
investigations are required, but in the
absence of cataplexy a lumbar puncture
may be helpful in certain cases. 

Management of narcolepsy involves
lifestyle modifications and drug
treatment, as there is currently no cure.
Patients often benefit from sleep
hygiene advice to optimise night-time
sleep, and planned daytime naps are
usually very helpful to stave off
irresistible sleep episodes. The general
advice is for two or three brief planned
naps, up to 20 minutes, to avoid deep
sleep, as longer naps can result in
significant grogginess on waking and
worsen night-time sleep. 

Drug treatment needs to be tailored
to the individual. For cataplexy, drugs
such as clomipramine at night, or
fluoxetine or prolonged release
venlafaxine during the day can be very
effective. For daytime sleepiness,
standard treatments are stimulant drugs
such as modafinil, methylphenidate and
dexamphetamine, usually in isolation
although occasionally modafinil can be
given in combination with
amphetamine-based drugs. 

Sodium oxybate is a drug that is very
restricted in the NHS, partly because of
the cost, but also because of its side-
effect profile – it can be fatal when
combined with other sedating agents or
alcohol.17 However, it is usually very
effective in severe refractory narcolepsy
and can be life changing. 

For selected individuals treating
fragmented night-time sleep with
sedating agents such as tricyclics,
pregabalin, clonazepam or Z drugs such
as zopiclone may have a role. Newer
agents such as pitolisant, a histamine
antagonist/inverse agonist that acts 
as a stimulant, are becoming available. 
It is important to remember to counsel
these patients regarding driving, and
they have a legal duty to inform the
DVLA about this diagnosis.

A related condition is idiopathic
hypersomnia a rarer neurological
disorder with a prevalence of about 
one tenth that of narcolepsy. Patients
will experience unrefreshing sleep, and
long sleep times. 
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type 2, where there is no cataplexy and
CSF has either not been examined or 
the CSF hypocretin level is normal. 
This reflects our limited understanding
of the nature of type 2 narcolepsy, in
contrast to type 1 narcolepsy, in which
the pathophysiological basis is well
understood. Patients with a diagnosis of
type 2 narcolepsy are a heterogeneous
group. Some are likely to have a mild or
early form of type 1 narcolepsy, others
probably have unrecognised sleep
restriction,15 and others have an overlap
with another neurological disorder,
idiopathic hypersomnia (see below).

While CSF hypocretin examination
constitutes a diagnostic procedure for
narcolepsy, in practice the diagnosis
depends on the history and assessment
through sleep studies. For type 2
narcolepsy, sleep restriction needs to be
ruled out, through history, a sleep diary
and ideally with actigraphy (a wrist-worn
accelerometer that tracks movement
and gives a rough indication of 
sleep-wake patterns, usually worn for
two weeks). 

Blood tests are generally unhelpful.
HLA typing has a role in casting doubt
on a diagnosis of type 1 narcolepsy (the
HLA DQB1*0602 type is positive in > 98%
of individuals with type 1 narcolepsy).16
This HLA type is only positive in 40-60%
of those with type 2 narcolepsy, and in
any case is present in about one third of
the normal population.16

The standard diagnostic test for
narcolepsy is the polysomnogram, see
figure 1, p11, and multiple sleep latency
test. The polysomnogram is an
overnight assessment of sleep, and is
undertaken to exclude other sleep
disorders and to ensure adequate sleep
during the multiple sleep latency test.
The multiple sleep latency test involves
the opportunity for the patient to fall
asleep four or five times during the day
after the polysomnogram, at two-hour
intervals. The mean sleep latency is
assessed across these naps, as well as
the presence of REM sleep. 

A positive diagnostic test is defined by
a mean sleep latency of less than eight
minutes, and REM sleep in two or more
naps, although early REM in the
overnight polysomnogram can count
towards this. If the multiple sleep latency
test is negative, it has good negative
predictive value, i.e. it is helpful in
excluding narcolepsy. However, a
positive multiple sleep latency test
needs to be interpreted with caution, as
sleep deprivation and drug rebound
effects can produce a result apparently
diagnostic of narcolepsy.7 In the
presence of cataplexy, usually no further
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The prevalence of sleep complaints in adults in a
primary care setting is > 10%. The most frequently seen
condition by far is that of primary insomnia, which
affects 10% of adults on a chronic basis. In contrast to
primary insomnia, in which most patients report
tiredness and fatigue during the day but are unable to
sleep during the day either, the second most frequent
sleep disorder encountered, obstructive sleep apnoea, 
is typified by excessive daytime sleepiness.

Sleepiness is defined as the inability to maintain 
wakefulness or alertness during daytime wake periods.
Patients with primary insomnia or fatigue syndromes
typically will score low on the Epworth Sleepiness Scale
(ESS < 3) whereas those with organic sleep pathologies or
sleep restriction will score higher. A score > 10 is seen as
‘pathological’, with a mean ESS in the population of 5-6.

The most common cause of sleepiness in the adult 
population is that of behaviourally induced insufficient
sleep syndrome, affecting up to one third of adults. 
This can be severe enough to mimic a condition such as
narcolepsy both clinically and on diagnostic testing.
Anyone with a sleep opportunity of less than seven hours
per night, or undertaking shift work, should be given sleep
hygiene advice to optimise sleep duration, before other
potential causes are investigated, unless there are clear
pointers. 

Restless legs syndrome affects 5-15% of the adult 
population as well as some children. The syndrome is
characterised by the urge to move the legs, or other body
parts (such as the arms, trunk, face and even genitals)
usually accompanied by a range of unpleasant sensations.
These features are typically worse in the evening or night,
are transiently or partially relieved by movement, and are
worsened by immobility. In addition to the motor
restlessness, 80-90% of sufferers also experience frank leg
movements, which usually arise in sleep but can also
occur in wakefulness. These leg movements are
involuntary, and typically involve periodic flexion of the hip
and knee, dorsiflexion of the foot and extension of the
hallux. These movements may be unilateral, alternating 
or bilateral, and occur at intervals of between 5 and 
90 seconds. The duration of individual leg movements is
longer than in myoclonus, of the order of 0.5-5 seconds. 

Narcolepsy has a prevalence of 1 in 3,000. Peak onset
is in the mid-teens and mid-thirties, although it can occur
at any age, and the diagnosis is lifelong. The major and
only mandatory diagnostic feature is of excessive daytime
sleepiness, which can manifest as persistent sleepiness, 
or discrete sleep attacks. The most dramatic feature is
cataplexy, the sudden loss of muscle tone, sometimes
spontaneously but usually precipitated by strong
emotions such as laughter, surprise, anger or fear.  
It is important to remember to counsel these patients
regarding driving, and they have a legal duty to inform  
the DVLA about this diagnosis.

‘The standard
diagnostic test for
narcolepsy is the
polysomnogram
and multiple sleep
latency test’
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