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ABSTRACT

Introduction: Cystic fibrosis (CF) is a progressive, life-threatening, genetic disease which mainly dam-
ages the lungs and the digestive system. It’s a complex medical condition, with several individual forms
and variation in the symptoms severity. Few factors such as age of establishing the diagnosis, the number
and the type of infections and their management, best treatment options, comorbid conditions etc. can
influence the patient’s overall health, disease progression and quality of life. Many CF patients will reach
adulthood, so coping with the chronic disease is very important for the overall health and everyday living.

Aim of the study: To screen the quality of life in CF patients in the Republic of Macedonia, from the
parent perspective.

Subjects and methods: In the study we have included 55 parents of CF patients. We have created a ques-
tionnaire, specially designed for this survey, with questions related to their everyday coping with CF and
quality of life.

Results: The majority of the parents refer to the overall typical social and emotional life of their children,
addressing some difficulties concerning the financial aspect of the disease and still significantly having
fear from the stigma in the society.

Conclusion: CF patients and their families in the Republic of Macedonia must overcome many obstacles
on daily basis. Despite that, they can still have full and meaningful lives.
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INTRODUCTION

and increased calorie intake. Those treatments and

Cystic fibrosis (CF) is the most common ge-
netic disease in Europe. It is a chronic, progressive
and life-shortening disease. Life expectancy has in-
creased substantially in recent decades, due to early
diagnosis and improved treatment.

The treatment is life-long and includes special
regime of everyday living, using various medications

way of living are complex, require serious amount
of time each day, as long as the patient is alive, and
often can cause difficulties for the families and pa-
tients. Recent therapeutic advances have improved
the life expectancy and the quality of life of people
suffering from CF. Child’s quality of life is closely
linked to school integration and success.
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It is well known that people with chronic health
conditions are at risk for psychological distress. Psy-
chosocial factors may impact the course of chronic
conditions, such as CF. Previous research demon-
strated that health-related quality of life domains may
predict the survival in children and adults with CF [1].

So, quality of life (QoL) is considered increas-
ingly important. QoL is a broad multidimensional
concept that usually includes subjective evaluations
of both positive and negative aspects of life. It should
be assessed periodically and monitored by the multi-
disciplinary team of professionals.

In the last several decades life expectancy for
CF patients has increased dramatically, due to earlier
diagnosis and more advanced treatments. In the past,
CF patients had much shorter life expectancy, but in
present time most of them will reach adulthood [2].
With the improvement in life expectancy, support-
ing patients and their families in living with CF has
become increasingly important [3].

Living with CF may cause fear, anxiety, de-
pression and stress. Although CF requires daily care,
most people who have the disease are able to attend
school or work, have normal social and emotional life.

AIM OF THE STUDY

The aim of the study was to screen the quality
of life in CF patients in the Republic of Macedonia,
from the parent’s perspective.

SUBJECTS AND METHODS

The study was conducted at the Cystic fibrosis
centre, University children’s hospital in Skopje, in
the period from May to August, 2015. A total of 55
parents of CF patients were included in the study.

We have created specially designed question-
naire with 33 questions, addressing the everyday
life of CF patients and their parents. The questions
addressed demographic data, personal life, self-per-
ception, daily CF treatments, interpersonal relations,
economical status of the families etc. Parents were
asked to fill in the questionnaires regarding the qual-
ity of life of their children. Qualitative data from the
questionnaires were analysed. The questionnaires
were filled in at a clinic visit and took between 20
and 30 minutes to complete. All questionnaires were
self-administered by the parents.

RESULTS

General data of the CF patients and parents
group

In the study we included 55 parents of chil-
dren with CF (44 male v.11 female), with mean age
of 8.4+6.88 SD (range 2.3-17.1 years). Most of the
parents who answered the questionnaire were moth-
ers (87%), 11.11% were fathers and 1.85% other
members of the family. The mean age of the mothers
was 35+9.21SD (range 18.3-55.1 years) and of the
fathers 3843.33 (range 19.7-59.3 years). 87% of the
parents were married, 9% were divorced, in 2% one
of the parents was deceased, and 2% of the parents
were with undefined status (Pie no.1).

divorced widow
9% 2% _other
2%

Pie no. 1. Marital status of the CF parents

Analysis of the educational level of the moth-
ers showed that 42% of this group has finished sec-
ondary school, 35% elementary and 22% have bach-
elor degree (Pie no. 2).

