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Primary Ciliary Dyskinesia Associated with Kartagener' s Syndrome
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Primary ciliary dyskinesia is a genetic disorder of abnormal ciliary structure and function that
leads to defective mucociliary clearance, resulting in sinopulmonary infection and infertility. Kar-
tagener’s syndrome is a subclass of primary ciliary dyskinesia and which is clinically distingui-
shable by the presence of situs inversus. Electron microscopy of cilia reveals ultrastructural
defects in the ciliary axoneme. In the respiratory tract, this inability presumably causes impaired
clearance of mucus and inhaled particles and results in the chronic infections of sinuses and
bronchial trees that are characterized of the disease. Early diagnosis of the disease may be im-
portant for prevention of bronchiectasis and pulmonary insufficiency.

We report one case of primary ciliary dyskinesia associated with Kartagener’s syndrome in a
14 year-old young man who was presented as bronchiectasis, chronic sinusitis and situs inversus,
with review of literature.
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Fig. 1. Chest PA shows dexirocardia and situs inversus,
The border of left side of heart is obscured by
consolidation and conftuent nodular opacities
caused by bronchiectatic and shrunken left
middle lobe.
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Fig. 2. A, B : High-resolufion CT scans at level of lower
lung zone show dilatations in shrunken left mid-
dle lobe (arrows) and bronchial dilatations with
thickened bronchial wall in left lower lobe. Also
noted are poorly-defined centrilobular nodules
and linear branching structures in both lower
lobes, presenting bronchiolitis.



Fig. 3. PNS series show mucosal thickening of both
maxillary sinus.

Fig. 4. Electron microscopy shows frequent inner and
outer dynein arms defects (about 60% of all ex-
amined ciia).
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Fig. 5. Diagram of ultrastructural components of a ci-
lium, as seen in cross section.
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