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Pulmonary disease in primary
immunodeficiency in children
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The pulmonary disease in Primary immunodeficiencies (PIDs) depend on the type of defects and there is a
great variability in the relationship between genotypes and phenotypes. The respiratory sign in Primary Im-
munodeficiencies included: respiratory infection of upper airways (rhinosinusitis, lyrangitis and otitis media)
and lower airways (pneumonia, bronchiectasis, absces and interstitial lung diseases) ; Noninfectious disorders
(Bronchial abnormalities, Ventilation abnormalities) ; Chronic lung disease (Fibrosis and Pulmonary hyper-
tension) ; Chronic inflammatory conditions (Granulomatosis, Interstitial pneumonias), Benign lymphopro-
liferative disorders and Malignant neoplasms (Solid organ tumors, Lymphomas, Thymic tumor). Respiratory
infections are universal clinical problem. For the infectious patern the first chalenge is to should discriminate
among the child with normal susceptibility to infections, and the subjects with increased, severe, complicated
respiratory morbidity, which evokes the possible immune defect. Predominantly humoral immunodeficien-
cies represent clinically the largest group of inherited immune defects. Therefore, patients at any age with
recurrent upper or lower respiratory infections, where the frequency, severity, course of isolated pathogen is
unusual or out of context should be investigated for possible humoral or other type immunodeficiency. These
complications show typical spectrum of etiological pathogens according to the immune defect, which can help
in the diagnostic algorithm for particular type of PIDs. Conclusion : Respiratory symptoms and complications
present a significant cause of morbidity and also mortality among patients suffering from different forms of
PIDs both in children and adults. Early diagnosis and appropriate therapy can prevent or at least slow down
the development and course of respiratory complications of PIDs.
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