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Discussion

The absence of one of the pulmonary arteries is a well known
congenital anomaly in which the involved side is usually supplied
by bronchial arteries. In the first case, reported by Fraentzel in 1868,
the absence of the right pulmonary artery was associated with
aortico-pulmonary window. Following this more than 40 cases were
reported. It was more commonly noted on the right side.* The ab-
sence of the right pulmonary artery shows different features from
the absence of the left. When the right pulmonary artery is absent,
the right lung is supplied by either bronchial arteries or a single
vessel arising from the ascending aorta. These patients may be
asymptomatic and they may have no associated lesions. In this form
most commonly associated anomalies involve the great vessels,
namely patent ductus arteriosus, aortico-pulmonary window or co-
arctation of the aorta. If there is a single vessel supplying the right
lung, this vessel can be anastomosed with the main pulmonary ar-
tery by using a graft.” Embryologically it has been thought - that
the anomaly results from the delay of the right sixth branchial arch
to fuse with the left before the aorta and pulmonary artery separa-
te from the truncus arteriosus, so that the right sixth arch is left
in connection with the ascending aorta and supplies the right lung.

Absence of the left pulmonary artery is rare.* The most strik-
ing feature of this type of anomaly is that it is almost always asso-
ciated with abnormalities of the bulbus cordis, therefore defects of
the upper part of the interventricular septum and right ventricular
infundibulum are encountered. Embryologically it can be explained
by Bremer’s theory on the development of pulmonary arteries. Ac-
cording to this theory the asymmetry of the pulmonary arteries re-
sults from the absorption of the proximal part of the left sixth
branchial arch and any defect in the absorption of this part causes
defective lesions in the bulbus cordis.*

Right aortic arch is also very commonly associated with the
absence of the left pulmonary artery, an anomaly which does not
occur when the right pulmonary artery is absent. As is commonly
known in 20 to 25 per cent of cases of tetralogy of Fallot right
aortic arch exists, but in the absence of the left pulmonary artery,
right aortic arch is found in 60 per cent of the cases.®

As a result of bulbus cordis anomalies, the absence of the left
pulmonary artery is very frequently associated with the tetralogy
of Fallot.” * Asymptomatic cases have also been reported, but this
is very rare.® The first case of an absent. left pulmonary artery in
conjunction with the tetralogy of Fallot was reported by Thomas in



236 THE TURKISH JOURNAL OF PEDIATRICSY

1941.° We could find only 20 such cases reported in the literature,
and in these cases the left lung was supplied by collateral bronchial
arteries. It was not stated how many of them had separate single
vessels arising from the descending aorta.

To our knowledge Taussig’s case is the only one in which a
single vessel was shown arising from the descending aorta, but no
other defects were present. When the lung is supplied by a single
veseel rather than collateral bronchial arteries, it seems to be more
prcper to call the situation «hemitruncus» as Taussig did.'°

Our case showed the same basic anomaly, but an infundibular
pulmonary stenosis, a large ventricular septal defect with right to
left shunt and a considerable degree of overriding of the aorta were
also present. Since the general condition of the child was fairly good
and the abnormal vessel arising from the aorta functioned like a
Rlalock shunt, no surgery was considered necessary.

Summary .

We have presented a case of hemitruncus associated with the
tetralogy of Fallot and a brief review of the literature. The possibil-
ity of embryological development of the anomaly was discussed.
When the absent pulmonary artery is replaced by a single vessel
rather than collateral bronchial arteries, it seems more suitable to
use the term hemitruncus.
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