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Abstract

Background and purpose: The evaluation of quality of life
(QoL) is one of the most important factors in complex care
of patients. The aim of the study was to estimate the useful-
ness of the shortened QolL.-evaluating scale ALSAQ-S in
patients with amyotrophic lateral sclerosis and to establish
the relationship between QoL and age, sex, duration of the
disease, education and treatment.

Material and methods: Forty-four patients (24 males and
20 females) aged between 34 and 81 years (mean 58.9) were
studied. The QoL was evaluated with the ALSAQ-40 and
ALSAQ-5 scales. Patients could score between 0 and 100 pts
in both scales (higher score denotes worse QolL.). Mann-
Whitney U-test, Wilcoxon test, Kolmogorov-Smirnov test
and Spearman rank correlation coefficient were used for sta-
tistical analysis.

Results: The Qol. was worsened by limited physical mobi-
lity (ALSAQ-40: 22.5-100 pts, mean 80.8; ALSAQ-5:
25-100 pts, mean 88.6), reduced daily living/independence
(ALSAQ-40: 7.5-100 pts, mean 76.0; ALSAQ-S5: 0-100 pts,
mean 75), communication disturbances (ALSAQ-40: 17.9-
100 pts, mean 75.2; ALSAQ-5: 0-100, mean 73.9), and emo-
tional functioning (ALSAQ-40: 5-100 pts, mean 64.9;
ALSAQ-5: 0-100, mean 73.9). Fating and drinking dys-
functions (ALSAQ-40: 0-100 pts, mean 66.3; ALSAQ-5:
0-100, mean 67) had a smaller influence on QoL.
Conclusions: Initial analysis shows that ALSAQ-5 is a sen-
sitive and reliable instrument for the estimation of QoL of

Sireszczenie

Witep i cele pracy: Ocena jakosci zycia (JZ), waznego mier-
nika zdrowia, wyznacza najwazniejsze cele badan w kom-
pleksowej opiece nad pacjentem. Celem pracy byta ocena
przydatnosci skréconej skali oceny JZ — ALSAQ-5 — u cho-
rych na stwardnienie zanikowe boczne oraz ocena zaleznosci
JZ od wieku, plci, czasu trwania choroby, wyksztalcenia i sto-
sowania leczenia.

Materiat i metody: Badaniu poddano 44 pacjentéw (24 mez-
czyzn i 20 kobiet) w wieku 3481 lat (Srednia wieku: 58,9
roku). Jako$§¢ zycia oceniano za pomocg skal ALSAQ-40
1 ALSAQ-5. W kazdej z nich chory mégt uzyskac od 0 do
100 pkt (wicksza liczba punktéw oznacza gorsza jako$¢ zycia).
Do analizy statystycznej uzyto testéw U Manna-Whitneya,
Wilcoxona dla par zwigzanych, Kotmogorowa-Smirnowa
1 wspélezynnika korelacji rang Spearmana.

Wyniki: Jako$¢ zycia okazala si¢ by¢ zaburzona gtéwnie
poprzez ograniczenia wynikajace z pogorszenia aktywnosci
fizycznej (ALSAQ-40: 22,5-100, $rednia: 80,8; ALSAQ-5:
25-100, $rednia: 88,6), ograniczenia codziennych czynno-
$ci/utrata niezalezno$ci (ALSAQ-40: 7,5-100, $rednia: 76,0;
ALSAQ-5: 0-100, $rednia: 79,5), zaburzenia komunikacji
werbalnej (ALSAQ-40: 17,9-100, srednia: 75,2; ALSAQ-5:
0-100, $rednia: 75) i funkcjonowania emocjonalnego
(ALSAQ-40: 5-100, $rednia: 64,9; ALLSAQ-5: 0-100, $red-
nia: 73,9). Dysfunkcje jedzenia i picia (ALSAQ-40: 0-100,
srednia: 66,3; ALSAQ-5: 0—~100, $rednia: 67) w mniejszym
stopniu wplywaly na JZ.
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patients with amyotrophic lateral sclerosis. As there are no
statistical differences in QoL estimation using ALSAQ-40
and ALLSAQ-5, ALLSAQ-5 seems to be more useful in clini-

cal practice.

Key words: quality of life, AL.SAQ-5 scale, amyotrophic late-
ral sclerosis.

