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can lead to patient anxiety, and the GP
can be helpful in supporting the
patient through this period of
uncertainty. If possible, it is preferable
to maintain confidence in the
neurologist, and resist the temptation
to refer for a surgical opinion before a
diagnosis has been made.

Another frequent cause of confusion
arises from EMG reports which may
suggest a diagnosis of MND. The
diagnosis cannot be made by EMG
alone, and if this diagnosis is raised in a
report, the patient should be referred
to a neurologist for full assessment.

MANAGEMENT
There remains no treatment that will
reverse, or halt, the progression of the
disease. There is, however, a range of
medications and interventions which
may treat symptoms, and give
significant benefit to the patient.2

Disease modifying treatment
There is also a disease modifying drug,
riluzole, which is licensed to extend the
life of patients with MND.3 NICE
guidance recommends that riluzole be
used to treat patients suffering from
the amyotrophic lateral sclerosis form
of MND. It also recommends that a
specialist in the management of MND
should start treatment with riluzole,
and specialists and GPs may supervise
the treatment under locally agreed
shared care protocols.4

In practice, riluzole is usually well
tolerated. Liver function tests and full
blood count are recommended
monthly for the first three months. It is
very unusual to have problems with
the medication, which is a small tablet
taken twice daily. The proposed
mechanism of action relates to
reduction of glutamate, which is
neurotoxic. 

As this is a disease modifying
therapy, unfortunately any benefit in
slowing the progression of the disease
will not be apparent to the patient or
physician, and we are reliant on the
clinical trial evidence.

Non-invasive ventilation
NICE has also provided guidance on
non-invasive ventilation in the
management of MND.5 This recognises
that respiratory muscle weakness
resulting in respiratory impairment is a
major feature of MND, and a strong
predictor of quality of life and survival. 

Non-invasive ventilation can
improve the symptoms and signs
related to respiratory impairment and
hence survival. Nocturnal hypoventilation
leads to disturbed sleep, fatigue and
early morning headache, all of which
may be eased with respiratory support
at night. The guidelines emphasise the
importance of patient-centred care,
the involvement of the multidisciplinary
team, and providing information 
and support.

Enteral tube feeding
The Cochrane Collaboration
Neuromuscular Group has published a
range of evidence based reviews of
treatment for MND.2 Enteral tube
feeding with gastrostomy6 is
commonly used to maintain nutrition
and hydration and also to avoid
aspiration. Randomised trials have not
been performed, and the observational
evidence is that the benefit is clear,
making a randomised trial unethical. 

Alleviating symptoms
Other symptoms requiring treatment
include pain, which should be treated
as neuromuscular or arthritic pain.
Spasticity is a common feature and
may be treated with medication such
as baclofen or tizanidine. Cramps may
respond to quinine, diazepam,
carbamazepine and phenytoin.
Fasciculations are often tolerated, but
if troublesome similar medication may
sometimes be helpful. 

Depression, and other cognitive
problems, in particular a frontal lobe
dementia, may be features of MND,
and treatment with an SSRI may be of
benefit. This may also be particularly
helpful in managing the inappropriate
emotions – laughing or crying – which
are a manifestation of frontal lobe
involvement. 

Excess saliva, or difficulty clearing
saliva, is a frequent and distressing
symptom. This may be difficult to
treat, and although a randomised trial
evidence base is largely absent,
medication such as oral atropine,
amitriptyline, glycopyrronium, or
transdermal hyoscine are used. Many
medications can be given through the
gastrostomy tube. Suction devices
may also be used. Botulinum toxin
injection, or irradiation, of the parotid
gland may reduce saliva production.

Unproven treatments
Many patients take vitamins C and E.
There is no evidence of benefit, but
these vitamins are taken on the basis
of reducing oxidative stress, are safe,
and inexpensive.7 It can be difficult
when more expensive treatments,
without proven benefit, or potential
harm, are suggested by the patient. 
As with other rapidly progressive
incurable conditions a range of
treatments may be promoted,
especially on the internet. There
remains no evidence of benefit for a
wide range of proposed treatments »

Table 1
Differential diagnosis of motor neurone disease
Features
Muscle wasting and weakness/
lower motor neurone features

Spasticity/upper motor neurone 
features

Other motor neurone diseases

Cognitive features

Condition
•Neuropathies – carpal tunnel syndrome, 
ulnar neuropathy, common peroneal neuropathy, 
diabetic amyotrophy, diabetic polyneuropathy
•Radiculopathies – cervical and/or lumbosacral spondylosis
•Multifocal motor neuropathy
•Guillain Barré syndrome
•Postpolio syndrome
•Benign fasciculation
•Thyrotoxicosis
• Inclusion body myositis
•Polymyositis
•Muscular dystrophy
•Myasthenia gravis
•Cervical myelopathy
•Subacute combined degeneration of the cord 
(vitamin B

12
deficiency)

•Cerebrovascular disease and stroke
•Tumours of brain and spinal cord
•Multiple sclerosis
•Spinobulbar muscular atrophy (Kennedy’s disease)
•Spinal muscular atrophy (hereditary)
•Frontotemporal dementia
•Alzheimer’s disease
•Cerebrovascular disease




