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Abstract

Aim. Cystic fibrosis (CF) brings numerous limitations and changes in the perception and behaviour. The
present study aimed to use a specific qualitative approach to describe the main dimensions and catego-
ries in the area of perception/presence of CF in 25 cases. Methods. The research (a pilot study) used the
open methodological approach of the incomplete sentences (a total of 15) and the ‘three wishes’ tech-
nique in 25 voluntary patients (20 women and 5 men). Two items identified the current condition and
sources of support. Results. Main dimensions emphasised/signified by cases included particularly health
assistance/support and life satisfaction/wishes. The categories of family and patient themselves were the
main sources of patients’support. Conclusions. The given methodological approach seemed as a highly
specific and valuable tool for obtaining the data of subjective nature. The knowledge and understanding
of the specifics can help mutual effectiveness in the context of communication, diagnostic and compli-
ance processes in treatment, health/special education and other areas.

Key words
Cystic fibrosis, methodology, impact, subjective perception, incomplete sentences test, three wishes
technique.

Background

Cystic fibrosis (CF) is a hereditary disease, which is considered rare. The over-
all worldwide incidence is between 1:2,500-4,500 of live-borns. In the Czech Re-
public the incidence is between 1:2,736 (epidemiological and genetic studies) and
1:4,023 (prenatal diagnosis and neonatal screening) of live-borns; in the Czech CF
register the current proportion of adults is 39% [1]. At present, the disease can be
suppressed, but is not curable. CF is a life-shortening, multisystem genetic disease
[2] with the natural course of progressive deterioration in health [3] and leads to
respiratory failure and premature death [4]. The dominant symptom is a total failure
of the function of the exocrine glands. A typical feature is a high concentration of
chlorides in sweat and abnormally viscous mucus in the respiratory, digestive and
sexual systems [1, 2]. If the disease is untreated, it often leads to respiratory failure.
It should be noted, however, that the treatment and the possibility of a comprehen-
sive approach and interventions are being developed and aim to achieve the highest
possible level of the quality of life [3]. The published median survival age indicator
is between 30 and 35 years; regarding the progress mentioned above, children born
today would probably live up to 40 to 50 years of age [5]. For comparison, the me-
dian age of death among individuals suffering from CF followed in the US and UK
patients’ registries was 27-28 years in 2012 [6, 7]. Although the lifespan for people
suffering from CF has markedly improved in recent years [8], CF causes numerous
limitations of everyday activities, self-reliance and lifestyle. Last but not least, a very
stressful factor is the incurability of the disease and its prognosis. CF is the most
common genetically conditioned fatal disease of the Indo-European population [9].
Even in relatively recent times CF was a children’s disease and a vast majority of pa-
tients died in early childhood [9].
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The symptomatology of CF is highly variable. Tradi-
tional forms of CF are usually diagnosed at an early age
and the symptoms are dominant (together with the pres-
ence of two mutations of the CFTR gene) [2]. The most
common type of gene mutation is F508del - in more
than 66-70% of cases [9, 10]. Atypical forms of CF are
often diagnosed in adolescence, or even adulthood. Ag-
gravating conditions and complications include the de-
velopment of bronchopulmonary disease, often also pul-
monary exacerbation [11], pneumothorax, hemoptysis,
the so-called cepacia syndrome, pulmonary mykobacte-
riosis, presence of nasal polyps, insufficiency of external
pancreatic secretion, diabetes mellitus, gastroesophageal
reflux, chronic metabolic alkalosis, infertility/reduced
fertility and many other specific symptoms and syn-
dromes, which depend on the form, severity and pres-
ence of complications with the basic disease. In October
2009, nationwide neonatal screening was introduced in
the Czech Republic. The immunoreactive trypsin (IRT)
in a dry drop of blood was examined. CF patients must
adhere to a highly specific hygienic and sanitary-epide-
miological regimen, the main purpose of which is to pre-
vent disease transmission (CF itself is not a communica-
ble disease). A very important aspect is the psychosocial
support provided to the patients (for deterioration of
the health conditions, the issue of terminal conditions,
choice and fulfilment of job, disability or partnerships).
Psychological and psychiatric support accompanied by
medication with anxiolytics and antidepressants are of-
ten encountered [12]. Disease progression is reported in
infancy and childhood [2]. Finally, adherence to treat-
ment involves a variety of complex behaviours and is
time consuming as well, placing a significant treatment
burden on the patients [8].