ALSAQ-5 in evaluation of quality of life in ALS

Whioski: Wstepne analizy wskazuja, ze ALSAQ-S jest czutym
i wiarygodnym miernikiem JZ chorych na stwardnienie zani-
kowe boczne. Wobec braku istotnych réznic statystycznych
w ocenie JZ przy zastosowaniu skali ALSAQ-40 i ALSAQ-5
wydaje sie, ze w praktyce klinicznej wicksze znaczenie moze

miec skala ALSAQ-5.

Stowa kluczowe: jakos¢ zycia, skala ALSAQ-5, stwardnie-
nie zanikowe boczne.

Everybody wants to live well (...) to get what is needed, to be respected and loved. FEverybody wants to take
pleasure and satisfaction from his or her activities. Can we assess or measure the way we live? Should we?

Introduction

Quality of life (QoL.) is an equivocal term depen-
dent on cultural, moral and general social standards and
conditioned by multiple factors.

According to the World Health Organization, QoL
is defined as individuals’ perceptions of their position in
life in the context of the culture and value systems in
which they live and in relation to their goals, expecta-
tions, standards and concerns [1].

Most QoL concepts consider two dimensions: objec-
tive and subjective. The first is related to physical, psy-
chological, social and cognitive functioning; the second
appeals to the sense of satisfaction and individual asses-
sment of life as a whole or in particular domains [2].

The improvements in therapy and medical technolo-
gy, as well as longer life expectancy with the inevitable
increase in number of chronically ill patients, are the major
contributors to the special importance of Qol.-related
problems in most countries. Assessment of QoL in medi-
cine assumes that the health status significantly affects the
functioning of the individual in the psychophysical and
social domain, as well as the state of the individual’s needs
and ambitions; thus, the health status influences QoL
both in objective and subjective terms [2].

Quality of life assessment as the major measure of
health status has become therefore the domain not only of
sociologists, pedagogues and psychologists, but also of phy-
sicians. This assessment guides most important goals of all
activities related to the complex care of the patient [3-8].

The first reports on QoL were published by Ameri-
can experts in the 1960s but the major importance of

Neurologia i Neurochirurgia Polska 2010; 44, 6

W. Ostasiewicz

QoL in chronically ill patients, including neurological
ones, was highlighted in the last two decades [3-5,9-14].
Amyotrophic lateral sclerosis (ALS), thoroughly
described in its clinical aspects by Charcot in 1874, is
still one of the most important challenges in clinical neu-
rology. This rare neurodegenerative disease (with the
incidence of 4-5/100 000 in our latitude) that progres-
sively affects both upper and lower motor neurons is
a major clinical problem. Individual patients are engra-
ved in the physician’s memory due to the progressive
course and therapeutic helplessness [4,5,7,15,16].

The QoL in patients with ALS may be evaluated
with general questionnaires and those more specific for
the disease. The latter ones have the advantage of cove-
ring those domains which are different or specifically
altered in the course of ALS [3,11,17-19].

The questionnaires widely used to evaluate QoL in
patients with ALS include several general measures —
the Appel Scale, Short Form Health Survey (SF-36),
McGill Quality of Life Questionnaire, Sickness Impact
Profile (SIP), Tufts Quantitative Neuromuscular Exam
(TQNE), and more detailed ones — the Norris ALS
Scale, ALS Functional Rating Scale (ALSFRS) and its
modification, the Revised ALLSFRS, and the 40-item
Amyotrophic Lateral Sclerosis Assessment Question-
naire (ALSAQ-40) [3,9,11,20-22]. These QoL. measu-
res are sensitive and commonly used in research but less
useful in clinical practice due to the comprehensive
structure and time-consuming evaluation.

ALSAQ-40, a subjective 40-item questionnaire
developed especially for the assessment of the domains
particularly important for ALS patients, is a good exam-
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ple of a sensitive and reliable QoL measure commonly
used in research [14,18,22]. Five-item Amyotrophic
Lateral Sclerosis Assessment Questionnaire (ALSAQ-S5)
was subsequently created by extracting one item from
each domain. The choice of item was guided by the
result of assessment that was most similar to the result
of assessment in the whole domain. The preliminary stu-
dies suggested that ALSAQ-5 provided a reliable
measure of QoL in patients with ALS.

Due to its simple structure, ALLSAQ-5 might be
useful in surveys and other studies, as well as in clinical
practice, as it is troublesome neither for investigators nor
for this particular group of patients [18].

The great reliability confirmed for ALSAQ-40 sug-
gests that the domains included in that questionnaire are
related to the crucial and most important problems for
ALS patients; the close relationship between ALSAQ-40
and ALSAQ-5 results suggests that the latter provides
similar insight into the QoL in ALS patients.

