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ABSTRACT

Patients with idiopathic pulmonary fibrosis (IPF) face

a poor prognosis and endure intrusive symptoms that
impair quality of life. Many patients with IPF will require
supplemental oxygen (0,) at some point in the course of
their iliness, and although it can improve blood oxygen and
symptoms, 0, creates physical and emotional challenges
for patients and their loved ones. Four events in the course
of IPF—the first occurs at the time of diagnosis and the
other three are related to 0,—herald periods of transition
for patients and their caregivers and mark touchpoints
when they need extra care and support from practitioners.

touchpoint: a time, condition, or
circumstance that is vulnerable or
unstable enough to precipitate a highly

unfavourable,  possibly  devastating
outcome
— English Oxford Dictionary
INTRODUCTION

Idiopathic pulmonary fibrosis (IPF) is a typi-
cally life-shortening condition whose debil-
itating symptoms include activity-limiting
dyspnoea, nagging cough and fatigue.' At
the time they are diagnosed with IPF, patients
(and their informal caregivers) are forced to
confront the ‘devastation’ and begin thinking
about a life with this disease.”

Most patients with IPF will require supple-
mental oxygen (O,) at some point after
diagnosis. Although O, is prescribed in the
hopes of preventing long-term consequences
of hypoxaemia and improving symptoms, it
poses a threat to already-impaired quality of
life (QOL) in these patients”: many feel stig-
matised when they are seen in public wearing
a nasal cannula, and using O, robs patients
of their ability to live as carefree and inde-
pendently as they would like.” * Understand-
ably, patients view the need for O, as a marker
of disease progression—an unwanted mile-
stone in the course of IPF that, like being told
the diagnosis, can cause their worlds to ‘crash
for a second time.”> Compared with patients
with IPF who do not need o, those who need
it report worse QOL in multiple life domains,

including emotional well-being, social partic-
ipation and independence.” Patients with
IPF are resilient: in clinic, I frequently hear
patients with IPF say things like, ‘I can deal
with this... if it just doesn’t get any worse’.
But, it so often does—and they deal with it
anyway and figure out how to move on.

The closest thing to a formal staging system
for IPF is the GAP index (a combination of
gender, age and physiological variables),
which can be generally informative in discus-
sions of prognosis.” But patients with IPF also
want information on what life is going to
look like with IPF—how disease progression
is likely to affect them in their daily lives and
what things they should be doing or thinking
about along the way. Informal caregivers want
similar information about the patient. They
also want to know how their roles will change
as disease severity increases, and they need to
know that helpful resources are accessible to
them.

I believe care of patients with IPF requires
an ongoing conversation (with them and
their caregivers) woven through serial visits
over the course of the disease. This conver-
sation forms the backbone of the palliative
care these patients need—unfortunately,
the term ‘palliative care’ has become synon-
ymous with end-oflife care, and perhaps
more appropriate terms to use are ‘compre-
hensive care’ or ‘quality of life (QOL) care’.
Regardless, the conversation should, among
other topics personalised to a given patient,
include an assessment of disease status, an
appraisal of the tolerance of and response to
therapeutic manoeuvres (pharmacological
and/or non-pharmacological), an evaluation
of the patient’s and the caregiver’s physical
and emotional well-being, assurance that
necessary supportive resources are in place,
and time for questions. As with any patient
with a potentially life-shortening condition,
this longitudinal conversation must involve
appropriately timed talk around advanced
care planning and, most importantly,
patients’ wishes for end-of-ife intervention
and care.”®? Like other topics in the weave,
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these are best brought up early, before the pressures and
chaos of abrupt decline mandate. Here, practitioners
have the challenging duty of (1) ascertaining what infor-
mation patients and caregivers are ready to receive, (2)
recognising that patients’ and caregivers’ levels of accep-
tance—or as Overgaard and colleagues called it, ‘reac-
tional stage’>—may differ, and thus (3) carefully tailoring
information delivery to the recipient while considering
their readiness to receive it.

I'view four major events in the course of IPF as meriting
special care and attention and forming a framework for
the disease-long conversation. The first is when the diag-
nosis is given. Because of the potential impact of 02,2_6 the
final three events centre on it: when O, is prescribed for
use with exertion; when O2 is needed at rest; when high-
flow O, is required (ie, when a portable oxygen concen-
trator or other lightweight, portable, O, conserving
device does not meet a patient’s oxygen demands).