The objective of this study was (i) to use specific meth-
odological qualitative based approach in a target group of
CF patients, and (ii) to identify, analyse and describe the
current status of subjective perception and impact of CE
The research question was compiled as follows: “What are
the specifics/aspects of the main dimensions/categories in
the perception/description of the presence of disease in
Czech adult (15 years and older) voluntary CF patients
participating in an on-line survey (a pilot study)?”

Materials and methods

Participants

The research included a total of 25 voluntary CF patients
(closed group of patients on a social network - no further
details provided for anonymity reasons) anywhere from
Czech Republic (it was not important for the purpose of
the research). The research sample included 20 women
(80%) and 5 men (20%). The advantage is the fact that
no direct meeting took place (the cases had an opportuni-
ty to be much more open and give true responses), which
eliminated any shyness or greater age differences between

the researcher and the case. The researcher (the author of
the paper) became a member of that group, but is not a
patient himself. The mean age of the research sample was
26.52 years (range 15-37 years; med = 27; mode = 36; SD
= 7.51). Individuals were eligible for participation if they
were 15 years of age or older, had a confirmed diagnosis
of CF (expressed by own consent obtained prior to the
testing - in the first part of testing battery). Attributes of
gender, socioeconomic status, religion, and so on were
not investigated because of their non-significance of the
saturation of the research question. According to physi-
cian diagnosis of the disease the values were as follows:
range 1-35 years; average value = 13.29 years; med = 15;
mode = 1; SD = 11.70.

Research design and procedures

The research (a pilot study) used a qualitative approach.
The reason is the intent of this approach (i.e. descriptive
nature), as well as the investigated phenomenon, which
is subjective in nature (i.e. perception/projection). Anoth-
er reason is an effort to understand the investigated phe-
nomenon in all its depth, and to present the uniqueness
of perception of reality by the cases. The research was of
an exploratory-descriptive nature and used incomplete
sentences and ‘three wishes’ techniques. The incomplete
sentences approach (also published as a separate research
method [13]) is based on a principle of completing incom-
plete sentences according to own opinions, beliefs and
health condition. The method provides a high degree of
freedom and independence in completing the sentences.

An advantage of this method is also the fact that incom-
plete sentences evoke a kind of initial stimulation to com-
ment on issues that could be omitted in free writing or
interview.

The incomplete sentences and ‘three wishes” approach
was used to obtain the responses from patients with CE
Data collection was anonymous and performed by means
of a closed group of patients on a social network. The data
were collected in July 2015 by electronic means and the
transcribed version was qualitatively analysed using the-
matic analysis [14]. From thematic analysis approach,
searching for themes, reviewing themes, defining and re-
fining themes, and describing findings were used [14]. All
data materials were collected by the author. The test bat-
tery consisted of several parts: the first part (introduction
of the research plan, request for cooperation, instructions
for completion) was followed by 15 incomplete sentenc-
es, formulation of three wishes and socio-demographic
characteristics (sex, age, presence of CF according to the
initial symptoms and physician diagnosis), including one
scale item (Likert type) that identified the current condi-
tion (At the moment: I feel: (1) poorly — (5) great). One
item was focused on identification of the current sourc-
es of support for the patients. The incomplete sentences
focused on: (i) limitations/contributions of CF; (ii) area
of responsibilities; (iii) area of joy; (iv) area of sadness;
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(v) area of possible suffering; (vi) area of opinions of the
society/people in the surroundings; (vii) area of near fu-
ture and (viii) area of wishes in the time to come. The
three wishes technique was designed in a way that the
cases were asked to complete three wishes according to
the assignment (If I had 3 magic wishes that would come
true, I would go for). The numerical data were classified and
subjected to a basic statistical description, the non-nu-
merical data were analysed by a qualitative approach.
Regarding the fact that we chose an approach capturing
the highest possible degree of subjectivity (i.e. very short
beginnings of incomplete sentences), the responses were
coded (open coding), classified and categorized into se-
mantic units. An additional approach was the application
of a selective and summary protocol in order to abstract
the similar/same semantic dimension while maintaining
the original meaning due to thematic analysis. Moreover,
regarding the fact that all items (incomplete sentences)
had to be completed with a response, it was possible to
obtain only a complete data set for further analyses. Prior
to application, the incomplete sentences used in the re-
search were subject to semantic and syntactic review (con-
sultation with a methodologist and a psychologist - one
patient did not participated in research). The participants’
statements were analysed by means of coding and catego-
rization. The results included only those responses whose
significance matched the concept of the research and the
research question. By means of triangulation (of perspec-
tives) the interpreted dimensions were consulted with two
professionals-clinical psychologists and a special educa-
tion teacher (from two different institutions to ensure ob-
jectiveness of opinions). According to the conformity re-
quirement, the statements were formally adjusted, only in
terms of categories but not of codes, which were saturated
by fragments of direct quotes. There were no changes in
terms of content, but only in terms of identification in
order to make the areas clear.