Jenkinson ez al. [11] suggest that ALSAQ-5 ena-
bles brief evaluation of QoL in patients with ALS,
which is closely concordant with ALSAQ-40. They
believe that ALSAQ-5 might be the measure of choice
in situations in which ALLSAQ-40 is less practical [19].
There are some suggestions that ALSAQ-5 might be
a useful addition to the clinical assessment of the patient’s
status in everyday practice, similarly to the COOP
Charts [23]. The COOP Charts are a short measure of
QoL containing eight items, addressing health-related
QolL..

The Dartmouth Primary Care COOP Project sug-
gests that this short form might be distributed among
out-patients who are waiting for a visit. Patients would
answer the questionnaire and give the filled form to
the physician. It might help the treating physician to
obtain greater knowledge about specific patient problems
and improve communication as well as the patient-health
care professional relationship [23]. It is plausible that
ALSAQ-5 might have similar use.

Polish language lacks valuable diagnostic tools deve-
loped with the current standards of care.

The authors came to the conclusion that the com-
plexity and importance of problems related to the dise-
ase might influence the QolL; its assessment might help
in finding out about the most important ones.

The aim of the study was to estimate the usefulness
of the shortened QoL evaluating scale ALSAQ-5 in
patients with ALS and to establish the relationship
between QoL and age, sex, duration of the disease, edu-
cation and treatment.
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The authors assumed that the satisfactory results of the
study would be followed by the adaptation of the question-
naire — the factorial analysis, checking the reliability and
validity for the Polish version of the measure with good
psychometric properties. The authors plan to assess psy-
chometric properties of the scales and to establish norma-
tive values among a representative population sample.

Material and methods

The study included 44 patients diagnosed with ALS
according to the current diagnostic criteria proposed by
the European Federation of Neurological Societies and
covering the diagnosis and management of patients with
ALS [15]. The study group included 24 men (54.5%)
and 20 women (45.5%) aged between 34 and 81 (mean:
58.9) who were treated in the out-patient clinic for neu-
rodegenerative disorders or were admitted to the Depart-
ment of Neurology (Pomeranian Medical University,
head: Prof. Przemystaw Nowacki) or to the Neurologi-
cal Ward in the Voivodship Hospital in Szczecin (head:
Dr Jan Stankiewicz).

Participation in the study was voluntary and anony-
mous. Patients received general information regarding
aim, type and duration of the study, which was perfor-
med separately for each patient and used the same con-
ditions. Exclusion criteria comprised doubts whether the
patient was able to fully understand the instructions how
to fill in the questionnaire or inability to self-complete
the questionnaire. Patients responded to two parts of the
questionnaire: the first one covered personal information
(age, sex, duration of the disease, education level, treat-
ment used); the second part contained two analytical
questionnaires with detailed questions related to the influ-
ence of ALS on QoL. (ALLSAQ-40 and ALSAQ-5).

ALSAQ-40 and ALSAQ-S were developed by Jen-
kinson ez al. [14]. This specific tool for the assessment of
QoL has been widely studied in terms of validity and relia-
bility among patients diagnosed with ALS living in
England, Wales, and Northern Ireland [14]. Good psy-
chometric properties of the scale were confirmed in Ita-
lian [13] and Spanish [22] populations. ALLSAQ-40 con-
tains 40 items grouped into 5 five areas: Physical Mobility
(walking, standing, going up and down the stairs), Acti-
vities of Daily Living and Independence (washing, dres-
sing, writing, doing jobs around the house), Fating and
Drinking (eating solid food, drinking, swallowing), Com-
munication and Emotional Functioning (feeling lonely or
depressed). Fach item is scored from 0 to 4 according to

Neurologia i Neurochirurgia Polska 2010; 44, 6



the frequency of a particular problem (0 — never, 1 — rare-
ly, 2 — sometimes, 3 — often, 4 — always).

The score for each domain is between 0 and 100;
it enables comparison with other domains and provides
a simple interpretation of results (0 — the best QoL in
aspects covered by the questionnaire, 100 — the worst
QoL). The first four domains are related to the influence
of neurological deficits and related disability on the Qol..
The fifth domain is related to the emotional problems sub-
sequent to the response to the physical impairment [14].

The ALSAQ-5 questionnaire consists of § items
derived from ALLSAQ-40; each item represents one
domain [14].

