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Anesthetic experience of a patient with cri du chat syndrome

Insoo Han, Yee-Suk Kim, and Sang-Wook Kim

Department of Anesthesiology and Pain Medicine, Bucheon St.Mary's Hospital, The Catholic University of Korea, Bucheon, Korea

Cri du chat syndrome (CdCS), first described by Lejune et
al. in 1963, is a rare genetic disease resulting from a deletion of
the short arm of chromosome 5. When planning an anesthesia
for patients with CdCS, several problems, such as anatomical
abnormalities of the airway, mental retardation, hypotonia, con-
genital heart disease and temperature maintenance, should be
considered.

A 27-month-old female (body weight: 10 kg) with CdCS was
admitted for both medial rectus muscle resection surgeries be-
cause of both strabismus. She was born on the 38th gestational
week by cesarean section, and birth weight was 1.9 kg. Her DNA
analysis, using phytohemagglutinin stimulated T-lymphocyte
culture with GTG banding, and high resolution culture using
ethidium bromide showed 46, XX, deletion of chromosome
5p13.2. The patient had mental retardation and characteristic
morphology, like microcephaly and hypertelorism. A brain
magnetic resonance imaging (MRI) checked at 14 months after
birth showed a mild atrophy in cerebellar inferior vermis. We
could not examine the patient’s airway due to her young age and
mental retardation. Preoperative laboratory examinations were
within normal limits.

Preoperative vital signs were pulse rate 110 bpm, respiratory
rate 20 /min, and body temperature 36.9°C. Monitoring included
electrocardiography, pulse oximetry, and capnography. Anes-
thetic induction was induced by intravenous administration
of ketamine 30 mg and glycopyrrolate 0.05 mg. Endotracheal
intubation using portex endotracheal tube was facilitated by
intravenous administration of rocuronium 4 mg. Intubation
grade difficulty identified at laryngoscopy was grade 2. Hydro-
cortisone succinate 20 mg was administered intravenously after
intubation. Maintenance of anesthesia was accomplished by

sevoflurane, nitrous oxide and oxygen. The duration of surgery
was 125 min, and concluded uneventfully. After surgery, reverse
of neuromuscular blockade was induced by pyridostigmine 1.8
mg and glycopyrrolate 0.07 mg. After identifying the adequate
self-respiration, endotracheal tube was smoothly removed. She
was sent to postanesthesia care unit and then to general ward
uneventfully.

Although CdCS is known as a rare autosomal disorder, it is
most common human chromosomal syndrome, with an inci-
dence of 1 : 37,0001 : 50,000 live births [1]. The most important
clinical features of CdCS are a high-pitched cat-like cry, distinct
facial dismorphism, microcephaly, and severe psychomotor and
mental retardation [2]. Atrophy of the brainstem mainly involv-
ing the pons, cerebellum, and median cerebellar white matter
has been revealed by MRI [3].

Patients with CdCS have anatomic airway abnormalities,
such as long curved floopy epiglottis and the narrow, diamond-
shaped appearance of the vocal cords. A combination of laryn-
geal abnormalities and micrognathia can make it difficult to per-
form an endotracheal intubation for general anesthesia. Awake
laryngoscopy, before inducing anesthesia, could sometimes be
helpful [4]. We could not evaluate the airway status because of
her mental retardation and young age. However, endotracheal
intubation was successfully accomplished.

It is recommended that all CdCS patients who are scheduled
for general anesthesia should receive a thorough physical exami-
nation as a screen for congenital heart diseases, because vari-
able congenital heart diseases are accompanied in 30% of these
patients [5]. Patients who have congenital heart diseases and are
scheduled for invasive procedures are likely to cause bacteremia,
thus should receive bacterial endocarditis prophylaxis [4]. Our
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patient had no congenital heart disease. We report an case of uneventful perianesthetic management

Vigilant monitoring and careful managements are essential to of a patient with CdCS, and suggest that careful consideration
prevent intraoperative hypothermia in these patients. The use of about the management of airway, coexisting congenital heart
warming blankets, a warm room temperature, heated and humi- disease and temperature is needed.

dified inspired gases and warm intravenous fluids are helpful [4].
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