Results

Qualitative analysis protocol

The results are arranged in a selective protocol table for
simplicity of presentation (Table 1). The results included
only valid and complete information with response rele-
vance to the presence of CF and saturation of the research
question.

Degree of estimation of the current condition

We also analysed the degree of estimation of the current
condition (Likert type scale At the moment: I feel poorly (1)
— great (5)). The average value was 3.44, which may indi-
cate a sort of “neutrality” in the responses of the subjects
(central value). An interesting finding was that none of
the participants indicated the current perceived condition
as “poor”. As a result, higher scaled responses were used.
A total of three participants indicated the highest degree

(“great”), the largest proportion of the research sample
(10 cases) indicated value 4 on the Likert scale. The reason
might be various health conditions of the participants (CF
progression, disability of organs, etc.), as well as selecting
“getting used to the fact that I am unwell and at other
times it can be even worse,” which could have affected the
estimates on the Likert scale. At the time of data collection
another influence could have been the degree of social
support. This provides space for another research survey
that could address only this specific phenomenon with a
subsequent secondary analysis. In a study by Abbott et al
[15], a total of 50 patients (83% of a sample of 60 adult
patients with CF) rated their health as “above/well above
average”. The responses are shown in Figure 1.

Main dimensions and its categories: the three wishes

approach

The methodological approach also included the three
wishes technique. Table 2 summarizes the results of this
approach. Given that all three wishes had to be complet-
ed, we obtained a complete set of valid responses.

Main sources of support

One specific question, in the test battery, examined the
main resources providing support expressed by the pa-
tients themselves. After analysing the obtained data, the
main areas of support are: “family”, “patient himself/
herself and (less frequently mentioned) “close persons”
and “animal”. The content of individual sources (unquan-
tified) are indicated in Table 3. Surprisingly, the second
source of support was “patient himself/herself”, despite
the incurable nature of the disease.

Discussion

To our knowledge this was the first qualitative study
(using given methodological approach) that identified
and described subjective perception and impact of CF in
adult (15 years and older) patients. The realised qual-
itative study brought high valuable data. The findings
revealed everyday perceptions of own health condition,
wishes and needs towards the own person, as well as
people around, or other people (society). We have not
identified any publications/studies that would use the
same research design. A qualitative research of wishes
and concerns (in 15 young adults with CF) using the
embedded theory was performed by Higham et al [16].
A frequently discussed issue in adults with CF is also the
area of employment [17-19]. Regarding the nature of
CF and the time of onset/dominance of symptoms, psy-
cho-social aspects are most often addressed in childhood
[20]. The cases repeatedly mentioned the need for regu-
larity, regimen and supervision. This finding is in direct
agreement with a study by Hunter [21]. Regarding the
fact that the research included only few children (<15
years of age), the findings could not be compared with
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Table 1. Main dimensions and categories of incomplete sentences - summary protocol (expressed by patients with cystic fibrosis (n = 25), participating
in an on-line survey (a pilot study)

Incomplete sentence  Dimension Category

CF means to me... Neutrality - life; disease; "my life”

M Negativity - poisoning; difference from the others; restrictions; burden; complication; “bad luck but also motivation”
Self-perception - self-denial; challenge and (lifelong, eternal) fight; discipline; 'not to give up”; fear; fear of the future
Vis major - life control and management

Relationship with CF

« inhalation; medication; rehabilitation

CF gave me...

@)

Approach to life and
own health

Life complications
Social support
Neutrality/benefit

- humility; respect for life; enjoying today (uncertainty of the future); faith; strength; to change (a different

style); detachment; emphasis on substantial matters; power to fight; another view of the world
difficulties; “lesson”
friends; ‘new good people”; learning

“nothing"; "apologize in school for falling behind”; experience;a lot”

CF took away from me...

)

Life attributes

Family aspect

Time

Interests

Work related activities
Health

Loss

freedom; "a lot of friends”; carelessness; friendship; right to a normal life; superficiality; independence;
ideas about life; joy; possibilities

- "possibility to have a child in a natural way”; have another child

« "prospects for survival up to 90 years’; future; time; “a piece of life of a normal person”; plans for the future
- sport; dancing; travelling; flying; restrictions of lifestyle

- work in my field of expertise; work with children

« "'my health”

- "it took everything"; taste for life

Iam usually sad when...

