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There is scanty evidence to date
on the risks posed by this very
rare condition, and precautions

have advised ensuring a full
evaluation of the various bodily
systems prior to anaesthesia:

. Neurological - in particular assessing
cerebellar and bulbar function

. Respiratory and cardiovascular - in light of
chronic lung disease and also the effects of
increased pulmonary vascular resistance on
cardiac function

. Haematological — looking for malignancies
resulting in pancytopaenia and necessitating
transfusion of blood and platelets pre-
operatively

Patients are at increased risk of aspiration due to
the neurological sequelae of the disease, and
some may require post-operative ventilation/
ventilatory support. They are also thought to be
at risk of glucose intolerance, and peri-operative
blood glucose can be elevated. In view of the
likelihood of immunodeficiency, good aseptic
technique throughout the peri-operative period
is obligatory. Patients may benefit from anti-
cholinergic medication for excessive drooling. It
is also wise to be judicious in the use of muscle
relaxants in the presence of progressive
neurological disease. Use of succinylcholine may
cause hyperkalaemia in patients with significant
neuropathy and muscle weakness.

Temperature should also be monitored
throughout the peri-operative period as children
with AT are prone to hypothermia. Patients with
AT may be sensitive to opioids and prone to
developing respiratory depression. Hence, doses
of opioids may need to be reduced and a
multimodal approach to analgesia should be
used. Chest physiotherapy should be considered
to reduce respiratory complications for children
with a high volume of pulmonary secretions.
Signs of infection should be actively sought,
particularly involving surgical sites and the
respiratory tract [i].

An article by the group from The John Hopkins
Hospital, Baltimore [ii] reviewed records on 21
patients with AT, undergoing 34 episodes of
general anaesthesia, for a total of 41 procedures
over a fifteen year period (1995-2009). This is still
thought to be the largest published series to
date. They found that patients can be
anaesthetised with a risk comparable to that for
other medically complex paediatric patients.

In their series all patients were seen in a
multidisciplinary care centre (including
pulmonology, neurology and immunology
specialists) allowing for disease-specific peri-
operative optimisation and post-operative follow-
up. There were no complications of anaesthesia
during the peri-operative period, and no
unexpected admissions to the Paediatric
Intensive Care Unit (PICU). A quarter of the
patients who went through the normal recovery
unit required supplemental oxygen (usually via
nasal cannulae) for up to 24hrs post-operatively.

In view of the complicated patient population, all
patients were anaesthetised within an in-patient
hospital setting, even though a fifth were able to
go home on the same day of surgery. All
patients, including those admitted to PICU,
survived.

It is thought that unrecognised respiratory issues
are likely to cause the most problems during the
peri-operative period, and that critical care
facilities should be available for stabilisation and
optimisation. This is especially true for
emergency / urgent procedures. Despite a high
rate of pulmonary comorbidities in their patients,
they found stable ventilatory courses intra-
operatively (as measured by end tidal CO2,
exhaled tidal volumes, fraction of inspired O2,
pulse oximetry, peak inflating pressures and
respiratory rate). They attributed this to their
strategy of managing their patients with
pulmonary optimisation techniques including
consultant evaluation, pulmonary function
testing, treatment and follow-up.

Peri-operative providers should
be aware of the complex

multisystem medical concerns
that may arise.






