The authors of the original questionnaires were con-
tacted and permission was obtained to use the question-
naires for that purpose. The questionnaires were trans-
lated (according to the generally accepted principles) by
a team of translators and specialists in neurology, having
expertise in the area of QoL.. Translations were compa-
red and the small differences in translations were discus-
sed. Then, an independent bilingual person performed
back-translation, with the subsequent correction of the
differences in those Polish elements that were divergent
from the original ones.

The results of ALSAQ-40 and ALSAQ-S were
interpreted according to the rules presented in Table 1.

The results of QoL assessments were correlated with
age, sex, duration of the disease, education (coded for
statistical purposes as: 0 — elementary, 1 — vocational,
2 —secondary, and 3 — university) and the treatment used.

Variables had skewed distribution. Statistical analy-
sis involved Mann-Whitney U-test, Wilcoxon test for
paired samples, Kolmogorov-Smirnov test and Spear-

Table 2. Results of ALSAQ-40 and ALSAQ-5 items

ALSAQ-5 in evaluation of quality of life in ALS

man rank correlation coefficient. A p-value < 0.05 was
considered significant.

Results

Duration of the disease among studied patients ran-
ged from 1.5 to 4 years (mean: 2.36).

Sixteen patients (36.4%) received a vocational edu-
cation, 14 patients (31.8%) elementary education,
10 patients (22.7%) secondary education, and 4 (9.1%)
patients had a university degree.

Only 12 patients (27.3%) were treated with riluzole.

The results of ALSAQ-40 suggested that QoL in
patients with ALS was disturbed mainly due to the limi-
tations related to worsened physical mobility (mean sco-
re: 80.8), restrictions in activities of daily living and inde-
pendence (mean score: 76.0), communication (mean
score: 75.2), emotional functioning (mean score: 64.9)
and finally, eating and drinking (66.3). Similar results
(mean score: 88.6,79.5, 75, 73.9 and 67, respectively)
were obtained with ALLSAQ-5. The assessments in both
scales did not differ significantly (Table 2).

Table 1. Interpretation of score ranges for dimensions on the ALSAQ-40 and
ALSAQ-5

Score range Interpretation

0-19 no problems

20-39 problems rarely

40-59 problems sometimes

60-79 problems often

80-100 problems always/nearly always or unable
to do atall

ALSAQ — Amyotrophic Lateral Sclerosis Assessment Questionnaire

Mean (SD) Median Range Upper-lower

quantile
Physical Mobility ALSAQ-40 80.8 (21.85) 83.8 22.5-100 70-100
Physical Mobility ALSAQ-5 88.6 (22.79) 100 25-100 100-100
Daily living/Independence ALSAQ-40 76 (27.9) 85 7.5-100 67.5-100
Daily living/Independence ALSAQ-5§ 79.5 (33.31) 100 0-100 75-100
Eating and Drinking ALSAQ-40 66.3 (35.86) 79.2 0-100 33.3-100
Eating and Drinking ALSAQ-5 67.0 (40.38) 87.5 0-100 25-100
Communication ALSAQ-40 75.2 (27.67) 83.9 17.9-100 42.9-100
Communication ALLSAQ-5 75.0 (30.86) 87.5 0-100 50-100
Emotional Functioning ALLSAQ-40 64.9 (27) 63.8 5-100 50-90
Emotional Functioning ALSAQ-5 73.9 (33.16) 87.5 0-100 50-100

ALSAQ — Amyotrophic Lateral Sclerosis Assessment Questionnaire; SD — standard deviation
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Table 3. Statistical correlation between results obtained with ALSAQ-40
and ALSAQ-5

r p-value
Physical Mobility 0.71 0.0002
Daily Living/Independence 0.74 0.0001
Fating and Drinking 0.94 <0.0001
Communication 0.90 <0.0001
Emotional Functioning 0.83 <0.0001

ALSAQ — Amyotrophic Lateral Sclerosis Assessment Questionnaire
7 — Spearman rank corvelation coefficient

The results in each of the five domains in ALSAQ-40
and ALSAQ-5 were highly correlated. The strongest
correlation, almost a complete one, was noted for the
Fating and Drinking and the Communication domains
(Table 3).

The scores in the Physical Mobility domain, in both
ALSAQ-40 and ALSAQ-S$, suggested significantly
worse QoL in low-educated patients (‘Table 4). No such
association was found between level of education and
other domains in both scales. QoL was not associated
with age (p > 0.08) or duration of the disease
(p > 0.13). Neither sex (» > 0.06) nor treatment
(p > 0.08) affected the QoL.

