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STRESZCZENIE Narzędzia badawcze do oceny jakości życia chorych na mukowiscydozę

Mukowiscydoza jest genetycznie uwarunkowaną chorobą ogólnoustrojową, która jeszcze kilka lat temu była uważana za śmiertelną
chorobę wieku dziecięcego. Kompleksowe, wielospecjalistyczne leczenie sprawiło, że obserwuje się wzrost liczby dorosłych chorych
na mukowiscydozę, co rodzi potrzebę zminimalizowania interwencji medycznych na jakość wydłużającego się życia chorych. Dużą
wartość nadaje się badaniom dotyczącym jakości życia uwarunkowanej stanem zdrowia, jej ciągłe i kompleksowe monitorowanie
powinno stanowić stałe uzupełnienie oceny parametrów klinicznych. Analiza samooceny jakości życia umożliwiłaby zarówno
zaplanowanie i zorganizowanie opieki nad pacjentem, jak i modyfikację podejścia terapeutycznego w oparciu o aktualne fizyczne,
społeczne, psychologiczne potrzeby chorego. Pojęcie jakości życia uwarunkowanej stanem zdrowia, HRQoL zostało wprowadzone
w 1900 roku przez Schippera i wsp. Jest to koncepcja wielowymiarowa, która ściśle wiąże się w holistycznym podejściu do człowieka
z de fi nicją zdrowia sformułowaną przez WHO mówiącą o zdrowiu jako pełnym dobrostanie fizycznym, psychicznym i społecznym. Od
lat 90 obserwuje się nieustanny rozwój badań nad jakością życia osób dotkniętych chorobami. Wśród metod stosowanych do badania i
analizy jakości życia znajdują się metody jakościowe i ilościowe. Do technik ilościowych zalicza się badanie kwestionariuszowe
umożliwiające samoocenę jakości życia. Wśród chorych na mukowiscydozę istnieje możliwość zastosowania kwestionariuszy
ogólnych i specyficznych, w tym specyficznych dla chorób układu oddechowego oraz specyficznych dla mukowiscydozy.

Słowa klu czo we: mukowiscydoza, kwestionariusze, jakość życia

ABSTRACT Research tools for quality of life assessment of patients with cystic fibrosis

Cystic fibrosis is a genetic disorder which a few years back was considered a fatal childhood disorder. Comprehensive, multispecialty
treatment resulted in the increase of the number of adults with cystic fibrosis which in turn brings about a need to minimize clinical
interventions. That is why health related quality of life surveys are ever more important. Constant and comprehensive monitoring of
HRQoL should complement the assessment of clinical parameters. The analysis of QoL could make planning and arranging patient’s
care possible and allow modification of therapeutic approach based on present physical, social and psychological needs of a patient.
The term HRQoL was coined by Schippera et al. in 1900. It is a multidimensional concept which in its holistic approach to man is directly
related to the definition of health developed by the WHO in which health is defined as a state of complete physical, mental, and social
well-being. Since the 90s there has been an ongoing development of studies in the field of QoL of people suffering from various
conditions.  The research and analysis methods include qualitative and quantitative tools. Quantitative tools encompass QoL
self-assessment surveys. General and specific questionnaires may be applied in patients with CF including respiratory diseases specific
and cystic fibrosis specific questionnaires. 

Key words: cystic fibrosis, questionnaires, quality of life (QoL)
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 INTRODUCTION

