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BACKGROUND: Adults with cystic fibrosis (CF) must continuously manage their condition, while
working for a living, and want a normal life. Adherence rates to treatments/medications are less
than optimal. Existing theory offers little to explain adherence rates. The purpose of this study was
to develop a theory to further the understanding of how people with CF manage their condition in
an adherence-driven health care system. METHODS: Constructivist Grounded Theory methodol-
ogy was used to conduct 27 semistructured interviews with adults with CF, family members, and
health care providers. Data collection and analysis were simultaneous, using constant comparative
methods, initial and focused coding, and category identification and reduction to develop a theory.
RESULTS: Doing what works to balance life and CF is the theory generated from this study. The
main concern of participants was to be seen as normal. The theory depicts what participants with
CF and their family members do about their concerns and involves 4 interrelated processes:
working overtime, receiving support, passing as normal, and facing disease progression.
CONCLUSION: Participants did not relate to the term nonadherent; rather they described work-
ing overtime to manage CF, to work, and to have a normal life. Health care provider and researcher
perspectives on adherence differ from those of people with CF. Engaging adults with CF and health
care providers in a dialogue in which expectations are shared may lead to individualized treatment
regimens that work, because adults with CF will do what works. Key words: grounded theory; cystic
fibrosis; treatments; normal; adherence. [Respir Care 2019;64(8):945–952. © 2019 Daedalus Enterprises]

Introduction

Developments in the treatment of cystic fibrosis (CF)
have increased the lifespan of people living with the dis-
ease.1 Treatments associated with these developments ne-
cessitate carrying out the work of a daunting regimen2

while trying to live a “normal” life. CF requires lifelong,
clinical management that becomes increasingly complex
as physical health deteriorates. Adherence to treatment
regimens prescribed by health care providers is considered
necessary to extending the lifespan.

Adherence is the extent to which a person’s behavior, such
as taking medication, following a diet, or executing lifestyle
changes, corresponds with agreed-upon recommendations
from the health care provider (World Health Organiza-
tion, http://www.who.int/chp/knowledge/publications/
adherence_report/en, Accessed July 2, 2018). It is widely
acknowledged that adherence to treatment by patients
with CF is less than optimal and has negative health
implications, such as an increased likelihood of experi-
encing a pulmonary exacerbation.3 Although adherence
rates among adults with CF vary by treatment/medica-
tion, low rates remain consistent. For example, in 1996
Conway et al4 reported an overall adherence rate of
50%. In subsequent studies, rates of adherence to treat-
ment/medication were reported to be 88.2% for diges-
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tive enzymes, 61.8% for respiratory medications, and
41.2% for physiotherapy treatments.5 More recently, ad-
herence rates for all pulmonary treatments have been
reported at 40 –57%.6 Following this trend is the 2015
report by Siracusa et al7 on adherence to ivacaftor use,
which was at 61%. When adherence is optimized in the
CF population, there is a decrease in hospitalizations,
slowing of disease progression, and improved patient
safety.

Theories used to explain adherence or nonadherence point
to an individual’s behaviors positively or negatively.8-12 Re-
cent systematic reviews of theories used to predict med-
ication adherence report modest effectiveness of any
single theory.13,14 In 2010, Greenop et al15 advanced the
notion of understanding behavior rather than focusing
on correcting individual behavior. Although the body of
work in this area is instructive to help understand pre-
dictors of adherence, it lacks the perspectives of those
living with CF and their families. The 2018 ECFS Best
Practice Guidelines16 call for partnering with patients to
address adherence, yet they fall short on how to do this.
The focus of this study was to generate a theory to
further understand how individuals with CF and their
families manage treatment regimens.