Discussion

Amyotrophic lateral sclerosis has a marked negative
impact on QoL of patients due to the progressive relen-
tless course, incurable character of the disorder and, on
top of that, the marked impairment of activities of daily
living [5,10,14,16,17,19-22].

The assessment of QoL perceived by chronically ill
patients recently became important for the improvement
of care and for better understanding of the problem
[5,9-12,14-19]. Until recently, the attempts to evaluate
the impact of QoL in patients with ALS were based on
clinical observations and classification of particular
symptoms and signs of the disease [16]. The major
disadvantage of that approach was the subjective opi-
nion of the investigator rather than the patient’s com-
plaints. The development of methods used in assessment
of QoL in various medical disciplines, including neu-
rology, seen in the last decade enabled a better insight
into the influence of the disease on the patient’s life.
The use of different scales for QoL assessment, on the
other hand, makes comparisons difficult or impossible.
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Table 4. Correlation between education and results obtained with ALSAQ-40
and ALSAQ-5

ALSAQ-40 ALSAQ-5

r p-value r p-value
Physical Mobility —0.43  0.04 -0.49 0.02
Daily Living/Independence  —0.06  0.79 -0.22 0.31
Fating and Drinking -0.07 0.76 +0.01 0.96
Communication -0.24 0.28 —0.12 0.58
Emotional Functioning -0.13  0.55 +0.05 0.80

ALSAQ — Amyotrophic Lateral Sclerosis Assessment Questionnaire
7 — Spearman rank correlation coefficient

Consequently, it is difficult to achieve adequate know-
ledge on those aspects of the disease that affect Qol.
most importantly.

It seems that clinical practice might benefit from
disease-specific questionnaires because they cover areas
disturbed in particular disorders and register problems
and difficulties of those particular patients. ALSAQ-40,
with its good psychometric properties, is an excellent
example of that type of instrument [14,18,22]. ALSAQ-S,
the shorter version of ALSAQ-40, also provides reliable
information on QoL in ALS patients, as reported in
preliminary studies [11]. Jenkinson ez a/. [11] suggest
that ALSAQ-S provides a concise assessment of the
impact of ALS on QoL,, and this assessment is closely
concordant with the results of ALSAQ-40.

Our study showed a significant association between
ALSAQ-40 and ALSAQ-5 in assessment of each tested
domain, with high correlation coefficient () values.
The QoL in patients with ALS is impaired mainly due
to the worse physical mobility but also due to the limi-
tations in activities of daily living and independence,
worse communication and emotional problems. Diffi-
culties in eating and drinking affect the QoL of these
patients to a lesser extent.

Our results are in agreement with those obtained by
Jenkinson ez al. [11], who also reported major worse-
ning of Qol. due to the physical mobility restrictions
and limitations in activities of daily living and indepen-
dence.

Some studies suggest that patients with ALS may
experience high QoL despite their major physical dis-
ability [9,21]. Lule ez a/. [21] did not find any associa-
tion between QoL in ALS patients and the physical
disability that developed during the course of the dise-
ase. Roach e al. [20] argue that low QoL in ALS
patients might be unrelated to the influence of the dise-
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ase itself but rather due to the idiosyncratic factors, as
exemplified by the lack of influence of disease progres-
sion on the well-being of patients.

Some authors report weak or no correlation between
Qol. and the level of disability or the duration of the
disease [20]. Our study also did not show a relation-
ship between QoL and duration of the disease.

We could not find any information related to the
possible association between QoL in ALS patients and
their age, sex, level of education or treatment. Our results
indicated a significant association between the physical
mobility domain of QoL and the level of education.

The convenience for the investigator and the decre-
ased burden for the patient due to the use of ALSAQ-5
in the assessment of QoL suggest that it is more useful
in routine clinical practice.

We believe that further studies on Qol. with
ATLSAQ-S5 are needed to evaluate its reliability for QoL
assessment and the usefulness of obtained data.

The continued validation process of the Polish ver-
sions of the Qol. questionnaires gives an opportunity
for objective assessment of the influence of the disease
on QoL and provides a tool for comparison of various
types of management in relation to QolL..

Conclusions

1. Preliminary analyses suggest that ALLSAQ-5 is a sensi-
tive and reliable measure of QoL in patients with ALS.
2. Lack of significant statistical differences in the asses-
sment of QoL between ALSAQ-40 and ALSAQ-5
suggests that ALSAQ-5 might be more useful in cli-

nical practice.
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