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ABSTRACT

Introduction: Patient-reported outcome measures (PROMs) are important to integrate the
patient’s view into routine care. They are an integral part of clinical practice and research and
required for registration of novel treatments. Therefore, a group of SSc experts from the
European Alliance of Associations for Rheumatology (EULAR) developed and validated the
EULAR Systemic Sclerosis Impact of Disease (SclerolD), which is a novel, brief, disease-
specific, patient-derived, disease impact PROM, suitable for research and clinical use in SSc.
The aim of this paper was to describe the translation and cross-cultural adaptation of the
SclerolD questionnaire into European Portuguese among people with SSc and test the

conceptual equivalence of the translated version in the Portuguese clinical context.

Material and Methods: The SclerolD was translated into European Portuguese and
consequently back-translated into English, following forward-backward procedure. After the
review of the portuguese version by an expert committee, the field test with cognitive debriefing
involved a sample of 10 SSc patients with different ages, genders, disease duration, disease

subsets and educational background.

Results: Ten patients in total (8 females, mean age of 58.4 + 15.7 years) participated in the
field test and cognitive debriefing, which showed that the items on the Portuguese version of
the SclerolD were generally clear and easily understandable. The patients had minor
difficulties with the wording of two items, which lead to changes in the wording to avoid
misunderstandings.

Conclusion: The translated Portuguese SclerolD demonstrated acceptable linguistic validity
and thus can be considered a valuable tool for use in both the clinical and research settings.
Nevertheless, before European Portuguese version can be fully implemented, its psychometric
properties (validity and reliability) need to be evaluated.

Keywords: Systemic sclerosis; SclerolD; quality of life; Health-related quality of life; Outcome
research



RESUMO

Introducdo: As patient-reported outcome measures (PROMs) sdo importantes para integrar
a visdo do doente na abordagem de rotina. Sao uma parte integral da pratica clinica e da
investigacdo e sdo necessarias para o registo de novas terapéuticas. Por isso, um grupo de
especialistas em Esclerose Sistémica da Alianca Europeia de Associacfes de Reumatologia
(EULAR) desenvolveu e validou a Escala de Avaliagcao do Impacto da Esclerose Sistémica na
Qualidade de Vida (SclerolD), que é uma PROM nova, breve, especifica para a esclerose
sistémica, baseada no doente e no impacto da doenca, sendo possivel 0 seu uso em
investigacdo e na pratica clinica. O objectivo deste estudo foi o de descrever a traducéo e
adaptacdo cultural da escala SclerolD para a lingua portuguesa e para os doentes com
esclerose sistémica, testando a equivaléncia de conceitos da versao traduzida no contexto
clinico portugués.

Material e Métodos: A SclerolD foi traduzida para portugués e consequentemente traduzida
de volta para inglés, segundo o procedimento forward-backward. Apds a reavaliacdo da
versdo portuguesa por um comité de especialistas, o teste de campo com o debriefing
cognitivo envolveu uma amostra de 10 doentes com esclerose sistémica e de diferentes
idades, géneros, duracdo da doenca, subtipos de doenca e nivel de escolaridade.

Resultados: No total, dez doentes (8 mulheres, idade média de 58.4 + 15.7 anos)
participaram no teste de campo e debriefing cognitivo, que mostrou que os itens na versao
portuguesa da SclerolD eram, em geral, claros e facilmente compreensiveis. Os doentes
tiveram pequenas dificuldades com a expressao de dois dos itens, 0 que levou a alteracdes
na expressao para evitar mal-entendidos.

Concluséo: A SclerolD traduzida para portugués demonstrou validade linguistica aceitavel e
por isso pode ser considerada como uma ferramenta Util, tanto na pratica clinica como na
investigacdo. Todavia, as propriedades psicométricas (validade e confiabilidade) teréo de ser
avaliadas para que a versao portuguesa seja amplamente implementada.

