
    
    

    
    

    

    
    
    
      
    
    european journal of pediatric surgery


    
    
    
    



    

      

  
    	
          
            DE
          
        
	
          EN
        
	
        
          Home
        
      
	
        Products
        	
            
              Journals
            
          
	
            
              Books
            
          
	
            
              Book Series
            
          


        

      
	
        Service
        	
            
              Library Service
            
          


        

      
	
        Help
      
	
        
          Contact
        
      
	
        
          Portal
        
      


  

  
    
    
      
        European Journal of Pediatric Surgery
      
    

    

  
    
    
      
        
          Full-text search
        

      

      	Full-text search
	Author Search
	Title Search
	DOI Search
	Metadata Search


    

    
    
    
    
  




  

  
    


  



  	
	
	
	
	
	
        
          Journal
        
        	
                Aims and Scope
              
	
                Editorial Board
              
	
                German National License
              
	
                Imprint
              


      
	
        
          Authors
        
        	
                Instructions for Authors
              
	
                Submit a Manuscript
              


      
	
          
            Subscription
          
          	
                  Subscription Information & Contacts
                
	
                  Institutional Licensing
                


        
	
        
        
        
          
        
          
            Social Media
            
          
        
          
        
          
        
          
        
          
        
          
        
          
        
        	
                X
              
	
                Instagram
              
	
                Facebook
              


      
	
        
        
        
          
        
          
            EJPS 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)
            
              
                
                  2011
                

              

              	
                      
                      
                      
                      
                        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
                      
                    
	
                      
                      
                      
                      
                        1980
                      
                    


            

          

          
          
          
            Issues
            

          

        


        	
                Table of Contents
              
	
            
              
                Current Issue
              
            
          
	
              
                Free Sample Issue (01/2024)
              
            


      
    

    
    
      

  
  
    
      
      
    
    
      
        
        
      

    
  



    
    
    

    

    

    
        
      
        
      
        
      
        
      
        
      
        
      
        
      
        
      
        
      
        
      
    
      
    
      
        
      
    
      
        
          
            
              Related Journals
            

            
              	
                      
                        

                        
                          European Journal of Pediatric Surgery Reports
                        

                      
                    
	
                      
                        

                        
                          American Journal of Perinatology
                        

                      
                    
	
                      
                        

                        
                          American Journal of Perinatology Reports
                        

                      
                    
	
                      
                        

                        
                          Neuropediatrics
                        

                      
                    
	
                      
                        

                        
                          The Journal of Hip Surgery
                        

                      
                    
	
                      
                        

                        
                          Journal of Child Science
                        

                      
                    


            

          

        
      
    
      
        
          
            
              Related Books
            

            
              	
                      
                        

                        
                          Pediatrics
                        

                      
                    


            

          

        
      
    
      
    
      
    
      
    
      
    
      
    
      
    
  

    
  

  
  
  






  
  

  
    

  
  
    
      
      
    
    
      
      
    
  



    


  

    

    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    
      
    

    
    
    

    
      
        
          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-00000015.xml
        

      

    

    

    

    
      
        [bookmark: saveLink]
      
    

    
      
        
      

      
        
      

      
        
          Share / Bookmark

          Facebook
          X
          Linkedin
          Weibo
        

      

    

    

    

    
      
          
              
          
      
    

    

    

    
      
        
        
          
          
          
        
      
    
  


  
    
      
        
          
            
              Download PDF
            
          
        
      

      
        
          
            
          
        
      

    

  

  

  
  
    
  
  




    
    
Eur J Pediatr Surg 2011; 21(06): 400-402
DOI: 10.1055/s-0031-1283152


Case Gallery



© Georg Thieme Verlag KG Stuttgart · New York
Appendiceal Neuroendocrine Carcinoma Sized 18 mm with Metastasis in one of 36 Lymph Nodes


G. Stuhldreier


1
           
        University of Rostock, Pediatric Surgery, Rostock, Germany

, 


D. Haffner


2
           
        University Children’s Hospital, General Pediatrics, Rostock, Germany, Department of Pediatric Kidney-, Liver-, and Metabolic Diseases, Hannover Medical School, Hannover, Germany

, 


F. Prall


3
           
        Institute for Pathology, Pathology, Rostock, Germany

, 


P. Vorwerk


4
           
        University Children’s Hospital Magdeburg, Pediatric Oncology, Magdeburg, Germany

, 


C.- F. Classen


5
           
        University Children’s Hospital, Oncology Hematology, Rostock, Germany



› Author Affiliations

Further Information


Publication History









Publication Date:
12 August 2011 (online)












	
Abstract

	
Full Text

	
References




 

[image: SFX Search]

 Buy Article Permissions and Reprints



[image: ]


[bookmark: N10D3D]
Introduction

Tumors originating from neuroendocrine cells of the gastrointestinal tract, lung or pancreas are rare, both in adults and children. Differentiated gastroenteropancreatic neuroendocrine tumors – carcinoids, according to the traditional terminology – represent the largest subgroup [1]. The appendix represents the most common site for these tumors, especially in children, and they are the most common malignant appendiceal tumors, accounting for about 50% of cases [1]
        [2]. Around 0.3–1% of malignant tumors are found in appendectomy specimens [1]
        [2]
        [3], which translates as 2.5–5 cases/100000 persons per year [4].

While other neuroendocrine tumors often cause symptoms such as diarrhea, bronchospasm, or flushing [5], most neuroendocrine tumors of the appendix manifest as appendicitis and are thus usually diagnosed after appendectomy, even if positive for serotonin, gastrin or other neuroendocrine compounds [6]. Histologically, most are classified as either classical or atypical [2], with a lower incidence of malignant tumors such as mixed adenocarcinomas which have a worse prognosis [1]
        [2]. The histological classification system currently in use is the AJCC/UICC (American Joint Cancer Committee/Union Internationale contre le Cancer) TNM system (2009), which primarily separates highly differentiated neuroendocrine tumors from highly differentiated neuroendocrine carcinomas and dedifferentiated carcinomas [7]
        [8].

Neuroendocrine tumors of the appendix originate from the enterochromaffin cells at the base of the Lieberkühn crypts [3] and infiltrate the submucosa, the muscularis propria, and the serosa, finally invading the mesenteric lymph nodes [5]. Analyzing 900 cases of neuroendocrine tumors of the appendix in adults, Landry et al. found lymph node metastases in 137 patients (24%), and distant metastases in 89 (10%) [8]. While tumors with diameters of less than 1 cm or with diameters between 1 and 2 cm had an equal prognosis, the prognosis for tumors exceeding 2 cm was worse [8]. In adults, therefore extended dissection and lymph node revision are generally recommended in all cases where tumor diameters exceed 2 cm.

In children and adolescents, other limits might be appropriate. The GPOH-MET97 trial, a German prospective interdisciplinary multicenter trial of malignant endocrine tumors in children and adolescents, currently recommends extended surgery in cases where the diameter exceeds 1.5 cm, but the discussion is still ongoing [9]
        [10]
        [11].

The prognosis for neuroendocrine tumors of the appendix is excellent with a 5-year survival rate of 99% [3]; however, in view of the potential for invasion and metastasis, careful staging with consideration of the therapeutic options is mandatory.

We report here on a 12-year-old boy with an appendiceal neuroendocrine carcinoma with a diameter of 18 mm and metastasis in one of 36 lymph nodes.
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