Clinical Medicine 2014 Vol 14, No 1: 79-82

CME RESPIRATORY MEDICINE

Palliative care of chronic progressive lung disease
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Palliative care is a crucial component of a comprehensive service
for patients with chronic progressive lung diseases, such as
chronic obstructive pulmonary disease (COPD), interstitial lung
disease (ILD) and cystic fibrosis (CF).!=> There are considerable
difficulties in meeting the needs of these patients, many are

not currently referred for specialist palliative care and the best
model of service provision has not been clearly established.t%
One of the main barriers is a mistaken concept that palliative
care is a separate stage at the end of life when all disease-
modifying options have been exhausted. Modern palliative care,
however, applies at a much earlier stage in the disease process, as
an integral part of standard care, and is based upon needs rather
than prognosis. National initiatives have focused attention on
the provision of high-quality palliative care.”

Disease trajectories and models of care

In many chronic progressive lung diseases, the clinical
course is prolonged, variable and unpredictable.”® It is
sometimes necessary for the patient and the clinical team to
accept and adapt to uncertainty.

The cancer trajectory

Traditional models of palliative care have often been based

on the cancer trajectory (Fig 1). A patient with lung cancer,

for example, may have an initial phase of disease-modifying
treatments, such as chemotherapy and radiotherapy, followed
by a phase of progression of the cancer with declining health,
evolving into end-of-life care. There is sometimes a reasonably
clear break between disease-modifying treatments and palliative
care, typically with a transfer of care from oncology to palliative
care teams. Now, however, there is increasing evidence that early
palliative care from diagnosis improves outcomes for patients
with lung cancer, such that palliative care and active anti-cancer
treatments often run in parallel.!’

The chronic lung disease trajectory

Chronic lung diseases are often characterized by recurrent
episodes of exacerbations and recovery, with progression
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Fig 1. The cancer trajectory. The traditional cancer trajectory used to be
based upon an initial phase of disease-modifying treatments followed by
palliative care, with transfer of care from oncology to palliative care teams. Now,
early palliative care improves outcomes for patients with lung cancer such that
palliative care and disease-modifying treatments often run in parallel.'®

over many years (Fig 2). Exacerbations of COPD are treated

by bronchodilators, antibiotics, corticosteroids, oxygen and
non-invasive ventilation. Exacerbations of CF are treated by
antibiotics, mucolytic drugs and sputum clearance techniques.
Complications, such as pneumothorax or haemoptysis, may
occur in advanced disease and require emergency interventions.
Such treatments may well reverse the underlying disease
process and are also the most effective method of relieving
symptoms. The patient may be critically ill but recover from all
exacerbations except for the last one.

The final illness typically starts as a further exacerbation.
The patient is very breathless and anxious, and the family is
very distressed. The patient is admitted to hospital with the
expectation that there will again be a response to treatment. It
is only after a few days that it becomes clear that the patient is
failing to improve and is now dying. The dying phase is then
often short and many patients opt to stay in hospital rather
than to return home or transfer to a hospice.’ This choice
reflects the fact that it can be difficult for community teams
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Fig 2. The chronic lung disease trajectory. The chroniclung disease trajectory
is characterised by exacerbations and recovery such that disease-modifying
treatments and palliative care must run in parallel.

to provide the same level of security, symptom-relief and
support that can be provided in hospital. Furthermore, many
of these patients will have established relationships with their
multidisciplinary team, who may also be in the best position to
provide end-of-life care. For patients with specialist diseases,
such as CF, admission to hospital is usually directly to their
specialist team. It is then possible to bring control and comfort
to a situation of crisis, by rapidly diagnosing the nature of the
problem, deciding what specific treatments are appropriate
and giving symptom-relieving medications. It is more difficult
to achieve this patient-centred care for the large numbers of
patients with COPD for example.? Ideally, a patient would

be admitted directly to a team that knows them well. Where
this is not feasible, detailed documentation of their diagnosis,
potential treatments and specific advanced directives needs

