
Turkiye Klinikleri J Cardiovasc Sci 2013;25(2)130

Left Pulmonary Artery Agenesis and
Right Aortic Arch Presenting with Pulmonary

Artery Hypertension: Original Image

Önder DOKSÖZ,a

Taliha ÖNER,a

Vedide TAVLI,a

Timur MEŞE,a

Barış GÜVEN,a

Yılmaz YOZGAT,a

Tuğçe ÇİFTÇİ DOKSÖZ,b

Hikmet Tekin NACAROĞLUc

Clinics of
aPediatric Cardiology,
cRespiration-Allergy,
Dr. Behçet Uz Children Diseases and
Surgery Training and Research Hospital,
bClinic of Nuclear Medicine,
İzmir Dr. Suat Seren Chest Diseases and
Thoracic Surgery Training and
Research Hospital, İzmir

Geliş Tarihi/Received: 03.11.2012
Kabul Tarihi/Accepted: 26.03.2013

Yazışma Adresi/Correspondence:
Önder DOKSÖZ
Dr. Behçet Uz Children Diseases and
Surgery Training and Research Hospital,
Clinic of Pediatric Cardiology, İzmir,
TÜRKİYE/TURKEY
doksozonder@yahoo.com

KKeeyy  WWoorrddss::  Hypertension, 
pulmonary; pulmonary artery 

AAnnaahhttaarr  KKeelliimmeelleerr::  Hipertansiyon,
pulmoner; pulmoner arter  

TTuurrkkiiyyee  KKlliinniikklleerrii  JJ  CCaarrddiioovvaasscc
SSccii  22001133;;2255((22))::113300--22

Cop yright © 2013 by Tür ki ye Kli nik le ri

ORİJİNAL GÖRÜNTÜ   

nilateral pulmonary artery agenesis is a rare anomaly and has been
reported at a rate of 1/200.0001 and it is generally related with con-
genital heart defects such as tetralogy of Fallot, right aortic arch and

septal defects. Absence of right pulmonary artery is seen more frequently
than the left one.2-6 Approximately 30% of patients do not have com-
plaints.1,7 When symptomatic, patients present with chest pain, pleural ef-
fusion, recurrent pulmonary infections, dyspnea or exercise limitation and
hemoptysis.6 Complications of the absence of pulmonary artery are massive
hemoptysis, pulmonary hypertension, respiratory failure, right heart failure,
bronchiectasis and include necrotizing bronchopneumonia.7 A variety of
methods such as computed tomography, magnetic resonance imaging, bron-
chogram, perfusion scintigraphy, echocardiography and cardiac catheteri-
zation can be used in diagnosis.7 Here, we present a  case of six-year old boy
who was admitted to outpatient clinic with a complaint of fatigue, and then
he was referred to our center due to pulmonary hypertension.  His medical
history included opera-
tion due to small per-
imembranous ventricular
septal defect when he was
4-year-old and there was
no catheter-angiography
prior to the operation.
Chest X-ray demon-
strated a contracted left
hemithorax with reduced
lung volume, left medi-
astinal shift, hyperin-
flated right lung and
marked dilation of the
pulmonary conus (Figure
1). His echocardiography

FIGURE 1: Chest X-ray demonstrated a contracted left hemitorax with
reduced lung volume, left mediastinal shift, hyperinflated right lung and
marked dilation of the pulmonary conus.
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revealed right aortic arch, dilated right atrium and
ventricle, enlarged main pulmonary artery with
absence of left pulmonary artery. There was no
residual shunt in the interventricular septum. Di-
agnostic catheter-angiography showed a large main
pulmonary artery which continues just as the right
branch of pulmonary artery (Video 1, Figure 2) and
right aortic arch (Video 2, Figure 3). Mean pul-
monary artery pressure was 38 mm Hg. Left lung
parenchymal density was normal in high resolu-
tion computed tomography and there was subseg-
mental linear atelectasis at the posterior of lower
lobe. Lung perfusion scintigraphy showed com-
plete absence of left lung perfusion. In patients
with isolated unilateral absence of pulmonary ar-
tery, the systemic collaterals to the affected lung
come from the bronchial, intercostal, subclavian or
subdiaphragmatic arteries.8 Cardiac magnetic reso-
nance angiography demonstrated absence of the
left pulmonary artery and right aortic arch. There
was no collateral artery branching from the aorta
which supplied left lung (Figure 4). We supposed
that left lung is supplied by the bronchial arteries.
However, we didn’t document such an association.
Absence of pulmonary artery diagnosis is com-
monly not possible or has a delayed diagnosis in
these patients due to asymptomatic course or lack
of suspicion.7 No treatment is mandatory for
asymptomatic cases.2,7 Surgical management can be
performed in patients with accompanying cardiac
anomalies. Selective embolization of systemic col-
laterals, or even pneumonectomy could be options

for cases with massive hemoptysis. Revasculariza-
tion is considered for selected cases.2,7 Pulmonary
artery hypertension either is still present immedi-
ately after surgery or has recurred several months
or years after surgery in the absence of significant
immediate postoperative residual lesions.9 Long
term vasodilator therapy may improve survival un-
less revascularization is performed. We did not
perform surgery in our case, because there was no
bronchiectasis on the hypoplasic lung and addi-
tional vascular anomalies. Treatment of pulmonary
artery hypertension was initiated and patient was
discharged for follow up.

FIGURE 2: Right ventriculography demonstrated a large pulmonary artery which
continues just with the right branch of pulmonary artery.

FIGURE 3: Left ventriculography showed right sided aortic arch and no collat-
eral arteries originated from the aorta.

FIGURE 4: MR-angiography demonstrated absence of the left pulmonary artery
and right  aortic arch.
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