Cy stic Fi bro sis is a ge ne tic sy ste mic con di tion con ne c -
ted with exo c ri ne glands di sor ders. Al t ho ugh CF is still in -
cu ra b le, it ab so lu te ly re qu i res mul ti spe cial ty sym pto ma tic
tre a t ment ai ming at de la y ing the disease’s pro gress as well
as pre ven ting com p li ca tions which sig nifi can t ly in flu en ce
the length and qu a li ty of pa tients life [1,2]. Al t ho ugh a few
ye ars back CF was con si de red a fa tal chi l d ho od di sor der,
con tem po ra ry sta ti sti cal data shows that 50% of pe o p le
with cy stic fi bro sis have a chan ce to live to 30 ye ars of age,
and a life span of chi l dren born in the ni ne ties is to amo unt
to at le ast 40 ye ars. The in cre a se in the nu m ber of adult pa -
tients will re qu i re not only the im pro ve ment of cli ni cal
ma na ge ment ef fi cien cy but also re du c tion of the im pact of
in ter ven tions on the qu a li ty of ever ex ten ding life [3,4,5,6]. 
In the case of chro nic con di tions, in clu ding cy stic fi bro sis,
aban do ning bio me di cal ap pro ach to patient’s tre a t ment
and care in fa vo ur of more di men sio nal one and ena b ling
the as ses s ment of the im pact of so ma tic con di tion on are as
im po r tant to eve ry in di vi du al are cru cial [7]. Stu dies in vo l -
ving eva lu a tion of he alth re la ted qu a li ty of life are ever
more im po r tant and HRQoL con stant and com pre hen si ve
mo ni to ring sho uld co m p le ment the as ses s ment of cli ni cal
pa ra me ters. The ana ly sis of QoL co uld make plan ning and
ar ran ging pa tient care po ssi b le and ena b le mo di fi ca tion of
the ra pe u tic ap pro ach ba sed on cur rent phy si cal, so cial and 
psy cho lo gi cal ne eds of a pa tient [6,8]. Stu dies on QoL of
chro nic pa tients show that even small chan ges of lit t le sig ni -
fi can ce for cli ni cal staff, in flu en ce, to a gre at ex tent, pa tients
and the ir fa mi lies whe re as tho se which cli ni cal staff iden ti fy
as si g ni fi cant ta king into ac co unt he alth con di tion and
patients’ life si tu a tion, is of no im po r tan ce for them [9].

He alth Re la ted Qu a li ty of Life was in tro du ced by Schip -
per et al. in 1900 and de scri bed as ‘the fun c tio nal ef fect of
an il l ness and its con se qu ent the ra py upon a pa tient, as
per ce i ved by a patient’. As ea r ly as in 1940s, the se is su es
were exa mi ned as a part of so cial stu dies, and stu dies on
qu a li ty of life were con du c ted by Ca m pell, a fo re run ner in
this field, in the 1970s [10,11]. On the ot her hand, Ka r no f -
ski or Katz are be lie ved to have been the au t hors of me a su -
ring sca les de ve lo ped for me di cal pu r po ses [12].

HRQoL is a multi di men sio nal con cept ta king into ac -
co unt such aspects of hu man life as the ir phy si cal and
men tal con di tion, so cial si tu a tion, eco no mic con di tions,
or spi ri tu al do ma in thanks to which, in its ho li stic ap pro -
ach, it is stri c t ly con ne c ted to the de fi ni tion of he alth de ve -
lo ped by the WHO  ac cor ding to which he alth is a sta te of
co m p le te phy si cal, men tal, and so cial we ll-be ing. Gro wing
in te rest in qu a li ty of life in me di ci ne, leads to the esta bli s h -
ment of spe cial WHO se c tion de aling with stu dies on qu a -
li ty of life cal led WHO Qu a li ty of Life (WHOQOL) in the
1990s [7,12,13].

 QUALITY OF LIFE ASSESSMENT TECHNIQUES

The re are quan ti ta ti ve and qua li ta ti ve me t hods among
me t hods ap p lied to the as ses s ment and ana ly sis of qu a li ty
of life. Qua li ta ti ve te ch ni qu es are a mul ti fa c tor way to as -
sess a patient’s we ll-be ing ena b ling, at the same time, a de -

ta i led and tho ro ugh ana ly sis. No ne t he less, they re qu i re
many re se arch in stru ments this ma king them labou r- con -
su ming, and sin ce only some of the re sults are ex pres sed in
po ints they can not be used in com pa ra ti ve stu dies. Re sults
ob ta i ned thanks to quan ti ta ti ve te ch ni qu es in clu ding que -
stion na i res are ex pres sed in po ints this ma king the co m pa -
ri son of the con du c ted stu dies with the stu dies on ot her
gro ups of pa tients or a con trol gro up of he a l t hy pe o p le po -
ssi b le. Re se arch to ols for as ses s ment of QoL may be di vi -
ded into ge ne ric and spe ci fic [11,14,15].