Pie no. 2. Educational level of the CF mothers
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Analysis of the educational level of the fathers
showed that 68% of this group has finished second-
ary school, 15% elementary and 17% have bachelor
degree (Pie no. 3).

Pie no. 3. Educational level of the CF fathers

36% of the parents had a full time job, 26%
did not work, because of the child’s disease, 18%
worked occasionally, 10% were looking for a job,
in 6% they had a part time job and 4% of them were
not looking for a job at all (Graph no. 1)

36%
26%
18%
10%
Loo ] pawa
full time job not working  work occasionally looking forjob  parttimejob  not looking for job
‘because of my
child's CF

Graph no. 1. Working status of the CF parents

63% of the parents have declared their so-
cio-economic status as satisfactory, 26% as good
and 11% as bad (Pie no. 4).

bad 11%
good 26%

satisfactory
63%

Pie no. 4. Socio-economic status of the CF families

About the question if the family has financial
difficulties to cover the necessary therapy, 47% de-
clared that they have no financial problems, 45%
sometimes have problems and 8% have problems
very often (Pie no. 5).

sometime
45%

Pie no. 5. Lack of finance for needed therapy

Results concerning health issues of the CF
patients

The general health of the CF patients was char-
acterized as good most of the time (50%), 44% as
moderate and 6% had bad health. (Pie no. 6).

moderate
44%

Pie no. 6. General health condition of CF patients-parent
perception

General mood of the CF patients was defined
as fine in 90%, sad and worried were 4% and angry
and irritated were 6% of the cases (Pie no. 7).
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angry and irritant
sad and worried 6%
4%

Pie no. 7. General mood condition of CF patients-parent
perception

Concerning the level of strength and energy,
77.36% was estimated as normal, 16. 98% moderate
and 5,. 66% as poor. (Graph no. 2).

normal moderate poor

Graph no. 2. General level of strength and energy of CF
patients-parent perception

General mood influenced the treatment qual-
ity and consistency in 53% CF patients, in 33% it
happened sometimes and in 14% never (Pie no. 8).

sometimes
33%

ves
53%

14%

—————————————————————

Pie no. 8. Influence of the general mood on treatment
quality and consistency in CF patients-parent perception

Results concerning quality of family, social
and school life of the CF patients

Parents of CF patients reported that they didn’t
see any physical difference from the peers (70%),
18% saw some difference and 12% saw clear phys-
ical difference (Graph no. 3).

some

Graph no. 3. Physical difference from peers-parent per-
ception

Concerning social contacts, the majority of
the CF patients (88. 23%) were having good social
contacts, 9. 8% from time to time and 1. 96% rarely.
In 59 61% those contacts were on daily basis, in 15.
38% every other day, in 15. 38% twice per week,
in, 7. 69% once per week and in 1. 92% even less
(Table 1).

Table 1. Social contacts and their frequency

< 5
S z %5 4 a
i) > o o O 53
5 g 5 5 B =
s T~ N o~ o~ %~
E 2R | B g g8 | ged
I 5 < < o< s 8 <
—_ 5 2 o 3 =]
% 2 | E & |3
[sa] = 53
% 3
i 88.23 59.61 15.38 15.38 7.69 1.92
o
—
s 1.96
172}
Q
=
k54 9.8
g
15)
1]

Concerning their absence from school, parents
reported no difference from peers (76%), 17% re-
ported more frequent absences and 7% much more
than the peers (Graph no. 4).
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more often much more

no diference

Graph no. 4. Schools absences compared to their peers

Parents of CF patients thought that daily thera-
pies and treatments have no influence over the child’s
school and free time activities (81%), 17% believe that
they have moderate influence and big influence for
2% of the patients with cystic fibrosis. (Graph no. 5).

