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An Unusual Case of Kartagener Syndrome

Un inso6lito caso de sindrome de Kartagener
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Figure 2.

A 45-year-old man had been diagnosed of Kartagener syndrome (KS) in infancy, involving situs inversus or “mirror” position of the
abdominal organs (cardiac magnetic resonance images: Figs. 1A, B, C and D. L, liver; G, gastric fundus) with levocardia (Fig. 1E, arrow),
associated with congenitally corrected transposition of the great arteries (CTGA), and right aortic arch (Figs. 1C and F, arrow). The anatomic
pattern of CTGA was visceroatrial situs inversus (I), ventricular D-loop with atrioventricular and ventriculoarterial discordance (D), and D-
transposition of the great arteries (D) (Fig. 1F). Owing to severe failure of the systemic atrioventricular valve and dysfunction of the
systemic ventricle, the patient required valve replacement surgery at age 38 years. A metal prosthesis was implanted without
complications (Figs. 1E, 2A and B, arrowhead. SV, systemic ventricle; PV, pulmonary ventricle; LA, left atrium; RA, right atrium). Since that
time, he has undergone periodic follow-up and has remained asymptomatic.

Kartagener syndrome is a recessive autosomal genetic condition with an incidence of 1 case in 32 000 to 68 000 live births. It is
characterized by the triad of situs inversus (often with dextrocardia), chronic sinusitis, and bronchiectasis. An uncommon anomaly that
accounts for less than 1% of all congenital heart diseases, CTGA occurs in a typical criss-cross pattern (S, L, L). However, in the rare cases
associated with KS showing situs inversus and dextrocardia, the expected pattern is I, L, L.

The patient described is the first reported case of KS with levocardia associated with CTGA (I, D, D), right aortic arch, and valve
replacement.
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