermatol Clin 2010; 28: 311-318 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR117-6]6 De Angelis P, Caldaro T, Torroni F et al. Esophageal stenosis in epidermolysis bullosum: a challenge for the endoscopist. J Pediatr Surg 2011; 46: 842-847 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR117-7]7 Gottschalk A, Venherm S, Vowinkel T et al. Anesthesia for balloon dilatation of esophageal strictures in children with epidermolysis bullosa dystrophica: from intubation to sedation. Curr Opin Anaesthesiol 2010; 23: 518-522 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR117-8]8 Feldmann R, Weglage J, Frosch M. Cognitive function in patients with epidermolysis bullosa: social adjustment and emotional problems. Klin Padiatr 2012; 224: 22-25 





Article in Thieme ConnectPubMedGoogle Scholar





	
[bookmark: JR117-9]9 Freeman EB, Koglmeier J, Martinez AE et al. Gastrointestinal complications of epidermolysis bullosa in children. Br J Dermatol 2008; 158: 1308-1314 





CrossrefPubMedGoogle Scholar





	
[bookmark: JR117-10]10 Schuman BM, Arciniegas E. The management of esophageal complications of epidermolysis bullosa. Am J Dig Dis 1972; 17: 875-880 





CrossrefPubMedGoogle Scholar










 

	
Supplementary Material





	
Supplementary material











    
  

  
    
      
        


      

    

    
      
        
        


      

    

  


  

  
  
    
      
      
    
    
      
        
        
      

    
  




  
  
    
      
      
    
    
      
        
        
      

    
  



  







    
    


















  






      

      

  
    Top of Page
  

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

      
        Your Current IP Address: 3.236.104.145
      

    

    

  




      


  
    
  
  
  
    
    
      
        
        
        
        
      
      
      
      
    
  
  




    

    






    

    
      
        
      
    

    
    


    
      
      
      
    

  