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Noonan Syndrome with Double-Chambered Right Ventricle
and Atrial Septal Defect
- 1 Case Report -

Young Woo Park, M.D.*, Seock Yeol Lee, M.D.*, Yoon Seop Jeong, M.D.*
Wook Youm, MD.*

Noonan syndrome is characterized by typical facies,
clinical features similar to Turner syndrome, but with normal chromosomes.

and some
The most

congenital heart defect,

commonly associated cardiac defects are pulmonary valvular stenosis and atrial septal defect.
We experienced a case of Noonan syndrome associated with pulmonary valve stenosis with
double-chambered right ventricle and atrial septal defect and cryptorchidism. Pulmonary
valvotormy was done through transannular incision. Hyperirophied muscle buondles were
excised. Atrial septal defect was closed directly,. RVOT was reconstructed with pericardial
transannular patch. Orchiopexy was performed simultaneously without any problem.

(Korean Thorac Cardiovasc Surg 2000;33:419-21)
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Fig. 1. Facial film shows drooping eyelds, downward slanting
eyes, epicanthus. Increased distance between the eyes, broad
and arched forehead, flat and broad root of nose, shart and
broad neck, and low-sel ears with large outer part of
cartlage

Fig. 2. Preoparative TTE shows atnal seplal defect, right
ventricular hypertrophy and pulmonary stenosis
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Fig. 3. Aniercposteror and lateral right ventriculography
shows anomalous hypertophied muscle bundles
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