)

Comparison, failure

Disease
Time/finiteness

Neutrality

+ I'm not doing well; 'm not successful in working with horses

« "l understand things in context”;

"o,

what others can do and | can't”; people around me are concerned about
me; people around me are sad because of my disease; | don't want to hurt people around me; | envy
healthy people

« disease (as a complication of CF); poor prognosis; I'm sick; I'm not well
« "I know that my time is running out”; "how long will | be here with my children”; thoughts about the

future; | think about death; death of a sick friend (with CF)

« “I'mnot sad - | believe”

My greatest wish is...
(5)

Relationship with the
disease

- find a cure/(available) medication; “get close to a kind of life that other (healthy) people have”;

Relationship with health -

Relationship with the
health and life of others
Relationship with the
family

live;
recover; stay healthy; never lose control over CF;“live as long as possible (I'm 37 years old)”
"I wish my children were healthy”; health for all;“l wish everybody was happy”

« to have and raise a child;"to be here as long as possible for my children and grow old with my husband”;

live to senior age, see my grandchildren; have a happy family

Vis major « "lwish I wasn't forgotten’; "to achieve something in life and be a known person in the Czech Republic”;
already accomplished
It bothers me that... Other people/society  « misunderstanding of the health condition/disease; physicians in the Czech Republic are not at such level

©)

Other qualities
Disease

Life aspects

People around me

of development as abroad; people do not know much about CF; the media focus on CF mostly in the
children’s population

- inability
- new drugs are very expensive; searching for a cure is very slow; the need to inhale, taking Creon, some-

times being excluded from a group of people; there is no individualized institutional care in the Czech Re-
public; poor-quality medical equipment/material; there is still no cure; ‘I hate inhaling”; often | can't breathe

« life is not fair; | don't know what to expect in the future; "CF takes so much time (also future time) of my

i

life";"spend a lot of time with CF"; loss of energy; “CF reminds me of how different | am”;
cia | can't go for transplantation”

“It's not just my affliction - I also bring suffering to the family, friends, etc.’

because of cepa-

Family « I'm not going to have my own child;“l won't see my son grow”
I would praise myself ~ Success « marks in school; endurance; effort to help others; good mood; | don't succumb to depression as a result of
for... CF;"how do I manage”; “the fact that I still haven't terminated my life”;"as a female CF patient | gave birth
) to a healthy child”; psyche; persistence and stubbornness; strong will; detachment; “the fact that | haven't
gone crazy after being on oxygen for three years"
Mask « “the fact that I'm a good actress and | can conceal things”

Perspective of others
Life

“the smiling girl”; “the fact that my mother has taken care of me — this extended my life"

previous way of life; attitude to treatment; the fact that | live — regarding my condition — very actively;
strength to undergo daily treatment; activity; positivity; "l praise myself for everything”

