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   Synonyms

   
    ICA: Familial isolated congenital asplenia; RPSA: Ribosomal protein SA, Human 40S ribosomal protein SA, Laminin receptor 1 (LamR1)

   

  

 
 
  
   Definition

   
    Isolated congenital asplenia is defined as the absence of a spleen at birth in individuals who do not have other developmental defects. These patients are prone to life-threatening bacterial infections, mainly by encapsulated organisms (Myerson and Koelle 1956).

    Mutations in ribosomal protein SA (RPSA), a component of the small subunit of the ribosome, have been found to cause autosomal dominant ICA (Bolze et al. 2013).

   

  

 
 
  
   Isolated Congenital Asplenia

   
    Isolated congenital asplenia (ICA) is a rare primary immunodeficiency disease that has been recognized since the late 1950s (Myerson and Koelle 1956). ICA should not be confused with asplenia/polysplenia syndrome, which can be characterized by absence of splenic tissue, hyposplenia, or in some cases polysplenia. Patients with asplenia/polysplenia syndrome also suffer from various anomalies of...
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