Methods

Constructivist Grounded Theory (CGT) was used to con-
duct this study.17 The design and method were informed
by symbolic interactionism (SI), pragmatism and construc-
tivism. Face-to-face interviews were conducted to obtain
the perspectives of study participants that were generated
and modified in the interaction process in keeping with
SI.18 Pragmatism denotes that individuals do what works
for them in their daily activities and in doing so come to
understand what works.19,20 Constructivism assumes mul-
tiple realities of individuals and that the participant and the
researcher co-construct the findings.17 Study participants
were informed that this was a study to generate a theory to
further understanding about adherence to treatment regi-
mens. In CGT methodology the researcher asks open-ended
questions to enable the participant to describe in their own
words how they manage CF or work with those managing
CF. The interview guide contained a series of questions;
however, the opening question, tell me how you manage
your CF on a day to day basis, generated the rich descrip-
tion required to generate a theory and to avoid imposing
researcher preconceptions on the data.

Sample

A total of 27 semistructured individual interviews
were conducted. The sample consisted of 14 individuals
with CF, 7 family members (5 spouses, 1 parent, 1 sib-

ling), and 6 health care providers (2 nurses, 1 pharma-
cist, 1 dietitian, 1 social worker, and 1 psychologist).
Table 1 describes the participants with CF, all of whom
attended a regional CF clinic staffed by a multidisci-
plinary health care team. The clinic coordinator informed
patients about the study and provided the contact infor-
mation. The sample size in this study is in keeping with
that of Constructivist Grounded Theory.17 Ethical ap-
proval was obtained from the Capital District Health
Authority. All participants gave written consent.

Data Collection and Analysis

Data collection and analysis were simultaneous, begin-
ning with initial coding and followed by focused coding.
Initial coding meant generating codes identifying action
and interaction in the data, grouping these codes into cat-
egories (ie, focused codes), and then generating a set of
concepts from the categories to constitute a theory. In this
process the researcher identified the main concern of the
participants with CF, and the concepts depict what the
participants do about the concern.

Data saturation was achieved with the construction of a
set of robust categories.17 After coding and analysis of
5 interviews, a set of categories was developed. These
categories were then used to do focused coding, ie, as
coding continued, the codes fit the categories already de-
veloped. Some collapsing and re-naming of categories oc-
curred as the theory was developed. The categories repre-
sent the codes and are the concepts of the theory. As the
coding of interviews continued, there was no need for
additional categories, and the data were deemed saturated.
This determination is normally made in 20–30 interviews.

QUICK LOOK

Current knowledge

Rates of adherence to treatments/medications vary con-
siderably for patients with cystic fibrosis. Adherence is
considered predictive of exacerbation of infection and
disease progression.

What this paper contributes to our knowledge

Doing what works to balance life and CF is the theory
generated from this study. The theory involves four
interrelated processes: working overtime, receiving sup-
port, passing as normal, and facing disease progression.
The theory depicts what adults with CF do to be seen as
normal.

LIVING WITH CF
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Results

Doing what works to balance life and CF is the grounded
theory generated from this study. The main concern of the
participants with CF was to be seen as normal. The theory
depicts what participants with CF and their family mem-
bers do about the concern, and this involved 4 interrelated
processes: working overtime, receiving support, passing as
normal, and facing disease progression (Fig. 1). To be able
to breathe and to lead a life as near normal as possible,
participants with CF and family members described life as
continuously working overtime. Success in doing this work
is contingent upon receiving support in various forms while
passing as normal and facing disease progression. The
4 concepts that compose the theory are outlined. “Doing
what works” for the participants with CF in this study
refers to following a treatment regimen in a way that bal-
ances what makes them feel better yet helps them feel and
be seen as a normal member of society.

Working Overtime

The concept of working overtime is intended to capture
the extent of the work carried out by adults with CF and
their family members in the management of the disease.
The data were striking regarding the extent of the work
and hours of commitment required every day to breathe,
an act that passes unnoticed for most people. The work of
breathing involved approximately 3–5 h of treatments each
day, including aerosols in the morning and at night (in-
cluding the preparation of medications and cleaning of

