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SUMMARY: Saltik iL,Eroglu AG, Oztung F, Sanoglu A. (Division of Pediatric Cardiology,
istanbul University Institute of Cardiology, Istanbul, Turkey). Scimitar syndrome with
absence of the right pulmonary artery: a case report. Turk J Pediatr 1999; 41: 399-402.

We report a two-year-old female child with scimitar syndrome assoclated with absent
pulmonary artery but with normal pulmonary artery pressure although several
collaterals originated from the abdominal aorta to the right lung. To our knowledge,
this is the fifth case with an absent pulmonary artery. Our case also had
microphthalmia, an association not previously described in scimitar syndrome. °
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Scimitar syndrome is a congenital anomaly that consists mainly of total or partial
anomalous venous drainage of the right lung to the inferior vena cava. It is often
associated with hypoplasia of the right lung, dextroposition of the heart,
anomalous systemic vascular supply of the right lung from the aorta and bronchial
anomalies. The name "scimitar® is derived from the radiological shadow of the
abnormal right-sided pulmonary vein along the right border of the heart,
resembling a Turkish sword. In about half of the cases, the size of the right
pulmonary artery is minimally reduced, but in some cases the reduction can
be severe. Only four cases have as yet been described in which the right
pulmonary artery is absent'3. All these patients had pulmonary hypertension.

Additional forms of cardiovascular abnormalities have been described in
approximately 25 percent of cases with scimitar syndrome. A variety of
extracardiac abnormalities have been frequently associated with the syndrome.

We present a case in which the right pulmonary artery was absent, but in whom
. there was a normal pulmonary artery pressure although several collaterals
originated from the abdominal aorta to the right lung. Our case also had
microphthalmia, an association not previously described in scimitar syndrome.
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as in our case, does not support tihs hypothesis. Another theory is that a reduction
of the pumonary vascular bed may induce a persistence of fetal circulation'. More
studies will be needed in order to detect the true origin of pulmonary hypertension.

Cardiovascular abnormalities, most commonly atrial septal defect, ventricular
septal defect, coarctation of the aorta, patent ductus arteriosus, tetralogy of
Fallot, atrioventricular septal defect, double outlet right ventricle, hypoplastic
left heart syndrome and pulmonary valvular stenosis, may be present as well.
Additional extracardiac anomalies that may coexist include accessory or
eventrated diaphragm?, horseshoe lung58, hemivertebrae®, scoliosis®8,
meningomyelocele®, double ureter®, duplication of the uterus?, Hirschsprung's
disease?, cleft palate® and hypospadias8. Our case had microphthalmia, an
association not previously decribed in scimitar syndrome.
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