Palavras-chave: Esclerose sistémica; SclerolD; qualidade de vida; qualidade de vida ligada

a saude; pesquisa baseada nos resultados



INTRODUCTION

Systemic sclerosis (SSc) is a rare inflammatory and multisystemic disease, with unknown
aetiology, and it is characterised by immune system dysregulation, microangiopathy and
fibrosis that mainly affects the skin and the internal organs'2. This is a heterogeneous and
challenging disease that can lead to a substantial decrease in quality of life (QoL) through
physical, emaotional and social impacts. People with SSc must cope often with a progressive
and disabling condition and the persistent threat of an unpredictable course. Thus, patient-
reported outcome measures (PROMs) are important to integrate the patient’s view into routine

cares.

Recently, a novel patient-reported outcome measure for SSc aiming to cover the global
disease burden— the EULAR Systemic Sclerosis Impact of Disease - hereafter referred to as
SclerolD* - was developed and validated. It is comprised of 10 questions in which the patient
is asked to rank, from O (no impact) to 10 (extreme impact), just how much different symptoms
of SSc impacted their quality of life in the previous week. The 10 symptoms were selected of
17 possible ones, based on which symptoms the patients themselves reported as the most
impactful.®> During the development of SclerolD, each item was given a different weight, based
on the rankings the patients gave to each, according to its impact on quality of life (the most
impactful items carried more weight).* Thus, after the patient has ranked the 10 items, the
clinician must weigh each according to the model set by the original developers to reach the
final SclerolD score, which can range from 0 to 10.

In order to use this questionnaire in a clinical setting and ensure its content is equivalent
in both the original language (English) and the European variant of Portuguese (the lingua
franca of Portugal), the translation and cross-cultural adaptation of the SclerolD was carried
out, according to the standards for conceptual equivalence across languages set for this
purpose by Beaton et al. 2000.°

This study reports the translation and cross-cultural adaptation of the SclerolD into the
European Portuguese language among people with SSc.

METHODS

Permission to translate the SclerolD questionnaire into European Portuguese was requested
from the author (Dr. Oliver Distler) of the paper regarding the validation of the SclerolD before

starting the adaptation (See Appendix 1).
This study received the approval from the Coimbra Hospital and University Centre’s Ethics
Committee (See Appendix 2). All participants gave were informed of the particulars of the study

and gave written consent.



The translation and cross-cultural adaptation of the original scale, in its English version, was
carried out over a period of seven months, from September 2021 to March 2022. The process
was done according to the forward-backward method®, consisting of 5 steps: translation,
synthesis of the translation, back translation, expert committee review, and field test with

cognitive debriefing

1. Translation

Three bilingual translators who are native European Portuguese speakers, V.O., A.R.A, and
F.F., independently created forward translations of the ten items, response options and
instructions of the SclerolD into European Portuguese. Two of the translators were aware of
the medical background concepts of the questionnaire, but the other one was not aware. Each
translator produced an independent written report, and they were also asked to register
specific points where they had difficulties translating and what they settled for. Item content,

response options and instructions were all translated.

2. Synthesis of the translation

The members of the Portuguese research team (T.S. and M.J.S.) then compared the 3
Portuguese versions, analysed the items that were more challenging, discussed and decided
what would better fit into the Portuguese language and made some minor adjustments
accordingly. At the end, the three versions were synthesised into a single consensual version.

3. Back translation

Two other bilingual translators (native speakers of English), T.S. and L.P. that were totally blind
to both the medical concepts addressed in the questionnaire and the original scale, translated
the synthesized version into the original English language.

4. Expert committee review

Finally, the expert committee (two rheumatologists T.S. and M.J.S) reviewed all of the
translations. The objective of the committee was to reach a consensus on discrepancies and
develop a pre-final version. The committee made decisions in order to ensure equivalence of
the translation in four areas: semantic equivalence (i.e. ensuring that the words have the same
meaning), idiomatic equivalence (i.e. formulating equivalence expressions for colloquialisms),
experiential equivalence (i.e. replacing items that are not experienced in the target country by

similar ones experienced in that country) and conceptual equivalence (i.e. ensuring the



concepts of the words are the same between cultures). Then, a pre-final European Portuguese

SclerolD questionnaire was developed, to be given to patients in the next phase.

