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Epidemiology and Management of ALS

quent motor neurone disorder and the annual

incidence in most countries ranges from 1 to 2 per
100,000 habitants. The disease is considered to be more
frequent in men than women and usually it starts by pare-
ses and atrophy of one or more extremities often in asso-
ciation with the presence of fasciculations representing
involvement of the lower motor neurone. Very early in the
course of the disease a generalised lower motor neurone
abnormality may be detected by EMG and not clinically.
The term Progressive bulbar palsy or "bulbar ALS" refers
to pareses starting as speech or swallowing difficulties and
occurs in 10-40% of all ALS cases. It is more frequent in
women and in late onset cases. Generally the prognosis in
bulbar cases has been considered worse than in spinal
cases, but this may have changed with increasing use of
non-invasive assisted ventilation.

3 LS is an invariably fatal disease. It is the most fre-

Increasing incidence of ALS?

During the last few years convincing evidence has been
presented that the incidence of ALS has been increasing
over the last decades."” Initially these data were interpret-
ed as being due to the generally increasing age of the pop-
ulation as a whole, but this seems unlikely to be the whole
explanation and indeed environmental factors may be
contributing to this observed increase in ALS incidence.
We have also reported that not only is there an increase in
the annual incidence of ALS from 1.5 to 2.5 per 100,000
of the population, but there has been a change in gender
affected by the disease during the period from 1960 to the
mid nineties such that by the end of the observation peri-
od the risk was similar in men and women® (see Fig. 1).
This could indicate that environmental factors con-
tributed to the increased incidence and in this respect
exposure to heavy metals and electric magnetic fields has
been associated with the disease.* Moreover, studies of
Gulf war veterans have indicated increased risk in veter-
ans, especially in air-force and army personnel.” Overall it
can be concluded that there is increasing incidence of ALS
and whilst this is in part explained by the increasing age
of the general population, it may also be related to envi-
ronmental factors that affect the integrity of motor neu-
rons.

Care of the ALS patient

Although great progress has been made to better under-
stand the pathophysiology of ALS, especially in genetic
variants of the disease, the possibility of treatments that
truly affect survival-time is still very limited. The gluta-
mate antagonist Riluzole has been shown to prolong sur-
vival by an average of 3 months, and whilst great efforts
have been made to study molecules affecting glutamate
metabolism and trophic factors (inc. positive reports in
transgenic mouse models of ALS), no other treatments
than riluzole have been demonstrated to prolong survival
in human ALS. In contrast to the paucity of disease mod-
ifying treatments in ALS, during the last decade there has
been a substantial change in the management of the dis-
ease.

In the past, ALS patients were carefully diagnosed, but
offered little support to manage their life as they devel-
oped increasing pareses. Most frequently the patients
were hospitalised when the disease had progressed to a
stage where the patient or family could not manage, pos-
sibly with the insertion of naso-gastric tubes in patients
with bulbar palsy and swallowing difficulties. Today it is
accepted that ALS patients are best treated in multidisci-
plinary ALS clinics with a team that includes a neurolo-
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gist, specialised nurses, physical, occupational and speech
therapists, social worker as well as pulmonologist and
nutritionist. It has been demonstrated that such care is
not only good for the well-being of the patient, but in fact
increases survival at least as much as with the administra-
tion of riluzole.®

The ALS care at Haukeland University Hospital in
Norway was organised in such a way so that it has had an
ALS clinic from 1990, inspired from that which exists in
the Department of Neurology at the University of
Chicago (see Fig. 2). The diagnosis of ALS is not usually
established in the out-patient clinic but during a stay at
the Department of Neurology. This makes it easier to have
all the necessary investigations performed before the
diagnostic discussion is undertaken with the patient.
Usually within a month the patient is seen in the multi-
disciplinary ALS clinic, and a week before this consulta-
tion the patient receives a description of the clinic and the
professions they may meet there. The patients will usual-
ly see most professions on their first consultation but later
only when specific problems arise and need sorting out.
Usually the first consultation in the clinic is used to ascer-
tain the diagnosis and to inform the patients about the
possible health outlook with this condition. The patients
are given a card for the ALS nurse with all the possibilities
of how to get in touch with the clinic as and when they
need to do this. The ALS nurse is the primary contact
point for the patient and will transfer requisites to actual
professions, again as and when required. One of the most
important aspects of management in the ALS clinic is to
take the initiative for ensuring that the primary health
care system engages and supports the patient in the com-
munity. As the disease is rare, most community based ser-
vices have no experience on the management of ALS and
so the resource group with the general practitioner, phys-
ical and occupational therapist and nurse need to be
organised in the community. This group has regular
meetings with the patient and his family and can at short
notice, supply the patient with aids required for them to
remain independent.

As the disease progresses the patients will need more
sophisticated aids. This is organised though the ALS clin-
ic, but the patients are frequently admitted for short peri-
ods to the ward in the Department. This could be for
establishing PEG feeding or evaluation with regard to
them developing respiratory failure. Usually establish-
ment of PEG requires a 2-day stay in the ward and is
established in collaboration with the gastroenterology
section of the Department of Internal Medicine. After
insertion of the PEG, the patient may stay another day in
the Neurology ward to learn how to use the PEG and to
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Figure 1
Annual mortalkty from ALS in men and women
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start to get used to the nutrition given through it. After 3
months the tube is changed to a Mic which is usually eas-
ier to handle as the tube can be troublesome for the
patient (especially during night/sleep). Some patients
have problems with drooling. These are treated either by
one shot radiotherapy to the parotid and submandibular
glands done in collaboration with the Department of
Oncology. More recently we have also tried Botulinum
toxin A injections to the parotid glands with some success.
From a respiratory persepective, an increasing number of
patients are offered non-invasive ventilation support
when required. The evaluation of respiratory function is
performed by pulmologists and during this evaluation the
patients may have a short stay in the Department of
Pulmology. Follow up of the BIPAP (Bilevel Positive
Airway Pressure) is also done by the pulmologist associat-
ed with the ALS clinic. We thought that the more abun-
dant use of BIPAP would lead to an increasing number of
ALS patients deciding to have tracheostomy and perma-
nent ventilation support, but this has not proven to be the
case. Most patients decide not to continue life when the
disease has progressed to a stage where they are totally
dependent on family and care-givers for all their activities.

Conclusion

The incidence of ALS is increasing due in part to the
increasing age of the general population together with an
unknown factor that may be environmental. During the
last decade there has been little development in the med-
ical treatment of this disease but management has consid-
erably changed from a passive attitude to a fatal disease to
considerable work to help the ALS patient to live with his
symptoms. Crucial for success in ALS management is a
multidisciplinary approach tailored to the needs the
patient as they develop and change during the course of
the disease. Needs must be identified early and handled
quickly. This requires close communication between an
ALS clinic with the Neurological ward, the primary care
unit and the Pulmonary Department.
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ALS Management
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