Failed Tracheal Intubation in a Child with Unrecognized Hunter's Syndrome Having
Emergency Surgery

The Editor,
Sir,
We report a child with unanticipated Hunter's syndrome who, while under general anesthesia
for an emergency surgery, suffered from an emergency difficult airway. As the child showed
limited cooperation, general anesthesia was chosen. After anesthesia induction, attempts at
intubation using bronchofiberscope or Macintosh laryngoscope were performed, and finally
the attempts to intubate the trachea were failed. Other attempts using different laryngeal mask
airway (LMA) and intubating laryngeal mask were equally unsuccessful either, thus resulting
in can’t intubation and can’t ventilate. Because of the intubation failure, an emergency
cannula cricothyroidotomy was completed rapidly. Considering there were difficulties in
correctly identifying the cricothyroid membrane due to the abnormal neck anatomy, we
promptly used ultrasound guidance to locate the puncture point.
Hunter's syndrome is characterized by progressive pathological lysosomal storage of
glycosaminoglycans (GAGs) in nearly all cell types, tissues and organs. In patients with
Hunter's syndrome, oropharyngeal and tracheo-bronchial deposition of GAGs leads to severe
airway obstruction due to macroglossia, supraglottic narrowing, and tracheomalacia. This
obstructive anatomy and physiology leads to sleep apnoea and airway obstruction. The high
prevalence of airway obstruction poses a high anesthetic risk to these patients. Typical
anesthetic problems include airway obstruction after induction or extubation, intubation
difficulties or failure, possible emergency tracheotomy, and cardiovascular and cervical spine
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issues. These disorders are uncommon and few anesthetists care for these patients on a
regular basis.
In the patients with Hunter's syndrome, intubation is often extremely difficult, although
fiberoptic laryngoscopy or bronchoscopy may be useful. Although the LMA has proved to be
a useful aid in some difficult cases, the ventilation with the LMA didn’t succeed in the child.
The reasons might be the obstructive anatomy and physiology in upper airway and the local
severe edema resulting from the repeating attempts to intubation.
Preoperative evaluation of the upper airway is of the greatest importance, and an
emergency response program must be made beforehand carefully in Hunter’s syndrome.
Ultrasound guidance can identify the cricothyroid membrane when there is difficulty in
location, and may improve success possibility and safety when cannula cricothyroidotomy is
used.
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