Ge ne ric sca les are used for glo bal as ses s ment of QoL in
va rio us di se a ses, among he a l t hy pe o p le and for com pa ra ti -
ve ana ly sis. Ho we ver, un li ke di se a se or di men sion spe ci fic
que stion na i res, they do not take di se a se-spe ci fic-in fo r ma -
tion into ac co unt.  The di se a se- spe ci fic que stion na i res
ena b le the as ses s ment of QoL in a gi ven di se a se or gro up of 
di se a ses. They are also used for as ses sing chan ges in QoL
in time sin ce they are more cli ni cal ly sen si ti ve to chan ges
in he alth con di tion than ge ne ric que stion na i res. No ne t he -
less, they do not ena b le glo bal as ses s ment of QoL, they are
one di men sio nal and less ac cu ra te and va lid as co m pa red
with ge ne ric que stion na i res. Di se a se-spe ci fic que stion na i -
res may be di vi ded into two gro ups. The first one i.e. do -
ma in-spe ci fic que stion na i res fo cu ses on eva lu a ting ce r ta in 
do ma ins of patient’s fun c tio ning af fe c ted by a di se a se and
sub se qu ent tre a t ment, the se cond ca te go ry, on the ot her
hand, i.e. di se a se-spe ci fic que stion na i res fo cu ses on fa c -
tors stem ming from a di se a se it self [9,14].

QoL as ses s ment may be ad mi ni ste red ob jec ti ve ly by
staff of long term care fa ci li ties or by fa mi ly or be self -
-admi ni ste red by a pa tient ba sed on the ir ex pe rien ce or
opi nions. Sub je c ti ve as ses s ment ob ta i ned thanks to a que -
stion na i re is be lie ved to be more im po r tant in the QoL
ana ly sis.  QoL self -as ses s ment may chan ge in time and un -
der the in flu en ce of ob je c ti ve fa c tors [11,16,17].

Se le c ting an ap pro pria te stu dy in stru ment sho uld be
ba sed on the study’s goal and patient’s cli ni cal si tu a tion.
QoL as ses s ment que stion na i res have to be re lia b le, take
into ac co unt ba sic psy cho me tric pa ra me ters and meet the
fol lo wing cri te ria i.e. re lia bi li ty, va li di ty and sen si ti vi ty
[14].

In the case of stu dies on pa tients with CF it is po ssi b le to
ap p ly both ge ne ric and spe ci fic que stion na i res in clu ding
re spi ra to ry sy stem con di tions spe ci fic and cy stic fi bro sis
spe ci fic que stion na i res.

 REVIEW OF QUALITY OF LIFE ASSESSMENT
QUESTIONNAIRES FOR PATIENTS WITH CYSTIC
FIBROSIS

Ge ne ric que stion na i res
1. Qu a li ty of We ll-Be ing Sca le (QWB) was de ve lo ped

by Ro bert Ka p lan et al. from the Uni ve r si ty of Ca li fo r nia.
This is a tool ad mi ni ste red to as sess qu a li ty of life in four
do ma ins: mo bi li ty (MOB Mo bi li ty Sca le), phy si cal ac ti vi ty
(PAC – Phy si cal Ac ti vi ty Sca le), so cial ac ti vi ty (SAC – So cial
Ac ti vi ty Sca le) and sym ptoms (CPX  – Sym ptom / Pro blem
co m p le xes). In the ra tings “0” fol lo wing trans fo r ma tion
me ans de ath, whe t her “1.0” is an asym p to ma tic full fun c -
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tion. QWB is ma in ly used for me a su ring QoL of a po pu la -
tion or gro ups of pe o p le. It is ava i la b le in En glish [18].