equipment), using inhalers between aerosol treatments, tak-
ing enzymes with all food intake, having enzymes on hand
at all times, insulin and diet management for those with
CF-associated diabetes, and chest physiotherapy, all for an
individual who wishes to be considered well and stable
and who is gainfully employed with the duties and respon-
sibilities of any other citizen. When infection develops, the
work and time required to self-manage CF can double. The
nature of the effort required in working overtime necessi-
tates a balancing act to continue to meet employment re-
quirements, and this drives adults with CF and their fam-
ilies to test the boundaries of what they really need to do
with regard to medications and treatments to survive. One
participant stated, “If I have a busy day, fortunately [in-
halers] are quite quick. I can go to the break room and just
have a Symbicort dose or a Ventolin dose. When I’m not
feeling quite as well and I would rather have a Ventolin
aerosol, it makes it a little bit trickier because I am kind of
stuck with the [inhalers] to save time.” Although the de-
scriptions of the daily work of CF varied across partici-
pants, all of the participants clearly articulated the amount
of work that they undertake to breathe with as much ease
as possible. As explained by one participant, “Having CF
is like having a job.”

Receiving Support

Receiving support is multidimensional and contextual
for adults with CF. Participants with CF, their family mem-
bers, and their health care providers identified the need for
and the importance of various forms of support. These
forms of support include family/personal, CF community,
CF health care clinic team, primary care providers, phar-
macies, and financial.

Family/Personal Support. Participants with CF ac-
knowledged all that their families did for them to reach
adulthood, and in some cases parents and siblings contin-
ued to support the person with CF. In some cases, partic-
ipants with CF managed independently, and in others a
spouse was the primary source of support. Personal and
family support included obtaining medications, assisting
with physiotherapy, and providing financial support. Some
participants managed their CF primarily on their own; as
one male participant in his early 30s said, “I support my-
self.” Others counted on their spouse to help them with
CF; this included attending appointments, assisting with
treatments, and earning the primary or sole family income
(ie, the breadwinner role). In some ways, CF affects a
spouse as much as the person with CF. In fact, some
spouses work just as hard as their spouse with CF to keep
the spouse going. One wife described the roles she plays
and suggested that a lack of support for the caregiver
leads to burnout: “So I feel I am the cheerleader, the

Table 1. Characteristics of Participants With Cystic Fibrosis

Characteristics Participants, n

Age, y
18–25 0
25–30 2
30–50 9
� 50 3

Education
� High school 1

High school 5
Post-secondary 7
Graduate degree 1

Employment
Full-time 7
Part-time 2
Intermittent 2
Retired due to health 3

Province of residence (Canada)
Nova Scotia 10
New Brunswick 3
Prince Edward Island 1
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nurse, and sometimes I’m the doctor. I feel like I am the
lover, the wife, the mom.” This spouse was very artic-
ulate about the ebb and flow of roles based on how ill
their partner is at any given time. Spousal participants
wondered how people with CF without a spouse or fam-
ily support managed.

Some participants with CF acknowledged being sup-
ported by their friends. For example, when they socialized
with friends, these friends made sure no one smoked around
them and showed their understanding of CF: “You know,
I have friends that own houses and they’re like, “[Partic-
ipant] is coming over. Everybody’s got to smoke outside.
Clear it out. He’s on his way.”

While people with CF are living longer, not all can
maintain full-time employment throughout adulthood. This
can mean giving up the breadwinner role. As one partic-
ipant stated, “It’s just, the financial part is the hard part
sometimes because it’s just . . . I know it’s just financial
but it’s just, as a man, it’s hard not to be able to work.”
Participants in spousal relationships, most notably men,
felt inadequate as they were unable to contribute to the
family income.

CF Community as Support. Historically, individuals liv-
ing with CF and their families benefitted from a variety of

opportunities to meet face-to-face and to forge valued
friendships. More than 20 years ago, this form of support
ceased with the recognition of the transfer and exchange of
infection-producing organisms with severe consequences
for lung health. In some cases, life-long friendships were
forever changed. Social media has replaced face-to-face
communication, but only some participants actively use
social media to communicate with others; ie, some peo-
ple with CF who do not use social media may have lost
the support of other individuals with CF. Participants in
general lamented the absence of the support that face-
to-face contact affords.