5. Field test with cognitive debriefing

The pre-final version was pre-tested in a representation sample of Portuguese patients with
SSc. Patients covering a broad spectrum of socio-demographic background (age, gender,
disease duration, education) were recruited from the Rheumatology Department of the
Coimbra Hospital and University Centre. Patients were recruited according to the following
inclusion criteria: (i) fulfilling the 2013 ACR/EULAR Classification criteria for SSc?; (i) ability to
understand and fill out the questionnaires; (iii) willingness to provide informed signed consent;
and (iv) completed all the questionnaires required. Participants were excluded in the presence
of severe comorbidities that could affect the completion of the questionnaire.

During the course of a few weeks, 10 patients with SSc underwent a field test, having been
given the questionnaire and asked to fill it in under supervision of a member of the Portuguese
research team (M.V.), and then participating in a cognitive debriefing interview to assess the
difficulties in filling in the questionnaire. Patients were asked to comment on its relevance and
which items lead to confusion, explaining why they were misleading. The time taken to
complete the questionnaire was also recorded for each patient.

In addition, information on age, gender, disease characteristics, including disease subset,
autoimmunity, educational level, and working status were collected in a pre-established form.
To assess quality of life, the Scleroderma Health Assessment Questionnaire (SHAQ) and the
EuroQoL Five Dimension Questionnaire (EQ5D), to evaluate health-related quality of life, were
both given to the patients to fill in, along with SclerolD.

SHAQ scores range from 0 (no disability) to 3 (impossible to do). EQ5D includes the
dimensions of mobility, self-care, usual activities, pain/discomfort, and anxiety/depression, and
each is for each one level is picked: no problems, some problems, and severe problems.
Higher scores in the EQ5D represent a better self-perceived quality of life, while a higher score
in the SHAQ denotes a more severe status of disease.

RESULTS

The final Portuguese version of the SclerolD questionnaire is shown in Appendix 3 and can be
obtained from our department website (http://www.reumatologiachuc.pt).



http://www.reumatologiachuc.pt/

Translation and cultural adaptation of SclerolD
The translation of the SclerolD scale into European Portuguese was mostly straightforward.

There were a few discrepancies, but they were due to different wording and thus the meaning
of the sentence was not impacted. For example, level 10 “Extremely serious” was translated
as “Extremamente grave”, “Extremamente severo” and “Extremo”; after some discussion, the

Portuguese research team decided on the term “Extremamente grave”

Item #2 was translated as both “Fun¢édo das maos” and “Funcionamento da mao”; “Fungao

das méos” was ultimately chosen.

Item #5 was translated as both “Fadiga” and “Cansago/fadiga”. Due to the word “cansago”

being more easily understood by patients, the second option was picked.

Item #6 was translated as both “Sintomas do aparelho digestivo inferior (ex. Sensacao de
inchago abdominal, diarreia, prisdo de ventre, incontinéncia anal)” and “Sintomas do sistema
gastrointestinal inferior (por exemplo: sensagao de “barriga inchada”, diarreia, obstipagao,
incontinéncia fecal)”. “Barriga inchada” is a more readily understandable term to patients, thus

it was picked as the final option.
Some extra information was added by a few translators to emphasise the meaning of the items

(p-e., “Mobilidade do corpo” instead of just “Mobilidade”, but it was considered redundant by
the Portuguese research team and therefore was removed from the final version.

Cognitive debriefing

Table 1 summarises the demographic and clinical characteristics of the participants. Ten
patients with SSc were included (8 women and 2 men; mean age of 62 (£15.7) years; 6 with
limited subset and 4 with diffuse subset).