2. Not tin g ham He alth Pro fi le (NHP) was de ve lo ped
by Hunt, McE wan and McKenn(1986). The NHP is a ge -
ne ric qu a li ty of life su r vey used to me a su re sub je c ti ve phy -
si cal, emo tio nal, and so cial aspects of he alth. It ena b les
sub je c ti ve me a su ring QoL and its im pact on da i ly fun c tio -
ning, ho we ver it fo cu ses on poor fun c tio ning of  pa tients
wi t ho ut ta king into ac co unt the ir we ll-be ing. It con sists of
two parts. Part I of the su r vey co vers pre sen t ly per ce i ved
pro blems and in clu des 38 si m p le sta te ments con ce r ning
six di men sions of he alth: phy si cal mo bi li ty, pain, so cial
iso la tion, emo tio nal re a c tions, ene r gy, and sle ep. Part II
(comp le men ta ry, does not have to be ad mi ni stra ted) con -
sists of se ven sta te ments abo ut are as of life that are most af -
fe c ted by cur rent he alth sta tus such as: re la tion s hips at
home, care of home, sex life, so cial life, job, hob by, ta king
ho li da ys. The se are ‘yes/no’ sta te ments. The ob ta i ned re -
sults are ad ded up (0-100 po ints), each sub area se pa ra te ly,
the hi g her the sco re, the wo r se he alth sta tus. The ma xi -
mum sco re po ssi b le to ob ta in, and at the same time me a -
ning the lo west QoL, amo unts to 45. The NHP is a re lia b le
and ac cu ra te in stru ment, ad mi ni ste red in many co un tries,
ava i la b le also in Po lish [19].

3. Short Form 36 (SF-36) – de ve lo ped by Ame ri cans is
one of the most com mon ly ap p lied to ols for self -as ses s -
ment of qu a li ty of life in va rio us gro ups of pa tients  and ge -
ne ral po pu la tions glo bal ly, use ful for pre di c ting the co u r se
of a di se a se as well. Mo re o ver, SF – 36 me ets mi ni mal psy -
cho me tric stan dards for con du c ting a com pa ra ti ve ana ly -
sis be twe en a stu dy gro up and a con trol gro up. The
que stion na i re con sists of 36 qu e stions con ce r ning 8 do ma -
ins of life: Phy si cal Fun c tio ning, Role Phy si cal, Bo di ly
Pain, So cial fun c tio ning, Men tal He alth, Role emo tio nal,
Vi ta li ty, General He alth per ce p tions. Ad ding all phy si cal
co m po nents PF, RP, BP, VT pro vi des Phy si cal Co m po -
nent Sum ma ry - PCS whe re as ad ding all men tal co m po -
nents SF, RE, MH, GH, pro vi des Men tal Co m po nent
Sum ma ry - MCS. Qu e stions re la te to 4 we eks prior to the
que stion na i re. Sca ling of items is di ve r si fied i.e. con sists of
3-po int, 5-po int and 6-po int Li kert Sca le. Each an swer sco -
res a ce r ta in nu m ber of po ints thus a re sult pro vi ded in a
said ca te go ry may amo unt to 0 to 100 po ints. The lo wer the 
sco re, the lo wer QoL. SF – 36 is ava i la b le in Po lish [20].

4. World He alth Or ga ni za tion Qu a li ty of Life Que -
stion na i re (WHO O QoL-100) was de ve lo ped by the se c -
tion de aling with stu dies on qu a li ty of life at the World
He alth Or ga ni za tion. It is ap p lied in va rio us gro ups of pa -
tients and ge ne ral po pu la tions, in co un tries of dif fe rent cu -
l tu res, eco no mic le vels and hea lt h ca re sy stems. It con sists
of 100 qu e stions re la ting to six do ma ins: phy si cal he alth,
psy cho lo gi cal he alth, le vel of in de pen den ce, so cial re la -
tion s hips, en vi ron ment, spi ritu a li ty/re li gion/per so nal be -
liefs. Ja racz and Wołowi cka pre pa red Po lish ve r sion of
WHO QoL-100. One sub sca le was ad ded to the ori gi nal ve -
r sion of the que stion na i re en co m pas sing four qu e stions
con ce r ning ove rall qu a li ty of life and ge ne ral he alth [21].