Family members also felt cut off from support groups.
One mother of an adult man with CF felt that she had
considerable knowledge about raising children with CF,
information that other parents could benefit from, but she
did not know how to contact other parents. She wanted to
share “[t]he expertise that [she had] learned over the years
or just the support. Saying, hey, listen, you know, it might
be bad today, but tomorrow will be a little better.”

CF Health Care Team. Having the support of a knowl-
edgeable health care team with expertise in CF was con-
sidered a facilitator to living with CF. Participants praised
the regional CF clinic team and other health workers such

CONTEXT

Support

Family members
Healthcare team

Friends

Support

Family members
Healthcare team

Friends

Theory: Doing What Works

Source of
Problem/Main

Concern
• To be seen as
   normal

Strategies to
Manage

• Working overtime
• Passing as normal
• Facing disease
   progression

Consequences
• Invisibility of CF
• Perpetuation of
   non-adherence
   label

Support

Family members
Healthcare team

Friends

Support

Family members
Healthcare team

Friends

CONTEXT

Fig. 1. The theory driver is shown at left, with the consequences of theory enactment at right. The theory plays out within a context, in which
support at any level from others is critical. CF � cystic fibrosis.

LIVING WITH CF

948 RESPIRATORY CARE • AUGUST 2019 VOL 64 NO 8



as pharmacists. One health professional interviewed noted
that some patients develop a special bond with a certain
team member and felt comfortable telling them about is-
sues they were struggling with, such as anxiety or depres-
sion: “They all seem to have one team member that they
connect more with for whatever reason. I find a lot of them
will bring that up, or bring up how they feel. Especially if
one of them has passed away and the others know, then
often in clinic that will come up. And usually it’s scaring
them, and so I find a lot of them want to talk about it. And
I guess we’re safe because we know the disease and they
can tell us those things.” People with CF reported that,
when they make decisions that are contrary to the treat-
ment plan, they worry about disappointing the health care
team; however, they believe the decisions that they are
making are the best for their particular situation.

Passing as Normal

CF is a somewhat invisible disease; the average person
would not know if someone had CF. Passing as normal
means hiding CF from family members, employers, and
co-workers. Hiding an illness speaks to public perceptions
about illness and weakness that have implications for work
(income) and relationships. Passing as normal requires ef-
fort and contributes to the concept of working overtime. It
is important for health professionals to know that this work
includes not only strict adherence to doing treatments, but
also skipping treatments at work or when going out with
friends to try to live what is perceived as a normal life.
Alternatively, participants with CF expressed a strong de-
sire for CF to be seen as normal and for more awareness
from the general public (ie, perhaps with more awareness
they would not have to work so hard to appear normal).

A recurring code in the data from adults with CF and
health professionals was “hiding CF” to look “normal.”
The choice to hide CF is driven by the desire to avoid
questions from family members and acquaintances, to get
a job or a promotion, and, for some participants with chil-
dren, to avoid burdening them with the knowledge of CF.
The practice of hiding was highly variable in our partici-
pants, and this variation was contingent upon a partici-
pant’s age, perceived work status, and social status. Par-
ticipants who were 25–30 y old or 30–50 y old were
reluctant to disclose having CF to employers, and those
who were 30–50 y old also struggled with disclosure to
their children.

Hiding CF From Family Members. One participant was
particularly “closeted” about having CF, hiding it from
in-laws “because I just don’t want them to get all over
that.” This participant carefully selected whom to tell while
balancing privacy, career aspirations, and personal health.

No participants mentioned hiding CF from potential part-
ners, although one reported avoiding marriage so as not to
burden a partner with CF. Health care professionals con-
firmed their experiences related to hiding of CF. “Yes, we
do have a number of [patients] that will not disclose. You
know, they’ll tell me, well, he likes me now but if I tell
him I have CF, he might not. And they do have relation-
ships where the other person can’t cope with it. Which is
sad.”