[
/

Continues
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Table 1. Continued
Incomplete sentence  Dimension Category
I am most happy when... Disease + when | don't cough too much; good results of medical examination; better spirometry results; when | feel good;
8) when CF does not show symptoms
Myself - success + when I'm doing well; when my plans come true; when | do sports
Joy + when I'm with animals (they're not bad as people); when | can be with the family and friends; when | see people
around me happy; when | see the family happy
Myself - values - "when | can be somewhere on my own and think about life — somewhere where no one can hear me coughing
and crying, somewhere where I'm free”
At home | have to... CF symptoms « depression; when | cough; when | can't breathe very well;
©) fatigue
Duties - clean up; do everything as normal people do (sometimes even more than my peers)
Time + "manage a lot of things which I'm not good at”; often be home for inhalations
Care/health - "fortunately I no longer have to care for anybody else but me”; to follow the treatment/hygienic regimen; get up
too early; inhale; take medication; listen to prohibitions and orders — my parents are concerned about me; have
the fridge full of high-calorie healthy food
Neutrality - common things; it depends; | don't have to do anything — my wife takes care of everything
Sometimes bothers me .. CF symptoms - diarrhoea; insomnia; vomiting; mucous blockage; fear; anxiety; depression; cough;
(10) constipation
Time - falling behind with things;“the older I am the more the disease progresses’; thoughts about what is going to come;
Questions « “why me?”;"how long will my insides last and how long will | be strong enough to start the fight with my body
every morning”
Duties - be dependent on electricity and hygiene; ordinary worries; concerns about what is going to come
Other people + "no one understands me and nobody knows what it’s like to live with CF”
Myself - -carelessness; my helplessness; bad thoughts; inability to do more sports
I am weakest... CF symptoms « depression; when | cough; when | can't breathe very well; fatigue
(1) Duties - cleaning up; physical work
Myself « "I'm overwhelmed by my own matters”; when I admit that the health condition of my child may deteriorate
irreversibly any time; | don't have enough time to fulfil my own wishes
Complications - flu; when it's very hot; when my son is ill; when there is a problem; when I'm sick; when I'm lying in the Motol
hospital and think about what is going to come..; when I'm in hospital on oxygen; I don't want to eat and
everything is exhausting
Neutrality/strength  + “I'm not — | live and fight"; 'm not the weakest; | don't know
Other people/other  « when people laugh at me; compare me with those without CF; autumn period
I believe that many Relationship with CF « concerns of others about infection; there are other people in a worse condition (compared with CF)
people... Other people - “they're checking me out”; they don't know about CF; they don't know what is important in life; they don't think
(12) as a sick person; “they're wasting time”; they deal with stupid things; they don't appreciate life and health
Neutrality + "he has a lot of ideas”; they're idiots
[wish 1. Disease - recover; live a normal life; "be here as long as possible”; “to wake up in the morning’; extend my life by a new
(13) drug;“wake up and find out that CF was just a bad dream”
Other people + "be healthy for the family”; "give my son a normal childhood without restrictions’; have a normal family;
eradicate diseases; have strength for other people
Myself + be happy and be of benefit to others; ability to show others that it is possible to live with CF; finish all planned
things; not to feel sorry for myself at the end of my life
Finiteness - die;"live at least to 30 years — I'm 16"
[f only I could... Possibilities « have supernatural abilities; have more money; have millions to find a cure
(14) Health/relationship -+ healthy; | wish CF was curable;
with CF be helpful in finding a cure; to win the jackpot and buy equipment for other patients; have quality physicians;
be able to meet other patients with CF
Time « have many years of life ahead; have more time; see a happy and full life of my children; to be able to control time
Wishes + know what it’s like to breathe normally; fulfil my own dreams; be happy and contented; have a better physical
condition; be able to travel; have a family and be able to take care of them; have more strength and function better
Neutrality - | can't think of anything; have a magic ring; have one magic wish
Sometimes | think Priority - the value of life; CF makes me a better person; about the meaning of life
about.. Finiteness - about death; "about death, quite often. Everybody has to die, but perhaps it won't be tomorrow for me”; about dying
(15 Cureto CF - when a cure is finally found
Future - "live to 50 years"; what will come; about the future; “about what will be then” (after death)
Myself « "what would it be like to have a child”; "what would it be like if | didn't know anything about CF"; about why 1?;
“why cannot | be a normal-healthy person”
Other « about how | and my CF is actually perceived by others; about people who are in a worse condition

Neutrality - about everything
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10 cases

7 cases

5 cases

Number of participants

3 cases

0 cases

1 (poorly) 2 3 4

5 (great)
Estimation of the current condition
Figure 1. Degree of subjective estimation of the current condition (Likert

scale) expressed by patients with cystic fibrosis (n = 25), participating in an
on-line survey (a pilot study).

the two main problems of the health condition: diabetes
with CF and growth disorders [22]; accordingly, it is not
necessary to investigate the association with the quality
of life [3, 23-25], including close relatives [26]. The is-
sue of perception of the illness by patients with CF was

addressed in a study by Cepuch et al [27]; however, this
study included those who have undergone, or are waiting
for lung transplantation. The importance of social sup-
port, which was often emphasised by the patients partic-
ipating in the research, was pointed out by Barker et al
[28] in the age category of adolescents. A serious prob-
lem - stigmatization of CF patients - was highlighted in
a research study by Pakhale et al [29]. The perceptions
of adults suffering from CF were qualitatively analysed
by Abbott et al [11], regarding pulmonary exacerbation.
Another study on a similar research topic was conducted
by Gee et al [3]. The perception was captured in a view
of “general health perceptions” in combination with the
impact of gender and disease severity connected with a
concept of quality of life. A qualitative analysis similar
to author’s topic was used by Filigno et al [30], but in a
view of parent experiences with achieving CF nutrition
recommendations; and experiences, perceptions and
assessments (but of different topic: medical treatment)
among patients with CF were discussed by Grotenborg
et al [31]. In the socio-cultural context of the Czech Re-
public, Hodkova et al [32] bring interesting findings of
coping with CE but using a quantitative approach (the
Cystic Fibrosis Coping Scale). Finally, one similar study
focused on perceptions of barriers and facilitators in old-
er adolescents and adults with CF was made by George et
al [8], but in a view of self-management decisions.
Partial results suggest a correlation between the sever-
ity of the disease (type and progression of CF) and per-
formance of everyday activities. These are limited by the
current health condition. The results of our study are in