I initially regarded these events as stages because, to
some degree, they often correspond with disease severity.
But on reflection, they are much more: for patients and
caregivers, both individually and for them as a team,
these events are times of transition, when each is partic-
ularly vulnerable, when their QOL is most threatened,
and they are forced to adapt to a new normal. More than
perhaps any other times in the course of IPF, these are
the occasions when patients and caregivers need prac-
titioners as partners—accessible, ready to give informa-
tion, offer support, bolster realistic hope and attend to
their emotional well-being and QOL. For practitioners,
these events can serve as touchpoints—special oppor-
tunities to intervene when we have the chance to more
fully understand patients’ and caregivers’ preferences,
values and goals through comprehensive needs assess-
ments. Whether done systematically using a tool specif-
ically developed for this purpose'®™* or spontaneously
in the natural flow of a visit, the assessments are critical
to QOL care. Because patients' and caregivers' needs
change over time, the touchpoints can serve as both
reminders and opportunities for the assessments to
occur.

WHEN THE DIAGNOSIS IS GIVEN

Transition

Whether a patient presents knowing that something
serious is going on, or thinking they are just overweight,
out of shape and ‘old’, being told they have IPF will likely
turn their lives upside down."” They become contempla-
tive, and many experience grief, worrying about their
(and their family’s) futures as they must ‘refocus their
lives’ and ‘readjust their life goals’.'” For many patients
with IPF, not dwelling on the negative is challenging, but
over time, by gaining knowledge and feeling supported,
most adjust and accept life with IPF. Caregivers experi-
ence similar grieving, disbelief and worry —wondering
how they will carry on if their patient loved-one lives only
as long as the average patient with IPF. The transition to

acceptance—both the time and route—is different for
every patient and caregiver.”

Touchpoint

Those of us who diagnose IPF and care for patients with
it know the devastation our words can bring when we tell
someone they have IPF. Doing so with care and empathy
softens the blow, but patients’ and their caregivers’ lives
are forever changed. Making certain that our words
convey realistic hope, taking time to educate patients
and their caregivers about the condition, informing
them that there are therapies available for patients with
IPF (pharmacological and non-pharmacological) and,
together, developing a plan for moving forward are crit-
ical at this touchpoint. Handing out or directing patients
to trustworthy disease education materials, informing
them about local support groups and firming up plans
for a follow-up visit in the near future are helpful.

WHEN 0, IS PRESCRIBED FOR USE WITH EXERTION

Transition

For many patients with IPF, particularly those who do not
need O, at the time of diagnosis, being told they now
need it is another demoralising milestone—*‘a big step’ in
the wrong direction.? Some patients accept O, and figure
out how to accommodate it immediately. Other patients
do not accept it and decline the prescription; they prefer
to slow down and/or cut out certain activities altogether
rather than use O,. Still others navigate their way through
stages of negotiation and compromise in which they
decide how and when O, fits into the reality of their daily
lives."* In the end, the patients who accept O, transition
to a reluctant acceptance of it and find a way to exist in
the new normal it creates.

Touchpoint

The lack of robust data in support of O, for patients who
desaturate only with exertion notwithstanding, scientific
rationale and clinical intuition would suggest that inter-
mittent hypoxaemia in people 60-80years old with one
or (typically) more chronic medical conditions could
have detrimental effects. Limited published data show
that O, increases activity and/or decreases dyspnoea in
patients with IPF who are normoxic at rest but desaturate
with activity.'” '® Additional studies whose results will be
published soon should shed more light on the topic.'” '®
Regardless of how the data are interpreted or whether
patients agree to use O,, when peripheral oxygen desat-
uration is identified the first time, the conversation
changes. A thoughtful, transparent discussion—one that
involves attentive listening to patients’ and caregivers’
concerns, a review of expectations and the potential
challenges O, poses—promotes informed, shared deci-
sion-making that prominently incorporates their values
and preferences. Adventures of an Oxyphile by Thomas L
Petty and coauthors (published by Snowdrift Pulmonary
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Conference) is a great resource that I direct my patients
and their caregivers to at this touchpoint. It offers hope
by showing that life does not end when O, is needed.

WHEN 0, IS NEEDED AT REST

Transition

When patients transition to needing O, at rest, they really
feel its constraints. The stationary concentrator that sat
in the bedroom, used only during sleep, may have to be
moved; the 7-foot cannula will have to be lengthened
considerably, so patients can move throughout the home.
With all the planning O2 requires—the tank filling, the
deliveries from the supplier, the equipment and tubing—
patients and caregivers begin to feel like their lives revolve
around O,. And, once again, they are thrust onto a new,
lower plateau of independence and freedom. In an inter-
esting paradox, some caregivers, for the first time in the
course of their loved-one’s disease, perceive themselves
as truly useful at this transition: instead of just being a
‘nag’, caregivers can give physical care—helping with the
logistics of O, and taking on more household duties.”