For some participants with CF, a happy consequence
of living longer is having children. However, they are
faced with how they will disclose CF to their children.
Two participants recounted hiding their CF from their chil-
dren and wondered about how to disclose. One said, “My
children don’t know I’m sick. They know daddy coughs
and that he takes puffers. I will eventually tell them. But
my children are pretty smart. So as they read on it, they’re
going to have questions of their own. I don’t want to be
looked at and looked down on or felt sorry for. That’s my
thing with CF.” Another participant expressed uncertainty
about how to tell a child about CF: “My 8-year-old daugh-
ter doesn’t know anything about CF, only what she sees.
We don’t know how to approach it, so we don’t really say
too much.”

Strongly linked to the core category of “Doing what
works,” participants expressed a desire to be seen as “nor-
mal, healthy, and productive” members of society. Pro-
vider participants reported seeing persons with CF going
to great lengths to hide their illness from others to avoid
any stigma or ramifications (particularly in work settings)
that may interfere with a career or fitting in with friends.
Participants in our study mirrored this to some degree,
with more focus on how they contribute and are produc-
tive members of society. A greater fear among the male
participants was being viewed as a sick person. Partici-
pants carefully reflected on how, when, and to whom they
disclose their illness, including their children.

Hiding CF at Work. Individuals try to present them-
selves in the best possible light at work, and the compet-
itive environment of the workplace may mean illness looks
like a threat to productivity. The participants, including
health care professionals, provided many examples illus-
trating the degree to which CF is hidden in the workplace.
Health care professionals explained that, in their experi-
ence, individuals with CF usually do not volunteer infor-
mation regarding CF to employers in the short term. Health
care professionals spoke of patients who hide CF during
job interviews, recounting the story of a man who said he
had asthma because he was afraid it would hurt his career
if others knew he had CF. His story is similar to a state-
ment made by one of our participants: he lets others as-
sume he has asthma because many people find that easier
to understand, and, unlike CF, asthma is seen as a man-
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ageable disease. Another participant recounted telling peo-
ple at work that it was a cold if anyone asked about a
cough. However, eventually this participant requested re-
duced work hours, and the supervisor has been very sup-
portive since being informed of the CF diagnosis.

In general, participants with CF varied in the extent
to which they revealed their CF. They reported getting
more comfortable over time with CF, demonstrating this
by openly taking enzymes and inhaled medications be-
cause these are actions commonly seen in public. All but
2 participants were reluctant to do aerosol treatments in
public. Consuming nutritional supplements was described
as easier now because these drinks are used by a variety of
individuals and are considered mainstream. Participants
with a strong social support system and those who felt
secure in their chosen employment were more likely to
consider disclosing their CF. Those who fully disclosed
did so because they wanted to raise awareness about CF
and to contribute to greater acceptance of people with CF.

To be seen as normal was important for our participants
with CF so that they could get and keep a job, and avoid
explaining their illness. However, we were reminded by
our participants that, despite the progress made in the treat-
ment and management of CF, most individuals are facing
disease progression. Disease progression is ultimately driv-
ing disclosure.

Facing Disease Progression

In the not too distant past, having CF meant a shortened
life span, and many children did not reach adulthood. With
improved treatments, today people with CF live longer,
although the disease still progresses as they age. Partici-
pants invariably explained that, over time, they noticed
they could no longer maintain the level of productivity
they once enjoyed in their work as well as in personal
lives. In the analysis process, we coded this as “facing
disease progression.” This category easily relates to work-
ing overtime because participants gradually realized that,
despite their best self-management efforts, they could not
keep up as before.

Having lived with CF since birth, many accepted their
disease progression because they recalled knowing they
were not supposed to live to be 10 y old, then 20 y old, and
then beyond. Contrary to patients’ accounts of their work
to manage CF, health care provider participants reported
that adults with CF understood their disease would prog-
ress and eventually lead to death, but that they could not
accept this for their families. Health care providers re-
ported that patients felt obliged to fight the disease for
their family members, but in private they were ready to
accept death. Part of the “working” is not just to stay alive,
but working overtime to avoid upsetting their families.
This category has an important sub-process conceptual-

ized as “living beyond an expiry date.” Not only have
individuals with CF lived with being told they may not
live beyond 5, 10, or 15 y, but now that they have, they
realize they must make arrangements as they get older
and prepare mentally for a time when they may need a
lung transplant or receive disability benefits. Partici-
pants with CF depicted the work of managing CF and of
doing what it takes to be seen as normal.