Table 1 — Individual patients’ characteristics

Disease duration
_ _ _ . _ Years of
Patient SSc since first Raynaud SSc specific Working
Gender | Age ) formal
ID Subset phenomenon autoantibody Status* _
education
(years)
P1 F 39 | Limited 14 Centromere 1 12
P2 F 57 | Diffuse 4 Anti-Scl 70+ 2 12
P3 F 52 | Limited 11 Centromere 1 9
P4 F 65 | Diffuse 2 Anti-Scl 70+ 2 6
P5 F 74 | Limited 22 Neg 2 4




P6 F 61 | Limited 14 Centromere 1 12
P7 F 27 | Diffuse 2 Neg 1 16
P8 F 79 | Limited 22 Centromere 2

P9 M 63 | Limited 23 Centromere 2 4
P10 M 67 | Diffuse 15 Neg 2 12

*working status: 1 = employed; 2 = retired

SSc, systemic sclerosis

The mean total score of the Sclero ID scale was 2.6 £ 2.18 (with a lower score indicating a

lower impact of disease on quality of life) and ranged from 0.3 (one participant) to 6.9 (one

participant).

The mean total score of the SHAQ was 0.6375 + 0.66 (range 0 to 3, with a higher score

indicating a worse health status).

The mean total score of the EQ5D was 0.56242 + 0.3 (range -0.59 to 1.0, with a higher score
indicating a perceived better health status) and ranged from 0.28 (two participants) to 1 (two

participants).

Completion time for Sclero ID was 3.105 * 1.64 (range 1.17 to 5.80) minutes.

Table 2 shows the calculated SclerolD score for each patient.

Table 2 — SclerolD final score

Patient ID SclerolD score
P1 1.2
P2 2.2
P3 0.3
P4 4.9
P5 6.9
P6 1.2
P7 6.1
P8 0.8
P9 2.9
P10 3.7
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The cognitive debriefing showed that the patients found the questionnaire generally easily
understandable, clear, and easy to fill out. The patients had slight difficulties with the wording
of two items in particular, namely the two which use specific medical terms: a few patients
could not understand what either Item #1 “Fenémeno de Raynaud” and Item #10 “Ulceras
digitais” referred to. The patients, with a range of different educational backgrounds and
disease statuses and progression, showed a good understanding of what each item entailed

and how they should answer according to their own disease experience.

DISCUSSION

The SclerolD, a global measurement tool to assess the disease burden in SSc patients, was
successfully translated and culturally adapted into European Portuguese. It was found to
provide a good way to measure how much systemic sclerosis impacted the patients’ quality of

life, by way of 10 clinical aspects commonly associated with the disease.

Some misunderstandings caused on a few patients by items #1 “Fenédmeno de Raynaud” and
#10 “Ulceras digitais” point to a need to alter those items, perhaps detailing what each one
entails (p.e., “Fendmeno de Raynaud” could be explained as “Dedos alternam de cor entre
palidos, vermelhos e roxos quando expostos ao frio ou ao stress” and “Ulceras digitais” could

be explained as “Lesdes nos dedos”).

The short completion time (approximately 3 minutes) makes this questionnaire highly useful in
a quick but effective measuring of the impact of the disease on quality of life. Because of its
non-reliance on additional resources and lack of a need for medical training to calculate the
final score, SclerolD poses itself as a well-fitted candidate for use in both medical and clinical
settings.

In a near future, this disease-specific questionnaire could be used in clinical trials and in clinical
practice in SSc to cover different disease features of this multiorgan autoimmune disease
capturing the burden of disease that is most important to patients. Therefore, SclerolD can be
used to integrate patient experience to improve decision making in clinical practice.

Further studies are underway to test the psychometric properties of this new questionnaire.
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APPENDIX 1

Dobrota Rucsandra
Re: Permission to Translation and Cross-cultural adaptation to Portugal - EULAR SclerolD questionnaire.
To: Tania tiag Becker Mike v Ce: ) Maria sivador Margarida Vieira tier ¢ Details

Dear Tania,

Thank you for reaching out, we look forward to collaborating with you!

| have attached the latest version of the SclerolD manuscript and the supplement. You should find all the information there. We are
currently working on a second revision.

Let us know should you need any support, me and Mike are happy to help!

Best wishes,
Rucsandra

No dia 04/09/2021, as 10:30, Distler Oliver <Qliver.Distler@usz.ch> escreveu:

Dear Tanja

We are very open for these kind of cooperations. The main paper is currently in revision at Annals. Rucsandra or Mike can send you the
most recent version. Please keep us updated on progress and dont hesitate to ask us for any support.