2%

moderate

no or very little

very

Graph no. 5. Influence of daily therapies and treatments
on the child’s school and free time activities

Embarrassment of sharing the information
about the illness with others/family or receiving
treatment in front of the friends/families, is shown
at the table no. 2:

Table no. 2. Embarrassment of sharing the informa-
tion about the illness with others/family and receiv-
ing treatment in front of the friends/family
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Overall, parents rated the quality of life in
CF families, as good, but often burdened by the
illness in 46%, normal life in 40% and not good
in 14% of the families (Graph no. 6).

good but often burdened
by the illness

normal life

Graph no. 6. Overall quality of life in CF families

Results concerning receiving daily treat-
ments and therapies in CF patients

Daily, the majority of the children (57.99%)
are spending one to two hours receiving treatments
and therapies, up to one hour 28%, two to three
hours 10% and more than three hours 4% of the
patients (Table no. 3).

rarely avoids therapy
oral antibiotics
vitamins

pancreatic enzymes
dornase alfa

inhaled antibiotics

16.32%

Py st oth ey s 31.69%

Graph no. 7. Difficult and avoiding treatments
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Table no. 3. Hours spent per day in all treatments

up to one hour 28%
1-2 hours 57.99%
2-3 hours 10%
more than 3 hours 4%

Regarding the question which therapy is the
most difficult one and children avoid to do it, in
42. 86% cases children’s parents reported that that
rarely happened. If they were avoiding treatments,
the most avoided were physiotherapy in 31. 69%
and inhalations with antibiotics in 16. 32% of the
patients (Graph no. 7).

If the treatments are avoided, in Table 4 we
present reasons for such a behaviour:

Table no. 4. Reasons when the treatments are avoided

parents and child are too busy to do/receive
thern 16.66%
the child needs more time for friends or 38%
electronic devjces ’
tiredness/not feeling good 91.43%
parents don’t believe in the treatment helping o
the child 2.38%
parents think skipping few treatments will not

. 21.43%
harm the child

Concerning the nutrition in this group of CF
patients, parents reported that 48% of them have
good appetite and enjoy in the process of eating,
42% enjoy the food and eat well periodically and
10% have a very bad appetite (Graph no. 8).

good appetite periodically good appetite  very bad appetite

Graph no. 8. Nutrition in CF patients

DISCUSSION AND CONCLUSION

Generally, chronic illnesses are slowly
progressing, lasting in many years and potential-
ly limiting everyday life, level of functionality,
productivity and overall quality of life. When a
child has a chronic illness, one or both of the par-
ents take a role of constant caregiver, often be-

coming an expert of the disease by reading plen-
tiful of literature and they still have to carry out
the typical parenting role. Therefore, parents are
facing many difficulties in managing the child’s
chronic condition in the settings of the daily life
[4]. Concerning that parents can have particular
influence on the child, the approach that parents
will have in interpreting and reacting on the sit-
uations which affect the child, will influence the
child’s coping mechanisms and understanding
of the situation. If the parents are able to relate
the positive aspects of any given situation to a
child (particularly the positive aspects of adverse
situations) then the child’s adaptation to and un-
derstanding of this situation may be facilitated
[5]. Furthermore, with the improvement in life
expectancy, support for the patients and families
in adjusting to life with a chronic disease has be-
come extremely important.

Our study showed that in this group of CF
patients, the majority of the families remained
compact and that the rate of divorce is very
low (only 9% of the marriages are divorced).
The majority of the parents stated that their so-
cio-economic status was satisfactory but still
had difficulties in concerning financial aspect of
the disease. What is very unusual is that parents
stated that high percentage of the children (90%)
were in a good mood most of the time and had no
emotional problems. This could be result of good
coping mechanisms among parents and patients
and successful strategies in dealing with the con-
dition. Parents report good social life, leisure ac-
tivities and school time for their children. What
is significant is that fear of sharing the condition
with friends (35%) and family members (80%) is
significant and fear of stigma is present.