In living with CF, disease progression is inevitable, and
participants with CF and their family members often re-
counted milestones that marked life events they thought
were not attainable because they would not live or be well
enough to accomplish them (eg, marriage, having children,
travel). They also described times, such as surviving a
severe illness, that either encouraged them to work to sur-
vive or marked the onset of their disease progression. Many
participants talked rationally and logically of death but
held more concerns around disease progression and poor
quality of life. In addition, as persons with CF live longer,
worries have shifted from staying alive to career, saving
money, retirement, telling children about CF, and possible
adverse effects of their medication regimen (particularly a
reliance on antibiotics).

Noticing disease progression ranged from not being able
to keep up with friends when playing sports, to not bounc-
ing back from illness as quickly as one did in the past, to
having to stop work and other activities. Participants with
CF expressed frustration at the progression, knowing noth-
ing could be done to prevent progression. Health care
providers shared a unique perspective because patients
sometimes tell them things they do not want loved ones
to hear, such as “that they are tired of fighting CF but
only keep going for the sake of the family,” showing
again that CF does not just affect the person with the
illness. One health care professional also saw how dis-
ease progression put emotional and financial stress on a
relationship. No longer being able to work and provide
for the family was another worry that accompanied CF
progression and was captured by the partner of a par-
ticipant with CF: “Maybe somebody doesn’t recognize
that nursing [my husband] for 9 straight weeks, and
taking on a full-time job, and being a mother, actually
drives the caregiver . . . into the ground.”

Participants recounted compelling stories of disease pro-
gression that generated this robust category, with each
narrative building on the previous. One participant noted,
“Well, I don’t know the rules surrounding that [assisted
death] with CF, but if I can’t take care of myself, such that
I need to rely on someone else to do it for me, I think that’s
where I would start to look at the options of, like, doctor-
assisted suicide . . . like, quality over quantity. I’m not in-
terested in, like, living in a hospital bed for a chronic
period of time.”

LIVING WITH CF
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Discussion

The reasons as to why individuals with CF do not ad-
here to prescribed regimens include feeling well, work
demands, interference with social life, embarrassment,
treatment burden, forgetting, absence of perceived benefit,
fatigue, depression, and anxiety.21,22 Although recruitment
materials and consent forms for this study used the lan-
guage of adherence, this was not part of the language used
by individuals with CF and their families. Participants
with CF described working constantly to balance CF with
leading a normal life. These individuals did not portray
themselves as nonadherent; they fully appreciated the CF
clinic team and hated to disappoint them, yet pragmati-
cally they saw themselves as doing what treatments they
could while going to work and leading a life like everyone
else.

Adherence is a term constructed by researchers and health
care providers to express what a patient fails to do and
situates responsibility within the patient. The main con-
cern of the participants of our study was to be seen as
normal. This evidence is not new,23 yet inattention to this
by researchers and health care providers may contribute to
the perpetuation of the construction of adherence. Passing
as normal involved hiding CF from family members as
well as employers, and this could be considered stress-
provoking. However, participants with CF described this
as part of the work required to be seen as normal. Patients
are known to take medication holidays in an effort to be
normal.22 Treatment effectiveness studies are commonly
based on adherence rates of � 90%.24 Has consideration
been given to lower rates, opening the door to some flex-
ibility for patients?

This Grounded Theory study was underpinned by a prag-
matic perspective, meaning that individuals can figure out
what works for them and operate accordingly in everyday
life. The data are evidence of this, as participants told us
how much work it was to manage CF, how they made
decisions about treatments they could skip based on per-
ceived benefit, and that they do this to fit CF with life and
trying to be normal. Decision-making is based on what
individuals with CF believe will work to achieve balance
with CF management and day-to-day life. For example,
using an inhaler takes much less time than an additional
nebulizer treatment in the workplace, and going to the gym
is equated with chest physiotherapy. These decisions help
those with CF feel normal in the workplace and outside the
workplace.