Touchpoint

As a partner to patients and their caregivers, practi-
tioners have a lot to offer at this touchpoint—being
a source of empathic positivity is key. This is another
time when patients need to be reminded that there is
more living to be done. Patients and caregivers should
be encouraged to focus on what they can do, not what
they cannot. Referring (or re-referring) to pulmonary
rehabilitation is an extremely useful intervention to
reinforce to patients and caregivers the possibility and
importance of remaining active.

This is also a time when a discussion of alternative
O, delivery modalities is reasonable. For many patients
with IPF, delivery of O, via the transtracheal route
(TTO) is an attractive option. The benefits of TTO
are that it gets the cannula out of the nose, and on
average, it allows reduction of O, flow by 30%-50%."
TTO catheters require daily care; manual dexterity is
required to clean and reinsert them, and some patients
just do not like the idea of having ‘a hole in my neck’.
In our experience, TTO catheters are most beneficial
when inserted before O, requirements reach 6 L/min.
Another option for O, delivery is via Oxy-View glasses
(Oxy-View, Englewood, Colorado, USA): the supply
tubing connects to the ends of the temple bars, and O,
is delivered through the hollow frame to small, unob-
trusive cannulas that run down the side of the nose in
the alarfacial groove to enter the nostril. These are
particularly attractive for patients who also need glasses
and hearing aids. Patients must be reminded that an O,
source is still necessary.

Ideally, discussions about lung transplantation (and
potentially referral to a transplant programme) have
taken place, but if not, this is a topic that should be
added to the conversation at this touchpoint. Although

robust data are lacking, pharmacological interven-
tion for dyspnoea (eg, opiates) is an option that could
improve symptoms and/or exercise capacity in some
patients.

WHEN HIGH-FLOW 0, IS NEEDED

Transition

Newer technologies are in development, but currently,
lightweight, portable devices deliver only so much O,—
and only for so long. When these devices are unable to
meet their needs, patients typically see two options: (1)
cart around larger tanks or (2) exert less. At this transi-
tion, patients and their caregivers feel more ‘tethered’ to
home than ever before—and it takes a special determina-
tion to break through the constraints.

Touchpoint
Those of us who practise at higher elevations may care
for more patients who make this transition than practi-
tioners in other places; however, all patients in the latter
stages of IPF (or those with coexisting emphysema or
pulmonary hypertension) are at risk. Particularly for
patients who remain active and desire to leave the home,
by increasing the amount of O, they can carry, liquid O,
can alleviate substantial burden for patients in this tran-
sition. An E (M-24) tank holds 680 L of gaseous oxygen;
1 L of liquid O, is equivalent to 860 L of gaseous O,. A
commonly used, larger, portable, liquid O, unit holds
1058 L gaseous O, equivalents at the same weight as an
E tank. Unfortunately, liquid O, is being phased out in
many areas across the USA. An option for home that I
have yet to prescribe for my patients—but one that I am
enthusiastic about trying—is humidified and heated nasal
high-flow O, delivered via a device like the myAIRVO2
(Fisher and Paykel Healthcare, Auckland, New Zealand).
At this touchpoint, another reminder that high-flow O,
is not the end of the road can be powerful. Some patients
may need encouragement to try to stay physically and
socially active, but we should remember that many will
grieve the loss of their ‘former’ lives and the ability to do
some of the activities they once enjoyed—or at least the
ability to do them with the gusto they once did. Sharing
examples of other patients who have found new activities
or ways to continue to do the things they always enjoyed
can give hope to those in this transition.

CONCLUSION

IPF is a serious condition that steals life’s length and
quality from patients and their caregivers. Despite the
potentially dire outlook and limited therapeutic inter-
ventions available, there is much for practitioners to offer
these people: information, realistic hope and a plan—
partnership throughout the course of the condition. The
cornerstones of this partnership are accessibility and a
longitudinal conversation. In the course of IPF, we prac-
titioners need to be on high alert for the appearance of
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four life-changing transitions when patients and their
caregivers are most vulnerable and their QOL is most
threatened. Practitioners can use these high-alert times
as touchpoints to affirm the partnership they have estab-
lished with the patient, to assess patients’ and caregivers’
needs and well-being, and to solidify plans that focus on
patient and caregiver QOL no matter what the future
holds for them.
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