We can conclude that in our group of sub-
jects, despite the obstacles, CF patients and fami-
lies must overcome in the everyday life, they still
have full and meaningful lives. Large percentage
of the families remained together, but have some
financial difficulties, since small number have
one parent who has a fulltime job. Almost all
parents reported steady physical and psycholog-
ical condition, good social life and steady school
attendance. But still the fear from the stigma in
the society is present and makes them less open
to share experiences and to talk about health is-
sues. Parents and CF children have no choice,
but to live with this condition. The future is un-
certain for them and they need to adjust to many
adverse events.
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CITPABYBABETO CO HUCTUYHATA ®UBPO3A BO MAKEJIOHUJA —
POOIUTEJICKA IIEPCIIEKTHUBA

Tarjana 3opuen’, Haga ITon-Jopaanosa?, Crojka ®ymruk’,
Tatjana Jakoscka', Jluguja CnupeBcka’

! YHuBep3uTeTCKa KIMHKKA 32 JeTcku oonectu, Cromje, CeBepHa Makenonuja
2 Make/ioHCKa akaJieMHja Ha HaykuTe u ymeTHoctute, Cromje, CeBepHa MakenoHuja

Bosen: Lluctuunara ¢udposa (L{P) npercraByBa nporpecuBHa, )KHBOTO3arpo3yBauka, TeHET-
cKka 0OJIECT, KOja HajMHOT'Y M OLITETyBa OenuTe ApoOOBU M AUTECTUBHHOT CHCTEM. Taa mpeTcTaByBa
KOMILJIEKCHA MEIMIIMHCKA COCT0j0a, CO HEKOJIKY MHAWBHUIyaJIHN (OPMHU U BapHjalliy Ha TeKUHATA Ha
cumnromure. Hekonky ¢akropu, Kako ITO ce Bo3pacTa Ha MOCTaByBame Ha JUjarHosara, OpojoT u
BUJOT Ha MHQEKLUUUTE U HUBHOTO MEHAIUpambe, Ha],I[06pI/ITe OIIMH 32 TPETMAH, KOMOpOUIHUTE yC-
JIOBM MTH. MOJKaT /1a BIIMjaaT Ha CEBKYITHOTO 3/IpaBje Ha MallMeHTUTE, Iporpecujara Ha 0ojecTa u Ha
KBaJIMTETOT Ha )KUBOTOT. MHOTY O0HM co L[® noxuByBaaT BozpacHa 100a, Ia 3aToa CIpaByBambEeTO
CO XpOHHYHaTa 00JIECT € MHOTY Ba)KHO 32 CEBKYMHOTO 3[IpaBje U CEKOjAHEBHOTO KUBECHE.

Lex Ha ctyaujara: Jla ce CKpuHHpa KBAJUTETOT HA )XUBOT Kaj OonHuTe o7 LD BO Pemybnuka
MakenoHHja O IEPCIEKTUBA Ha POJUTEIINTE.

Cy0jexTn u MeTox: Bo ctynujara ce Bkiydenu 55 pogutenu Ha nanuentu co L{D. Crnenunjanao
3a OBaa CTy/AMja HalpaBUBME IpAIlaJHUK CO Mpallamka IMOBP3aHU CO CEKOjAHEBHOTO CIPABYBABE CO
0ojecTa U KBAJINTETOT HA KUBOTOT.

Pe3syararu: HajromemuoT 6poj pogutenu pedepupaa pednucH TUITHIHU COIUjaIHA U €MOIIHO-
HAJTHU KapaKTePUCTUKH Ha KUBOT Kaj CBOUTE JIEIa, CO MOCTOCHE U3BECHU MPOOIEMU IMOBP3aHH CO
(hvHaHCHUHWTE TOBP3aHU CO O0NecTa U €€ YIITE MPUCYTHUOT CTPAB O CTUTMaTU3UPAH-E BO OMIITECTBOTO.

3akayuok: [lanmenute co [{® n HuBHUTE cemejcTBa Bo P MakenoHuja Mopa 1a HaJIMUHAT
rojieM Opoj MpeYKH BO CEKOjAHEBHHOT XMBOT. M mokpaj Toa, THe MOXaT jJa cu 00e30eaar MoJjH U
3Ha4YaeH KUBOT.

Kuayunu 360poBu: nuctuuna guodpo3a, XpoHHUHA OOJIECT, KBAIUTET HA KUBOT