Table 2. Results of the ‘three wishes’ (W) technique (main dimensions - categories) expressed by patients with cystic fibrosis (n = 25), participating in an

on-line survey (a pilot study)

(W) Dimension Category
TstW CF + health; possibility to recover; cure; live as long as possible (after lung transplantation); live my life as best as | can; 'new lungs”
Other people - medications for diseases; good health for all people; "l wish my parents and my brother (also with CF) lived as long as
possible”
Other + have an own apartment/house; meadow behind the house
ondw  Values + happiness; no wars; "“make people around me happy”
Family « have a family; to have a healthy child; have a happy marriage; health for my family; "have a happy family without everyday
concerns about somebody”; | wish nothing happened to my children
Improvement - "live a luxurious lifestyle”; be rich; higher pension; fulfil the wishes of people around me
CF . cureto CF
Finiteness « " wish I was here a little longer”; "l wish people took me seriously and remembered the good of me”

Miscellaneous

« Vvisit America

3rd W

People around me

Unused wish
CF
Time/future
Other wishes

Miscellaneous

« "'wish I could give my son a childhood that he deserves. Because he is the most amazing and brave child in the world”;

have a family with children

« "Il leave it to someone else”

-+ medicine to cure CF; health; not have CF

- "live to at least 60 years of age”; "be here for many years”; grow old with my family

+ some other wishes; have good luck in my life; “avoid disasters”; world peace; ‘I wish all people loved each other and were

nice"; be smarter;"it's impossible to live without CF, so nothing”

+ house by the sea; own a farm; go to Iceland; respect from other people
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Table 3. Individual sources supported CF patients (n = 25), participating in an on-line survey (a pilot study)

Family

Patient himself / herself

Close persons Animal

The family itself; husband/wife; grandmother;
boyfriend/girlfriend; brother; parents

Myself
(“Sometimes | have to be my own hero")

Friends;

My faithful friend (female) Ahorse

agreement with those of Abbott et al [33, 34]. They also
discovered that daily activities were affected by disease
exacerbations, which the patients considered a signifi-
cant limitation. A frequent requirement indicated by the
patients in our study was an adequate and high qual-
ity care for all patients with CF. These results are con-
sistent with the partial results of a study by Bucks et al
[35] (questionnaire survey in 38 patients with CF) where
the patients reported strong doubts about the necessity
of chest physiotherapy. The research focused on illness
perceptions and treatment beliefs; however, the target
group consisted of adolescents with CF. The agreement
of our study with the results of a study by Swisher and
Erickson [36] can be found in frequent statements of the
patients concerning annoying symptoms. Another no-
table finding of our study was “limitation of freedom”
as a result of CE For comparison reasons, only a single
study was found that describes this attribute - this is a
research study by Gabatz and Ritter [37] performed only
in children with CE Concerns about the future suggested
by the patients in our study are also present in the results
of several other studies. In the context of adult persons
(i.e. older than 15 years) only a single study was found
that highlighted this fact [38], but from the perspective
of gender (greater concerns were suggested by women,
which is consistent with the women'’s statement in our
study). For patients with long-term chronic and incur-
able diseases, “their disease” becomes part of their life-
style and perspective of their own health. This attitude
was also suggested in several cases in our study; CF as a
‘normal’ health state in adult patients with CF was also
suggested by Lowton and Gabe [39], and Abbott et al
[34]. However, it should be noted that none of the stud-
ies discussed above was performed as an online survey in
patients with CF, as in the Czech Republic, and using the
same (or similar) methodology.

Study limitations

Several limitations should be acknowledged. A limita-
tion of the study might be the absence of a control group.
In that case however, the design of the study would be
changed, i.e. a case control study or cross-sectional study
(quantitative approach). Only after implementation of
such type of research the author could identify the spe-
cifics of subjective perception typical only for patients
with CF (not the objective of this study). Moreover, we
are aware of a degree of similarity of the content com-
ponents of attitudes of patients with CF and attitudes
of patients with another disease, including rare diseases.

The study was based on the assessment of direct patients’
statements; therefore, the findings cannot be general-
ized. The validity is related only to the specific group of
patients studied. Another limitation might be that the
researcher did not differentiate the participants’ attitudes
and experiences by age (i.e. younger and older patients).
During the pilot testing the age criterion was set at older
than 15 years. The overall concept of the research study
- to explore the possibilities of using the specific meth-
odology in the target group of patients with CF - did not
include patient differentiation by the criterion of “age”.

