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Introduction

Some of the most difficult patients to manage as pediatric anesthesiologists | e
are children with Willlams syndrome (WS). The incidence of WS s >
approximately 1 in 10,000 - 20,000 live births. Their underlying genetic |
abnormality is a deletion on chromosome 7g11.23 which leads to a defect In
the elastin gene and subsequently the elastic structure of vascular walls. The
most concerning aspect of their care is the risk of peri-procedural cardiac
arrest.

In general, children with WS have identifiable facial features, developmental
delay, failure to thrive as infants and significant cardiac disease. Due to their
multisystemic iliness, they tend to have several procedures requiring either
sedation or general anesthesia in their lifetime. We will discuss the anesthetic
management of a patient with WS undergoing dental extraction.

Generalized management of cardiac concerns

- Maintenance of pre-operative blood pressure within 10% of baseline

- Maintenance of normal sinus rhythm

’ - Maintenance of pre-load and SVR
- can be achieved through: maintenance fluids (especially if patient is not
the first case and is NPO) and vasopressors (neosynephrine/vasopressin)

- Avoidance of tachycardia
- can be achieved through: appropriate analgesia/anxiolytics

- Prevention of elevated pulmonary vascular resistance
- can be achieved through: elevated FiO2, hyperventilation, normothermia,
avoiding acidosis, preventing sympathetic surges

- Emergencies:
- Consider having ECMO back up available as patients can decompensate
quickly and be difficult to resuscitate

Case Report

A 7yo 23.7 kg M with WS, severe supravalvar aortic stenosis (SVAS) (Figure
1), left ventricular hypertrophy, stenotic RCA, dilated LAD, severe coarctation,
and asthma presents for dental extraction prior to cardiac surgery.

He was pre-medicated with 2mg intravenous (IV) midazolam and taken to the FIGURE 1:
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Gastrointestinal:
- GERD



