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Lung Disease in Primary Ciliary Dyskinesia
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Figures 1: Cystic bronchodilatation.
Figure 2: Bronchiectasis involving lower lobes.

Clinical Image

This is a 56 year old male with history of Primary Ciliary Dyskinesia (PCD) presented with hypoxia and cough with
mucopurulent sputum. Since past 34 years patient has been troubled by recurrent severe lung infections requiring multiple hospital
admissions. PCD is characterized by obstructive pattern of lung disease. The images depict classic cystic bronchodilatation
(Figure 1) with bronchiectasis predominantly affecting lower lung lobes (Figure 2). The mainstays of treatment are airway
clearance and aggressive antibiotic therapy. PCD is a rare ciliopathic autosomal recessive genetic disorder that causes defects
in action of cilia lining the respiratory tract, fallopian tubes, as well as the flagella of sperm cells. The prevalence of PCD is
about 1:10,000. Severe lung infections by virulent bacteria are the main cause of morbidity and mortality in these patients. Lung
transplant is the only curative treatment in these patients.
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