Information data was analysed as reported by cases with
CE the testimonies should not correspond with actual be-
haviour and cases may not be aware of or unwilling to
discuss some topics that influence their attitudes and be-
haviour. A certain limit of the study also derives from the
current health status of patients, as well as the fact that the
study might have involved motivated and talkative patients
in a close social network group. A limitation not specific
to a qualitative approach was the risk of selection bias, as
cases had to be reachable by on-line contact and motivated
enough to complete on-line testing via research form (sam-
ple size was dependent on participants being sourced from
a closed group). Despite these limitations, this research of-
fers the first experiences with highly specific methodological
combination, which proved highly sensitive and valuable. It
has been able to identify information of a subjective nature
that cannot be obtained by quantitative approaches. A nov-
el methodological approach was applied to a target group
of CF patients, that can provide essential new opportunity
for researchers and clinicians. Further quantitative research
is needed for a global statement of valid reality of subjective
nature in research action in CF patients.

Acknowledgements and disclosures

The paper is dedicated to the following project: “Per-
ception of subjective impact of health disability/presence
of chronic disease and concept of health awareness and
literacy (IGA_PdF_2015_003)".

References

1. Fila L. Cystic Fibrosis in adults (in Czech). Interni Med
2014;16(2):54-60.

2. VanDevanter DR, Kahle JS, O”Sullivan AK, Sikirica S, Hodgkins
PS. Cystic fibrosis in young children: a review of disease
manifestation, progression, and response to early treatment.
J Cyst Fibros 2016; 15(2):147-57.

3. GeelL, Abbott], Conway SP, Etherington C, Webb AK. Quality
of life in cystic fibrosis: the impact of gender, general health
perceptions and disease severity. ] Cyst Fibros 2003;2(4):206-
13.



24

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

21.

22.

23.

Chrastina J, Rare Dis Orphan Drugs 2016, 3 (2): 17-24

Braithwaite M, Philip J, Tranberg H, Finlayson E Gold M,
Kotsimbos T, Wilson J. End of life care in CF: patients,
families and staff experiences and unmet needs. ] Cyst Fibros
2011;10(4):253-7.

Vavrova V, et al. Cystic Fibrosis (in Czech). Czech Republic,
Prague: Grada, 2006. 516 pp.

CFF Patient Registry. 2012 Annual Data Report to the Center
Directors. Bethesda, Maryland: Cystic Fibrosis Foundation,
2013.

UK Cystic Fibrosis Registry. Annual Data Report 2013. Cystic
Fibrosis Trust, 2014.

George M, Rand-Giovannetti D, Eakin MN, Borrelli B, Zettler
M, Rikert KA. Perceptions of barriers and facilitators: self-
management decisions by older adolescents and adults with
CE. ] Cyst Fibros 2010;9(6):425-32.

Jakubec P. Cystic fibrosis (in Czech). Interni Med 2006;5:235-
9

Vavrova V. Cystic fibrosis in the Czech Republic. J Cyst Fibros
2008;7:5114.

Abbott], Holt A, Hart A, Morton AM, MacDougall L, Pogson M,
Milne G, Rodgers HC, Conway SP. What defines a pulmonary
exacerbation? The perception of adults with cystic fibrosis. |
Cyst Fibros 2009;8(5):356-9.

Havermans T, Copaert K, Dupont LJ. Quality of life in patients
with cystic fibrosis: association with anxiety and depression. J
Cyst Fibros 2008;7(6):581-4.

Holaday M, Smith DA, Sherry A. Sentence completion tests:
a review of the literature and results of a survey of members
of the society for personality assessment. ] Pers Assess
2000;74(3):371-83.

Braun V, Clarke V. Using thematic analysis in psychology.
Qual Res Psychol 2006;3(2):77-101.

Abbott J, Dodd M, Webb AK. Different perceptions of disease
severity and self-care between patients with cystic fibrosis, their
close companions, and physician. Thorax 1995;50(7):794-6.

Higham L, Ahmed S, Ahmed M. Hoping to live a “normal”
life whilst living with unpredictable health and fear of death:
impact of cystic fibrosis on young adults. ] Genet Couns
2013;22(3):374-83.

Targett K, Bourke S, Nash E, Murphy E, Ayres ], Devereux G.
Employment in adults with cystic fibrosis. Occup Med (Lond)
2014;64(2):87-94.

