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INTRODUCTION
The Jervell and Lange-Nielsen (JLN) syndrome is a rare and severe
autosomal recessive variant of the congenital long QT syndrome
(cLQTS) associated with sensorineural deafness. Individuals with the
JLN syndrome are at high risk of developing torsades de pointes, ven-
tricular fibrillation and sudden cardiac death. These cardiac events can
be precipitated by sympathetic stimulation due to exercise, pain or
emotional distress.1 Patients with syncope are particularly prone to
sudden death and AICD implant has been suggested as early as at
age two.2

CASE REPORT
The patient was an 18 year old female with poor prenatal care and
known JLN syndrome that presented to our institution at 37 weeks
gestation. She had syncope two years earlier but refused AICD place-
ment at that time. Electrocardiogram demonstrated a normal sinus
rhythm of 67 bpm and a QTc of 492ms. The obstetric team chose
Cesarean section as the mode of delivery that would put the patient at
the lowest risk for having a cardiac event. The electrophysiology team
deferred AICD placement until delivery. The management plan was
communicated to the patient by means of a sign language interpreter.
She was brought to the operating room for elective cesarean section
with electrophysiologists present and defibrillator pads in place.
Following premedication with Labetalol 10 mg IV and adequate pre-
load, a combined spinal-epidural (CSE) anesthetic technique was per-
formed. Intrathecal dose consisted of 12 mg hyperbaric 0.75% bupiva-
caine, 250µg of preservative-free morphine and 25µg of fentanyl. The
administration of neuraxial anesthesia and subsequent cesarean sec-
tion proceeded without adverse maternal cardiac events. A healthy
baby boy was delivered with Apgar scores of 9/9. Epidural catheter
was used for postoperative analgesia. An AICD was placed 3 days
after the Cesarean section.

DISCUSSION
The use of epidural3 and general4 anesthesia for cesarean section in
patients with JLN syndrome has been documented in case reports.
Although spinal and CSE anesthetics have been used successfully
in patients with Romano-Ward syndrome5 (a more common, autoso-

mal dominant form of cLQTS),1 this is the first documented use of
CSE in a patient with JLN syndrome. Avoiding sympathetic stimula-
tion and tachycardia induced arrhythmias to the greatest extent pos-
sible is of paramount importance in the choice of anesthetic tech-
nique for patients with JLN syndrome. If the regional block is not ade-
quate, the patient can experience pain with subsequent sympathetic
stimulation; if the regional block is too high, hypotension and reflex
tachycardia can put the patient at risk. Induction of general anesthe-
sia and laryngoscopy can also cause sympathetic stimulation and
increase the risk of torsades de pointes and ventricular fibrillation.
Keeping this in mind, a combined spinal-epidural technique was cho-
sen to provide both adequate anesthesia for the procedure and
effective post-operative analgesia. Ensuring adequate communica-
tion of the treatment and anesthetic plans to these patients with a
sign language interpreter is essential. Involvement of electrophysiolo-
gists in the operating room, to aid in management of potential car-
diac arrhythmias, was also an important aspect in the care of this
patient.
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CONCLUSION
We conclude that combined spinal-epidural technique
could be the preferred option for parturient patients
with JLN syndrome presenting for Cesarean section.
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Pre C-Section ECG

Admission ECG after poor compliance with metoprolol.

Post C-Section ECG

After several days of metoprolol treatment.