to be available to emergency teams, both in hospital and in
the community. For patients with chronic lung disease, this
information will often not involve a simplistic categorisation
as to whether the patient is in ‘active treatment’ or ‘palliative
only’. Instead, it will say that the patient has advanced disease
and that standard treatments have often resulted in recovery
and are also the best way of relieving symptoms, but that if
the patient fails to respond, it would be appropriate to switch
the focus to the relief of symptoms and to ensuring that a
peaceful, dignified, natural death is achieved. For this disease
trajectory, it is clear that specific disease-modifying treatments
and palliative care must run in parallel. These concepts are
typically expressed as ‘a ceiling of treatment’. Discussion of
anticipatory planning and the patient’s wishes in chronic lung
disease usually results in an acknowledgement of advanced
progressive disease, a risk of dying and an outline of potential
treatments, but also in a recognition of a limit to what can be
achieved. Many patients who might express a wish to be at
home if dying opt for admission to hospital in the distress of a
crisis, and decisions about best place of care need to be flexible
and able to adapt to circumstances.
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Fig 3. The lung transplant trajectory. In the transplant trajectory,
the patient is seriously ill and may die, but is hoping for a rescue
transplant. Palliative care is part of the support and symptom control
offered when the patient is critically ill, but may not need to continue
after transplantation.

The transplant trajectory

Some patients who die from progressive lung disease are on a
lung transplant waiting list. This is common for patients with
CF but may also be the case for some patients with ILD and
some less common lung diseases. The patient is seriously ill
with a high level of symptoms, and may die, but is hoping for a
rescue transplant that dramatically alters the disease trajectory
(Fig 3).4° If traditional models of palliative care are applied,
being on a lung transplant waiting list may act as a barrier to
them receiving specialist palliative care for symptom control
and support.

Integrated palliative care

For most patients with chronic lung disease, the division of
care into ‘active’ or ‘palliative’ is inappropriate as disease-
modifying treatments and palliative care must run in
parallel.>~® In many cases, these patients are treated by multi-
disciplinary teams of doctors, nurses, physiotherapists and
other professionals. It is often most appropriate for palliative
care teams to be integrated into the multidisciplinary team,
working in parallel with the chest team. In an integrated
model of care provision, palliative care principles can be
applied at an earlier stage of the disease, and preparation and
planning can occur for the end-of-life phase. Much of the
palliative supportive care may be given by the respiratory
team as general palliative care, but the palliative care team
can provide advice and support, and can see patients with
specialist needs.

There may be key points at which to consider a formal
palliative assessment. In CF, for example, such an assessment
might be appropriate when the role of lung transplantation is
being considered. For COPD patients, it may be appropriate
to make a palliative assessment when the patient has had an
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episode of non-invasive ventilation for respiratory failure, or for
ILD patients, when there is progressive decline in lung function.

Palliation of symptoms

At a time of disease progression, the medical team if often
focused on a decline in lung function and oxygenation,
prompting intensification of treatments. A specialist palliative
care consultation can give some control to patients and clinicians
by focusing on what can be done to improve the situation while
acknowledging what cannot be achieved. It is helpful to have a
specific assessment of physical symptoms such as breathlessness,
cough, pain, fatigue and secretions, the emotional impact of
these symptoms, coping strategies, and fears and concerns for
the future (Table 1). This can lead to advance care planning that
anticipates and provides for the management of future problems.
Key elements of palliative care include the relief of symptoms and
distress, a team approach in addressing the needs of patients and
their families, the enhancement of life, the mitigation of suffering
and the recognition of dying as a normal process bringing life to
anatural end.