Demars N, Uluer A, Sawicki GS. Employment experiences
among adolescents and young adults with cystic fibrosis.
Disabil Rehabil 2011;33(11):922-6.

Barnes B. The care and education of students with cystic
fibrosis. International Journal of Academic Research Part B
2014;6(2):159-164.

Bregnballe V, Thastum M, Schiotz PO. Psychosocial problems
in children with cystic fibrosis. Acta Peediatr 2007;96(1):58-61.

Hunter V. The daily grind and how to stay sane as a mother of
two children with cystic fibrosis. ] R Soc Med 2003;96(43):51-
6.

Hardin DS. A review of the management of two common
clinical problems found in patients with cystic fibrosis:
cystic fibrosis-related diabetes and poor growth. Horm Res
2007;68(5):113-6.

Sawicki GS, Sellers DE, Robinson WM. Associations between
illness perceptions and health-related quality of life in adults

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

35.

36.

37.

38.

39.

with cystic fibrosis. ] Psychosom Res 2011;70(2):161-7.

Britto MT, Kotagal UR, Hornung RW, Atherton HD, Tsevat
J, Wilmott RW. Impact of recent pulmonary exacerbations
on quality of life in patients with cystic fibrosis. Chest
2002;121(1):64-72.

Goldbeck L, Zerrer S, Schmitz TG. Monitoring quality of life
in outpatients with cystic fibrosis: feasibility and longitudinal
results. J Cyst Fibros 2007; 6(3):171-8.

Havermans T, Wuytack L, Deboel J, Tijtgat A, Malfroot A,
De Boeck C, Proesmans M. Siblings of children with cystic
fibrosis: quality of life and the impact of illness. Child Care
Health Dev 2011;37(2):252-60.

Cepuch G, Debska G, Pawlik L, Mazurek H. Patient’s perception
of the meaning of life in cystic fibrosis: its evaluation with
respect to the stage of the disease and treatment. Postepy Hig
Med Dosw 2012;66:714-21.

Barker DH, Driscoll KA, Modi AC, Light MJ, Quittner AL.
Supporting cystic fibrosis disease management during
adolescence: the role of family and friends. Child Care Health
Dev 2012;38(4):497-504.

Pakhale S, Armstrong M, Holly C, Edjoc R, Gaudet E, Aaron
S et al. Assessment of stigma in patients with cystic fibrosis.
BMC Pulm Med 2014,14(76):1-7.

Filigno SS, Brannon EE, Chamberlin LA, Sullivan SM, Barnett
KA, Powers SW. Qualitative analysis of parent experiences with
achieving cystic fibrosis nutrition recommendations. J Cyst
Fibros 2012;11(2):125-30.

GrotenborgL, Kjeldsen MS, Pressler T, Hansen EH. Experiences,
perceptions and assessments of medical treatment among
patients with CE J Cyst Fibros 2010;9:S104.

Hodkova P, Abbott J, Mala I, Chladovad H. Coping with cystic
fibrosis: CF adults and parents of a child with CF in Czech
Republic. J Cyst Fibros 2008;7:S110.

Abbott], Holt A, Hart A, Morton AM, MacDougall L, Pogson M,
Milne G, Rodgers HC, Conway SP. What defines a pulmonary
exacerbation? The perceptions of adults with cystic fibrosis. J
Cyst Fibros 2009; 8(5):356-9.

Abbott J, Dodd M, Webb AK. Health perceptions and
treatment adherence in adults with cystic fibrosis. Thorax
1996;51(12):1233-8.

Bucks RS, Hawkins K, Skinner TC, Horn S, Seddon P, Horne
R. Adherence to treatment in adolescents with cystic fibrosis:
the role of illness perceptions and treatment beliefs. ] Pediatr
Psychol 2009;34(8):893-902.

Swisher AK, Erickson M. Perceptions of physical activity in
a group of adolescents with cystic fibrosis. Cardiopulm Phys
Ther ] 2008;19(4):107-13.

Gabatz RI, Ritter NR. Children with cystic fibrosis: perceptions
about multiple hospital admissions. Rev Bras Enferm
2007;60(1):37-41.

Gee L, Abbott J, Conway SP, Etherington C, Webb AK. Quality
of life in cystic fibrosis: the impact of gender, general health
perceptions and disease severity. ] Cyst Fibros 2003;2(4):206-
13.

Lowton K, Gabe J. Life on a slippery slope: perceptions

of health in adults with cystic fibrosis. Sociol Health Illn
2003;25(4):288-319.



