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                                                                                                                        Abstract

                                                            BACKGROUND AND OBJECTIVE: Cohen syndrome is a multiple congenital anomalies-mental retardation syndrome associated with granulocytopenia. To date, the mechanisms involved in causing the neutropenia are unknown. In order to get insight into the mechanisms of neutropenia, we studied both the bone marrow and the functional properties of neutrophils obtained from peripheral blood (PB) or skin window (SW) exudate of a patient affected by Cohen syndrome. DESIGN AND METHODS: Assays of superoxide anion release (as reduction of cytochrome C) and cell adhesion (quantified by measuring membrane acid phosphatase) were carried out according to a microplate method whereby both parameters can be evaluated (Bellavite et al., 1992). Neutrophil surface integrins and CD62L (selectin) were evaluated by flow cytometry. RESULTS: Bone marrow did not show relevant morphological abnormalities in either erythroid or myeloid precursors. Cohen neutrophils exhibited a greater adhesive capability than control leukocytes in all the conditions studied (PB or SW, unstimulated or agonist-stimulated leukocytes). Cytofluorometric evaluation of neutrophil beta 2 integrin (CD11b) and selectin (CD62L) showed a lower mean fluorescence intensity and a lower percentage of fluorescence conjugate monoclonal Ab-positive cells in the patient than in control subjects. Moreover, a double population of neutrophils, with different affinities to the specific monoclonal antibody anti-CD11b, was observed in the patient. Superoxide anion release, expression and distribution of fluorescence conjugate MoAb anti-human CD11a were normal. INTERPRETATION AND CONCLUSIONS: Neutrophil adhesive capability was greatly increased in a case of Cohen syndrome. Cytofluorimetric expression of CD11b and CD62L molecules was consistent with a generalized neutrophil activation in vivo.
                                                            
                                                            

                                                        

                                                    

                                                    
                                                        


                                                                                                                                                                        
                                                            Figures & Tables
                                                        



                                                    

                                                    
                                                        
                                                            Article Information

                                                              



                                                                                                                        
                                                                
                                                                                                                                        
                                                                                                                                                    Vol. 83 No. 9 (1998): September, 1998 : Case Reports
                                                                                                                                                

                                                                





                                                                
                                                                
                                                                    
                                                                         
                                                                    

                                                                

                                                                                                                                                                                                
                                                                                                                                     

                                                            

                                                            
                                                                                                                        
                                                            

                                                                                                                                                                                    
                                                                
                                                                     
                                                                

                                                            

                                                                                                                        
                                                                
                                                                    Published
                                                                

                                                                
                                                                    1998-01-01
                                                                

                                                            

                                                                                                                        
                                                            
                                                                
                                                                    
                                                                        Published By
                                                                    


                                                                    
                                                                        Ferrata Storti Foundation, Pavia, Italy
                                                                    

                                                                


                                                                
                                                                    
                                                                        Print ISSN
                                                                    

                                                                    
                                                                        0390-6078
                                                                    

                                                                

                                                                
                                                                    
                                                                        Online ISSN
                                                                    

                                                                    
                                                                        1592-8721
                                                                    

                                                                

                                                                
                                                                    
                                                                         
                                                                    

                                                                

                                                            

                                                        




                                                                                                                
                                                                                                                                                                                    



                                                                                                                        
                                                                Article Usage

                                                            

                                                            


    
        Online Views

        228

    

    
        PDF Downloads

        108

    





    
    



            

        Statistics from Altmetric.com



        
            
                No Data
            

        





    

    





                                                            

                                                        

                                                    


                                                

                                                                                                
                                                    
                                                        
    	
            
                
            
        
	
                            
    

        



            
    
    
    
    
                        
	
            
                
            
        
	

            
                
            
        
	
        
        
    


                    



                                                    

                                                

                                            

                                        

                                                                                



                                            
                                                
                                                                                    
                    
                    
                        
                    

                
                                                


                                                
                                                                                    
                    
                        
                        
                            
                        

                    

                
                                                


                                                
                                                    
                                                                                                            
                                                
                                                
                                                                                                        
                                                




                                            


                                        

                                                                        

                            

                            
    
        
            
                How to Cite

                
                    ×
                
            

            
    
        
                        
            
                
                    
  1. 
O Olivieri, S Lombardi, C Russo, R Corrocher. Increased neutrophil adhesive capability in Cohen syndrome, an autosomal recessive disorder associated with granulocytopenia. Haematologica 1998;83(9):778-782; https://doi.org/10.3324/%x.





                

                

                
                
  Copy Citation
  
  

                
                

                
                Choose Citation Format
                


                                        
                        	
                                
                                    Chicago
                                
                            
	
                                
                                    Harvard
                                
                            
	
                                
                                    Vancouver
                                
                            
	
                                
                                    Haematologica
                                
                            


                                                
                            Download Citation

                        

                        	
                                
                                    
                                    Endnote/Zotero/Mendeley (RIS)
                                
                            
	
                                
                                    
                                    BibTeX
                                
                            


                                            

                

            

        

    

    
            

        

    


                            
    
        
            
                Share Article

                
                    ×
                
            

            
                
                

                    
                        
                        
                            
                                Copy URL
                            
                        
                    

                

                
                
         

           
                

            

        

    



                                                                    
    
        
            
                Request Permissions

                
                    ×
                
            

            
                
                
                    To create an adaptation, translation, or derivative of the
                        original work, for commercial e-prints and printed articles further permission is
                        required.
 For
                        information contact: marketing@haematologica.org


                                        
                    Other types of copyright management, can be agreed with the Editorial office.



                

            

        

    


            
                        
    


 







  










    
        
            

            				
                                                                    
                                
					
Navigate

	Home
	Current issue
	Early view
	Archive
	About Haematologica
	Editorial Team
	Our policies





For Authors

	Author Guidelines
	Submit Manuscript
	Track Manuscript


For Reviewers

	Reviewer Guidelines
	Access Your Profile
	Access Your Tasks





For Advertisers

	Informations For Advertising


Education

	Review Articles
	Guidelines Articles


Privacy

	Cookie Policy
	Newsletter Privacy Policy
	Privacy Policy





More

	Rights & Permissions


	Web design
	Development



                                
                                    
                                
                                
                                
                                
                                
                                    
                                
                                


Copyright © 2023 by the Ferrata Storti Foundation | Web design ￫ | Development ￫


ISSN 0390-6078 print | ISSN 1592-8721 online
 





				

			                        

        

    

   
















 