CME Respiratory medicine

Breathlessness is a dominant symptom that can be treated
by a combination of drug therapies, such as opiates and
benzodiazepines, and non-drug therapies, such as nursing
in an upright posture, use of a cool air fan, breathing
control measures and reassurance.!'"!> Breathlessness is
frequently linked to anxiety in a vicious circle and cognitive
behavioural therapy techniques can be useful.’® Oxygen
is indicated for hypoxia, but is not of benefit to patients
who are breathless without hypoxia.l” Optimal disease-
modifying measures and pulmonary rehabilitation may
improve breathlessness but reduced exercise capacity with
associated breathlessness is often an inherent feature of lung
disease, and patients are likely to need additional support in
coping with daily activities. A non-productive cough may be
helped by opiates.!®!° Patients with chronic suppurative lung
diseases, such as CF, bronchiectasis and COPD, may have
difficulty expectorating sputum and have a particular fear
of ‘choking to death’. Mucolytic drugs (eg hypertonic saline
or carbocisteine) can be combined with sputum-clearing
physiotherapy techniques. Hyoscine is useful in drying
secretions at the end of life.?°

Table 1. Specialist palliative care uses a team approach to address symptoms using a combination of drug

therapies and additional measures. Some drug treatments for common symptoms are outlined, with safe
starting doses that require titration to achieve best possible symptom relief with least possible adverse effects.

Symptom Drug treatment Additional measures
Breathlessness Codeine phosphate 15 mg 6-hourly as needed PO Oxygen if hypoxic
Morphine IR 2.5 mg 4-hourly as needed PO Pulmonary rehabilitation
Morphine MR 10 mg daily PO Supportive equipment (eg wheelchair or stair-lift).
Lorazepam 500 pg SL 6-hourly Distraction
Reassurance
End of life: morphine 2.5-5 mg SC as needed or CSCI Cool air fan
Midazolam 2.5-5 mg SC as needed or CSCI Cognitive behavioural therapy
Cough Codeine linctus 15 mg 6-hourly PO
Morphine IR 2.5 mg 6-hourly PO
Methadone linctus 2 mg (in 5 ml) 12 hourly PO
Secretions Clearance:
Nebulized 0.9-7 % saline 6-hourly Sputum clearance physiotherapy
Carbocisteine 750 mg 8-hourly PO
Suppression:
Hyoscine hydrobromide patch 1 mg 72-hourly TD Cough assist devices
Oropharyngeal suctioning
End of life: Death rattle
Hyoscine hydrobromide 400 pg SC 4-hourly as needed
or 1.2-2.4 mg CSCI
Anxiety Lorazepam 500 pg SL 6-hourly as needed Reassurance
Distraction

End of life: agitation
Midazolam 2.5 mg SC as needed or CSCI

Haemoptysis Tranexamic acid 1G 8-hourly PO

Cognitive behavioural therapy

Bronchial artery embolisation

CSCI = continuous subcutaneous infusion; IR = immediate release; MR = modified release; PO = orally; SC = subcutaneously; SL = sublingually; TD = transdermal.
Although every effort has been made to ensure dosages are correct at the time of printing, please refer to the most recent summary of product characteristics
document available before using any of the drugs mentioned clinically. Although every effort has been made to ensure dosages are correct at the time of printing,
please refer to the most recent summary of product characteristics document available before using any of the drugs mentioned clinically.
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Palliative care often runs in parallel with active disease-
modifying treatment

In chronic lung disease, there is typically a prolonged
phase of symptom control and support, and a short
dying phase

Being on a lung transplant waiting list should not be a barrier
to palliative care

Opiate and benzodiazepine drugs can be helpful for
breathlessness and associated anxiety

Oxygen is helpful in relieving breathlessness only in patients
with hypoxia

KEY WORDS: palliative care, end of life care, chronic obstructive
pulmonary disease, COPD, cystic fibrosis, interstitial lung
disease m

Palliative care of chronic lung disease is particularly complex,
but considerable progress has been made in supporting these
patients. A flexible approach is needed to meet the individual

patient’s needs. Integration of palliative care professionals

into the respiratory multi-disciplinary team is often the most
appropriate way of achieving this, such that disease-modifying

care, palliative care and anticipatory planning can run in
parallel. Good quality care must be achieved in a variety of
settings including the patient’s home, care homes, clinics,
emergency departments, specialist respiratory wards and
intensive care units.
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