Best wishes, Oliver
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APPENDIX 3

Im o da Doenca - Esclerose Sistémica — Questiondrio EULAR SclerolD

Tendo em conta as diferentes dimensdes da esclerose sistémica, indigue o quanto & que elas ofa afetaram,
durante a semana passada.

Por favor, responda usando a escala, e escolhendo o ndmero que melhor guantifica cada uma das
seguintes dimensdes:

1- Fenédmeno de Raynaud:
Facalum circulo & volta do nimero que melhor descreve a gravidade do seu fendmeno de Raynaud, durante
a semana passada.

[Nenhuma|0 [1 |2 [3 [4 |5 [6 [7 |8 [9 |10 [ Extremamente grave |

2- Fung¢io das mios:
Faga um circuls & volta do ndmero que melhor descreve as limitagtes na fungio das maos, devido a sua
esclerose sistémica, durante a semana passada:

Menhuma | O 1 2 3 4 5 i 7 8 9 10 Limitagdo grave
limitagio

3- Sintomas do sistema gastrointestinal superior (por exemplo: dificuldades em engolir, refluxo,
vomitos):

Faga um circulo & volta do ndmerc que melhor descreve a gravidade dos sintomas do sistema
gastrointestinal superior, devido a sua esclerose sistémica, durante a semana passada:

Nenhuma|0 [1 |2 [3 [4 |5 [ [7 [8 [8 [10 | Extremamente grave

4- Dor:
Faga um circulo & volta do ndmero que melhor descreve a intensidade da dor que sentiu, devido a sua
esclerose sistémica, durante a semana passada:

Nenhuma|0 [1 |2 [3 [4 [s5 [ [7 [8 [8 [10 | Extremamente grave

8- CansacolFadiga:
Faga um circulo 4 volta do ndmero que melhor descreve a fadiga‘cansaco geral gue sentiu, devido & sua
esclerose sistémica, durante a semana passada:

Nenhum [0 |1 [2 |3 [4 |5 |6 |7 [8 |3 [10 | Extremamentegrave

16



G- Sintomas do sistema gastrointestinal inferior (por exemplo: sensagdo de “barriga inchada®,
diarreia, obstipagao, incontinéncia fecal):

Faca um circulo & volta do ndmero que melhor descreve a gravidade dos sintomas do sistema
gastrointestinal inferior, devido a sua esclerose sistémica, durante a semana passada:

[Nenhuma |0 |1 |2 |3 |4 |5 |s [7 |8 [9 |10 | Extremamente grave

7= Quais as limitagdes nas atividades didrias e opcées de vida [por exemplo: atividades da vida
social, cuidades pessoais, trabalha):

Faca um circulo & volta do ndmero que melhor descreve a gravidade das limitagSes nas atividades de vida
didria e opgdes de vida, devido & sua esclerose sistémica, durante a semana passada:

Menhuma |0 [1 [2 |3 |4 [5 |6 |7 [8 [3 [10 | Extremamente grave

8- Mobilidade:
Faca um circulo & volta do nuomers gque melhor descreve, o quanto a mobilidade do seu corpo foi afetada
pela esclerose sistémica, durante a semana passada:

Nada [0 |1 [2 |3 |4 |5 |6 [7 |8 [9 |10 [ Extremaments grave

9- Falta de ar:
Faca um clircule & volta do ndmero que melhor descreve a gravidade da falta de ar que sentiu, devido a
esclerose sistémica, durante a semana passada:

[Nenhuma |0 |1 |2 |3 |4 |5 |6 [7 |8 [9 [10 [ Extremamente grave |

10-Ulceras Digitais:
Faca um circulo & volta do ndmero que melhor descreve o quanto as suas Ulceras digitais o afetaram de
um modo geral, durante a semana passada.

Maga | 0 | 1 [ 2 | 3| 4|5 [ 6| 7] 8 ][ 9| 10| Extremaments grave
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