5. Si c k ness Im pact Pro fi le (SIP) was de ve lo ped in the
Uni ted Sta tes in 1972. The que stion na i re ena b les self -as -
ses s ment of he alth con di tion and the im pact of a di se a se on 
phy si cal, psy cho lo gi cal and so cial fun c tio ning and ac ti vi -

ties of da i ly life. It con sists of 136 qu e stions di vi ded into 12
ca te go ries: sle ep and rest, emo tio nal be ha vio ur, body care
and mo ve ment, home ma na ge ment, mo bi li ty, so cial in ter -
ac tion, am bu la tion, ale r t ness be ha vio ur, com mu ni ca tion,
work, re c re a tion and pa sti mes, and ea ting. Re spon dents
are asked abo ut the ir we ll-be ing whi le fil ling out the que -
stion na i re and pro vi de the ir an swers by mar king ‘yes’ or
‘no’. Re sults are me a su red from 1 to 100 [22].

Re spi ra to ry di se a se spe ci fic que stion na i re
1. Chro nic Re spi ra to ry Di se a se Que stion na i re

(CRDQ) – A que stion na i re the aim of which is to me a su re
the im pact of chro nic re spi ra to ry di se a se sym ptoms on
emo tio nal and fun c tio nal con di tion. It was de ve lo ped by
Gu y att and con sists of 20 qu e stions di vi ded into 4 do ma -
ins: dys pnea, fa ti gue, emo tio nal fun c tion, and ma ste ry.
The an swers are me a su red in 7-po int mo di fied Li kert Sca -
le. The que stion na i re is ava i la b le in Po lish [23].

2. St. George’s Re spi ra to ry Que stion na i re (SGRQ) –
A que stion na i re de ve lo ped at St. George’s Ho spi tal in Gre -
at Bri ta in by pro fes sor P.W. Jo nes. It is one of the most im -
po r tant in stru ments for QoL as ses s ment in re spi ra to ry
di se a ses par ticu la r ly in pa tients with Chro nic Ob stru c ti ve
Pu l mo na ry Di se a se and pa tients with ast h ma. The que -
stion na i re con sists of 76 qu e stions in three do ma ins:  the
first one con cerns re spi ra to ry sym ptoms i.e. brin ging up
phlegm, co u g hing, at tacks of whe e zing epi so des of sho r t -
ness of bre ath. The se cond one fo cu ses on li mi ta tions in
phy si cal ac ti vi ty re su l ting from ai r wa ys di se a se and the
third one ana ly ses the im pact of di se a se on da i ly so cial and
emo tio nal life.  The an swers in the first ca te go ry are ex -
pres sed in 5-po int Li kert Sca le whe re as in the se cond and
third ca te go ry the an swers are di cho to mo us ‘yes’ or ‘no’.
Sco res ran ge from 0 to 100, with hi g her sco res in di ca ting
more li mi ta tions. The que stion na i re is ava i la b le in Po lish
ve r sion the au t hor of which is Ku ź niar et al. [24].

3. Pu l mo na ry Fun c tio nal Sta tus & Dys pnea Que -
stion na i re (PFSDQ) – The que stion na i re con sists of 164
qu e stions di vi ded into 2 co m po nents: fun c tio nal abi li ty
and dys pnea as re la ted to six ca te go ries: so cial fun c tio ning, 
re c re a tion, mo bi li ty, home ma na ge ment, ea ting and sel f -
 ca re. Mo di fied Li kert 0 to 10 Sca le with ver bal de scri p tors
is used; hi g her sco res in di ca te wo r se fun c tio nal sta tus
and/or dys pnea sym ptoms. It is ava i la b le in En glish [25].

4. Sho r t ness of Bre ath Que stion na i re (SoBQ) – The
que stion na i re is a va lu a b le as ses s ment in stru ment in both
cli ni cal pra cti ce as in re se arch in pa tients with mo de ra te
and se ve re pu l mo na ry di se a se.  It con sists of 24 items that
as sess self -re po r ted sho r t ness of bre ath con ne c ted with ac -
ti vi ties of da i ly li ving (21 qu e stions). Three qu e stions con -
cern li mi ta tions due to: sho r t ness of bre ath, fear of harm
from ove re xe r tion and fear of sho r t ness of bre ath. An swers 
are pro vi ded on 6-po int sca le. Ma xi mal sco re to be ob ta i -
ned amo unts to 120 po ints. It is ava i la b le in En glish [26].

