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ABSTRACT
Forty oneyear oldfemale known case of Kleine—Levin Syndrome, admitted for elective total abdominal hysterectomy.
There is no literature describing the anaesthesia technique in these patients, we tried to avoid all known factors
which could trigger the disease so we used central neuraxial anesthesia in the form of combined spinal-epidural
block. Procedure was done successfully without any complication and patient remained pain free postoperatively.
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Introduction

Kleine- Levin Syndrome (KLS) is a very rare Syndrome and is 80-
90% times more common in males. It was first described in 1925
by Willi Kleine. In 1942 Critchky and Hoffman further explained
the symptoms of disease on the basis of cases which they had
reported. KLS was first classified in 1990 by the International
Classification of sleep disorder (ICSD) [1-4].

The symptoms of KLS are intermittent in nature and are periodic
including excessive daytime sleep. When awaken they are
apathetic despite a sleep of more than 20 hours and have difficulty
in communication and concentration deficit. Other classical
symptoms include compulsive hyperphagia and hypersexuality
which is seen more in males; all three symptoms are present only
in 45% of patients [5].

In the initial period of cycle when the symptoms starts, it is difficult
to wake up the patient. However at the end of episode patient may
appear to be simply resting with eyes closed [6,7]. Symptoms may
persist for 1-3 weeks and the cycle usually ends in 60-100 days.
The length of the cycle increases with the progress of disease and
increasing age. Usually the symptoms trigger after fever, infections,
head trauma, dental anesthesia, vaccination, sleep deprivation and

alcohol intake [8]. KLS is a diagnosis of exclusion therefore other
neurological, medical, metabolic or psychiatric disorders should
be ruled out [9] [Table 1].

Criteria A - E must be met for diagnosis of Kleine-Levin syndrome

A, The patient cxperiences at least 2 recurrent cpisodes of excessive
sleepiness and sleep duration, each persisting for 2 days to 5 weeks

B Episodes recur usually more than once a year and at least once
every 18 months
C. The patient has normal alertness, cognitive function, behavior, and
mood between episodes
D. The patient must demonstrate at least one of the following during
episodes:
1. Cognitive dysfunction
2. Altered perception
3. Eating disorder (anorexia or hyperphagia)
4. Disinhibited behavior (such as, hypersexualiry)
E.  The hypersomnolence and related symptoms are not better
explained by another sleep disorder, other medical, neurologic, or
psychiatric disorder (especially bipolar disorder), or usc of drugs,

or medications

Table 1: The Third International Classification of Sleep Disorders
Diagnostic (ICSD-3) criteria for Kleine-Levin syndrome.

Investigations in  patients with KLS shows normal
polysomnography. Electroencephalogram (EEG) findings are
positive in 70% of patients during the episode. Serum and
cerebrospinal fluid biochemistry is normal. Brain imaging shows
normal Magnetic resonance imaging (MRI) and computed
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tomography (CT) scan. The only investigation that shows positive
findings is Fludeoxyglucose- positron emission tomography,
scanning shows asymmetric hypometabolism in thalamus and
hypothalamus [10].

There is no definitive treatment for KLS but drugs like modafinil,
antipsychotics, amantadine and lithium have some role in reducing
the duration of symptoms.

Case Report

Forty one year old female known case of Kleine —Levin
Syndrome, was diagnosed in 2003 by the neurologist (on the
basis of her clinical signs, symptoms and investigations) came to
preoperative assessment clinic for her planned elective procedure
total abdominal hysterectomy (TAH). Patient was functional class
I, the last episode of KLS occurred three months back and lasted
for three months. She had three episodes of remission; the longest
one was of eight months duration. She does not have any other
comorbidity. As we know that all anesthetic agents and narcotics
may trigger the disease therefore patient was counseled in detail
for combined spinal epidural (CSE) anesthesia.

On the day of procedure anxiolytic was avoided, which is usually
given to every patient in our hospital where indicated. In operating
room standard monitoring including electrocardiography (ECG),
pulse oximetry and non invasive blood pressure were applied and
intravenous cannulation was done. After all aseptic measures,
central neuraxial anesthesia was achieved by using 18G CSE
needle and bupivacaine 0.5% hyperbaric 10 mg was given in spinal
space. Epidural catheter was inserted subsequently and secured.
After achieving the desired level of sensory block, surgery was
started. Epidural infusion was started after one hour at the rate
of 10ml/hr 0.1% Bupivacaine. Patient remained comfortable
throughout the surgery. Surgery lasted for two hours and it went un
eventful. Patient was shifted to post anesthesia care unit where her
vitals remained stable. She was assessed for post-operative pain
and motor block. Her motor block regressed gradually after 3hrs
and she was shifted to the ward. Post-operative pain was managed
with epidural infusion of 0.1% Bupivacaine for 48 hrs. After the
discontinuation of epidural oral meloxicam was started. She was
discharged home on post-operative day 4. On day 7and 14 she
visited the clinic her recovery was good with no exacerbation of
disease.

Discussion

The anesthetic management of patients with KLS is areal challenge.
There is not even a single case report describing the anesthetic
management of these patients; although it is a well-known fact
that general anesthesia is contra indicated in this disease. Ferguson
has mentioned in a case report in which KLS was triggered after
dental local anesthesia (Xylocaine) [11]. In our case, as we had no
other option, we used local anesthestic agent bupivicaine in CSE.
But we otherwise tried to avoid all the triggering factors. To allay

anxiety a sound counseling was done preoperatively and she was
reassured about her postoperative pain management.

It has also been known that for post-operative pain management,
pure or synthetic narcotics should not be used. The perioperative
management of KLS is more cumbersome because of a number
of aggravating factors which may relapse the disease so we as
anesthesiologists have very limited options for the perioperative
management of these patients.

In hospitals with limited resources where normally cases are
done only under general anesthesia, due to unavailability of
the equipment and lack of training in regional anesthesia, the
management of KLS and similar syndromes become more difficult
and cases may end up in morbidity. With the changing trends in the
field of anesthesia we should get expertise in regional anesthesia
for better outcome of the patients and should practice safe.

In this case we used Bupivacaine but there are some other
medications that have better safety profile in epidural anesthesia
such as Ropivacaine but has not yet been used in these patients. We
therefore recommend that the use of central neuraxial anesthesia
technique with Bupivacaine is safe to provide surgical anesthesia
and postoperative analgesia in patients with KLS.
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