Individuals with CF value the CF clinic team and their
approval and support highly. Open dialogue about how CF
is self-managed is essential to the provider–patient rela-
tionship and to what self-care choices people with CF
make. These patients seek some sense of approval and
recognition of what they are doing and advice on what

may be modifiable, which may seem contradictory in the
face of disease progression.

Facing disease progression is one concept of this theory
not typically described in the CF literature. It is reasonable
to consider that this concept is closely related to the other
concepts. For example, participants with CF expressed how
much work CF is and, despite this, also clearly explained
how they could tell that the disease was progressing. Do-
ing the work of managing CF and keeping ahead of the
disease could be seen as a motivator to follow the treat-
ment regime, whereas doing the work while facing disease
progression is likely very challenging. Knowledge that
those with CF constantly face disease progression under-
scores the importance of the support from health care pro-
viders, families, and all involved.

Clinical Implications/Suggestions

Although clinical practice guidelines are considered the
accepted standard in clinical care, the life of the individual
has not traditionally been part of guideline development.
This situation is changing, and evidence now questions the
suitability of guidelines without patient input.25 As guide-
lines for the care of individuals with CF are updated and
developed, the opportunity exists to involve those with CF
and to develop guidelines that have a greater likelihood to
work for the target group.

The plan of care for the individual with CF is developed
by a multidisciplinary care team, with the patient and fam-
ily as part of the team. Patients and families need to feel
comfortable to share with the team what works for them
and what gets in the way of carrying out the plan. When
team members are aware of individual factors that may
interfere with the plan, a discussion on options is possible.
Team members need to have the conversation with the
patient to dissect what the care team may see as nonad-
herence to determine if the plan as outlined is reasonable
or if tailoring the plan to the individual is needed.

The provision of medications and supplies for CF man-
agement vary by jurisdiction in Canada; eg, one province
provides comprehensive coverage, while 2 provinces had
some restrictions on coverage. Comprehensive coverage
lifts cost-associated barriers to following treatment plans
and contributes to the likelihood of adhering to a plan of
care and to longevity.

The preference for inhalers over nebulizers in attempt-
ing to minimize downtime in the workplace and disease
management time at home is instructive to the pharma-
ceutical and medical devices communities. If the time
needed to effectively manage the disease was expected
to be minutes per day as opposed to hours per day, this
may also help people with CF optimally self-manage
their disease.
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The definition of adherence should be revised to include
the patient’s voice. This will necessitate reflection on what
is clinically deemed adherence, as well as collaboration
with adults with CF to arrive at plans of care that optimize
the likelihood of adherence. This may in turn mitigate the
unilateral application of the use of the term nonadherence.

Limitations

We have identified 2 important limitations in our study.
First, our study was notable for the absence of participants in
the 18–25 years age range. Despite recruitment attempts, the
reason provided was not wanting to talk about CF, thus the
perspectives of this age group are not reflected. Second, al-
though the study sample size was 27 participants and a theory
was generated, a larger and more varied sample would con-
tribute to theory excellence and transferability for the find-
ings of qualitative research to a wider population.

Conclusion

Adults with CF perceive themselves as working over-
time to manage their disease, yet the CF literature contin-
ues to report significant levels of nonadherence. The the-
ory generated in this study suggests that a disconnect exists
between the perceptions of adults with CF, the work they
do to pass as normal, and the evidence related to adherence
to treatment regimens. Adults with CF value all forms of
support highly, in particular that of the CF health care
team; individuals with CF do not wish to disappoint the
health care team, but they will make changes in their health
plan to try to feel normal. The work they do to manage
their CF and the support they receive does not change the
fact they want to be seen as normal despite facing disease
progression. This theory is intended to further the under-
standing of adherence from the perspectives of those with
CF as well as health care providers.
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