Cy stic fi bro sis spe ci fic que stion na i res
1. Cy stic Fi bro sis Qu a li ty of Life Que stion na i re

(CFQoLQ 14 ye ars) – The que stion na i re was de ve lo ped in
the UK by Gee et al. It is a multi di men sio nal in stru ment
fo cu sing ma in ly on a patient’s we ll-be ing and to a les ser
de gree on dys fun c tions. It con sists of 52 qu e stions di vi ded
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into 9 sub sca les: Phy si cal Fun c tio ning, So cial Fun c tio ning, 
Emo tio nal Fun c tio ning, Tre a t ment Is su es, Chest Sym -
ptoms In ter per so nal Re la tion s hips, Body Ima ge, Fu tu re
Con cerns, Ca re er Con cerns.  Sca ling of items: 6-po int Li -
kert Sca le whe re 1 in di ca tes the worst as ses s ment and 6 the
hi g hest (in qu e stion 6 it is the ot her way ro und). Fol lo wing
trans fo r ma tion, the re sults are ran ged from 0 to 100 po ints
whe re 100 po ints in di ca tes the most op ti mal qu a li ty of life.
The que stion na i re me ets all re qu i re ments in the sco pe of
re lia bi li ty and va li di ty and was adapted to Po lish con di -
tions by Dę b ska et al. [27,28].

2. Cy stic Fi bro sis Que stion na i re (CFQ 14 ye ars, CFQ
6 ye ars) – Cy stic Fi bro sis Que stion na i re ve r sion for chi l -
dren:  14 ye ars and a pa rent and  6 ye ars and a pa rent. It was 
de ve lo ped espe cial ly for pe o p le with dia g no sed CF. It con -
sists of 44 qu e stions con ce r ning 9 do ma ins: Phy si cal Fun c -
tio ning, Vi ta li ty, Emo tio nal sta te, So cial li mi ta tions, Role
Li mi ta tions/Scho ol Per fo r man ce, Em bar ras s ment, Body
Ima ge, Ea ting Di stur ban ces, Tre a t ment Con stra ints and 3
sym ptoms sca les: Re spi ra to ry, Di ge sti ve, We ight. Sca ling
of items: 4-po int Li kert Sca le (e.g. al wa ys/of ten/ so me ti -
mes/ne ver). Sco res ran ge from 0 to 100, with hi g her sco res
in di ca ting bet ter he alth. The ori gi nal que stion na i re was
de ve lo ped in Fran ce, was ad op ted to Po lish con di tions by
Sands et al. and is ava i la b le in Po lish [29].

3. Qu e stions of Life Sati s fa c tion – Cy stic Fi bro sis
FLZN-CF – The que stion na i re was pre sen ted by Ge r man
re se a r chers Go l d beck L, Schmitz TG, Hen rich G. et al. It is
used for sub je c ti ve as ses s ment of life sati s fa c tion in the
prior 4 we eks. It con sists of 16 qu e stions con ce r ning the as -
ses s ment of sati s fa c tion and im po r tan ce of di se a se sym -
ptoms such as bre a t hing dif fi cu l ties, di ge sti ve tro u b le,
ro u ti ne the ra py, sle ep, ad he ren ce to da i ly the ra py, sig ni fi -
can ce for ot hers, un de r stan ding, and free from disa d van ta -
ge. An swers are pro vi ded on a 5-po int sca le. The que stion -
na i re is de si g na ted for pa tients over 15 ye ars of age [30].

 CONCLUSION

The objective of this paper was to present study tools for 
assessment and analysis of health related quality of life in
patients with cystic fibrosis. CF is a chronic condition of
progressive course therefore, despite of wide selection of
questionnaires, the administration of questionnaires more 
sensitive to changes in health status i.e. disease specific is
advised. Selecting an appropriate research instrument
based on a study goal is of great importance since it enables 
correct analysis of QoL and thus showing the actual
problems of patients. 
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