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Introduction
Kleine-Levin syndrome is a rare neurological condition with both

somatic and psychiatric symptoms. In 1990, Kleine-Levin syndrome
was classified in the International Classification of Sleep Disorders
(ICSD) and was revised to its current state in 2005 (Table 1) [1].

Kleine-Levin syndrome appears suddenly, sometimes without a
triggering factor or sometimes being precipitated by an infection
(38.2%), head trauma (9%) or acute consumption of alcohol (5.4%)
[2-5]. The etiology remains unclear, but there may be a genetic
predisposition (haplotype HLA-DR1), associated with environmental
factors [6,7]. The syndrome is characterized by hypersomnia (up to 20
hours a day), cognitive symptoms (mainly derealisation, but also
confusion, delusions, and/or hallucinations, memory impairments),
behavioral symptoms (sexual disinhibition, irritability/aggression,
compulsive eating), and mental symptoms such as depression and
anxiety [4,8-13]. There are also physical signs such as autonomic
dysfunction, weight gain; and at the end of the episodes, amnesia,
elation, and depression. It is important to underline that these
symptoms and signs are generally not combined in a single patient.
The average length of an episode is 8 to 10 days, and episodes lasting
several months are relatively exceptional. They usually recover after a
period of about 8 years.

Recurrent hypersomnia

Recurrent episodes of excessive daytime sleepiness lasting 2 days to 4 weeks

Episodes recur at least once per year

Alertness, cognitive functions and behavior are normal between episodes

Hypersomnia is not explained by another sleep, medical, neurological, or
psychiatric disorder, medication use, or substance abuse

Kleine-Levin syndrome

In addition to the recurrent hypersomnia criteria, the patient should also have at
least one of the following

Cognitive abnormalities – ex : confusion, derealization, hallucinations

Abnormal behavior – irritability, aggression

Hyperphagia

Hypersexuality

Abbreviation: ISCD-2, International Classification of Sleep Disorders – second
edition



am. And then, she didn't manage to stay awake during more than 1
hour consecutively and often asked to return to bed or slept on a sofa.
So, she was asleep up to 6 hours a day (i.e. from 10 am to 9 pm in her
case) and often yawned during the interview. And during a 24-hour
day, she slept about 18 hours. She also had eating disorders, constantly
seeking food that she never ate and losing 3 kg in five days, and
suffered from headaches and dizziness. She said that she did not know
what she was doing in hospital and insisted on going home.

We then met her parents who were shocked by their daughter’s
symptoms. They reported no history of psychiatric or somatic
disorders concerning their daughter or their family. However, the
parents did report that in recent months, their daughter had been
harassed at school and might have been forced to ingest a toxic
substance the previous week.

Methods
This array of disorders, belonging to manic disease, with very

atypical psychotic features and sudden onset derealisation, in an
adolescent with no medical history, made us doubt the purely
psychiatric origin of the disorder. In close co-operation with the
paediatricians, we tried to rule out any toxic or organic origin for these
symptoms: we had to ensure that our patient’s disease was not caused
by intoxication, encephalopathy, brain tumor, stroke, trauma, epilepsy,
infection or hormonal imbalance, etc. Complementary examinations
were then performed during several days.

Blood
Screening for toxins (medicinal products, narcotics), complete

blood count, urea, creatinine, glycemia, sedimentation rate, C-reactive
protein, serum ammonia, serum copper, folates, cobalamine, anti-
nuclear antibodies, anti-smooth muscle antibodies, anti-mitochondrial
antibodies, anti-native DNA antibodies, anti-myelin antibodies, anti-
Hu antibodies, anti-Yo antibodies, anti-Ri antibodies, anti-
thyroperoxidase antibodies, anti-thyreo-stimulating-hormone receptor
antibodies, anti-thyroglobulin antibodies, serodiagnostic testing for
Lyme’s disease, syphilis, hepatitis A/B/C, HIV, CMV, and T3/T4/
thyreo-stimulating-hormone.

Urine
Toxins (medicinal products and narcotics), cyto-bacteriological

examination.

Cerebrospinal fluid
Cyto-bacterio-chemistry, virology, assay for lactate, chloride,

pyruvate and glucose, protein electrophoresis, anti-Yo antibodies, anti-
Hu antibodies and anti-Ri antibodies.

Computed tomography scan, magnetic resonance imaging, fundus
oculi, electrocardiogram, thyroid ultrasound. Electroencephalograms



confusion and memory impairment, derealisation and delusion, mood
disturbance, anxiety, aggressive behaviour, and hypersexuality are
common to both diagnoses.

In favour of the Kleine-Levin syndrome, there was the cardinal
manifestation of the disease, hypersomnia, and the lack of family
history of psychiatric disorders. Besides, “psychiatric forms” of Kleine-
Levin syndrome have already been reported in the past [4,8-13].
However, men tend to be more affected by Kleine-Levin syndrome
(68%), the crisis usually lasts about 10 days only (yet young girls
generally suffer longer crises and for certain patients, episodes lasting
up to several months have been reported). Moreover, patients with
Kleine-Levin syndrome normally gain weight and hypersexuality is
reported more rarely in women. Several arguments that made us doubt
[26].

The symptoms in favour of a mixed episode were hypersexuality and
the response to treatments: SSRIs increased agitation and the
hypersexuality decreased with carbamazepine, a treatment for mood
regulation. However, although there was a small clinical improvement
with carbamazepine associated with antipsychotic medications, the
major symptoms still persisted.

In summary, even if they are not always very typical, psychiatrics
symptoms described in this case are included in Kleine Levin
syndrome, a polysymptomatic disease. So, even if you can't diagnose
Kleine Levin syndrome after the second episode, hypersomnia must be
the symptom that guides your diagnostic approach, once all other
organic causes are eliminated.

By the way, we couldn't be sure about the diagnosis in this case and
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