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This leaflet provides information for parents
and carers about interrupted aortic arch in
children and the management and treatment
of this condition.

Interrupted Aortic Arch

This is a serious heart condition in which there is a complete
blockage in the main artery (the aorta) which comes off the
heart to feed the body with blood. The blockage usually
occurs just after the aorta has given off branches to supply the
head and arms with blood, preventing normal circulation to
the lower half of the body.
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Babies with this abnormality also have a hole between the
two main pumping chambers of the heart (a ventricular septal
defect, or VSD).

Before birth the two main arteries coming off the heart (one
leading to the lungs, the pulmonary artery and one leading
to the body, the aorta) are joined together by a short blood
vessel called the arterial duct. The duct allows blood to get
to the lower half of the body from the pulmonary artery.

For this reason, most babies with interrupted aortic arch are
well before birth and appear perfectly well immediately after
birth.

However, the duct is designed to close itself off within the first
week or so after birth because it is no longer required in the
normal circulation.



When this happens in a baby with an interrupted aortic arch
the baby becomes extremely ill because no blood reaches the
lower half of the body, making it difficult for the heart to

pump normally and the baby will die without treatment.

Tests

Usually only simple tests such as an ultrasound scan of the
heart (an “echo”), and an x-ray of the chest are required.

Treatment

Surgery is necessary to repair the aorta and to close the VSD,
but before this is carried out it is important to get the baby as
well as possible if the baby is to survive. First of all a medicine
called dinoprostone is given as a continuous injection into one
of the baby’s veins. Dinoprostone re opens the duct so that
blood can flow again to the lower half of the body. Sometimes
we will delay surgery for several days to get the baby as well
as possible. The surgeon who carries out the operation will
talk to you about how the operation is performed and discuss
the risks and potential complications.

Follow up after operation

Sometimes as the baby grows the repair of the aorta does not,
and this can lead to narrowing in the aorta which may require
further treatment. It is also common to develop new narrowing
in the outlet of the left ventricle (just below the outlet valve

or at the outlet valve itself), even after initial surgery. If these
narrowing’s develop they can be serious and may require further
major surgery or even valve replacement as the child grows.



Even many years after operation it is possible to develop a weak
spot (called an aneurysm) in the wall of the aorta, which can also
require further surgery. Regular check-ups in the outpatient clinic
are therefore necessary throughout the patient’s life.

Other abnormalities

Some children with interruption of the aortic arch have other
abnormalities. The commonest of these is a genetic abnormality,
where a small part of one chromosome is missing. This
abnormality is called “22q11 deletion syndrome”. Although
some children with 22911 deletion grow and develop normally,
some will have learning or speech difficulties or difficulty
fighting certain types of infection.

If your baby has 22g11 deletion it is important that his or her
development is monitored so that help can be given early if
necessary. A blood test to check for this abnormality is usually
done, but it may take some weeks for the result to come back.

Endocarditis

There is a small risk of infection occurring in the aorta or on one
of the heart valves (called endocarditis). This can happen even
years after the operation and can be caused by infection of the
teeth or gums. It is very important to visit the dentist regularly
(every 6-12 months) and to remind the dentist at each visit of the
heart abnormality.

Infection occurring with ear and body piercing and tattooing
can sometimes lead to endocarditis, so these procedures are best
avoided.



For more information about endocarditis please see the link
below:

Infective endocarditis ... what to do to avoid it -
Leeds Teaching Hospitals NHS Trust (leedsth.nhs.uk)

https://www.leedsth.nhs.uk/patients/
resources/infective-endocarditis
-what-to-do-to-avoid-it/

Contact us

Please contact the Paediatric Cardiac Nurse Specialists on:

Telephone number: 0113 392 5467
or email: cens.lgi@nhs.net
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