CrossMark

Eﬂ EDITORIAL
PULMONARY HYPERTENSION

The patient tells it! The importance of
patient’s quality of life perception in
pulmonary arterial hypertension risk
assessment

Silvia Ulrich ®" and Ekkehard Grunig?

Affiliations: 'Clinic of Pulmonology, University Hospital Zurich, Zurich, Switzerland. 2Centre for Pulmonary
Hypertension, Thoraxklinik at Heidelberg University Hospital, Heidelberg, Germany.

Correspondence: Silvia Ulrich, Dept of Pulmonology, University Hospital Zurich, Raemistrasse 100, 8091
Zirich, Switzerland. E-mail: silvia.ulrich@usz.ch

@ERSpublications

Assessment of quality of life in pulmonary hypertension is important to identify additional
therapeutic needs, and patients with good QoL have better prognosis. QoL assessment in PH care can
be done with validated short questionnaires, such as emPHasis-10. https://bit.ly/3s5;F3U

Cite this article as: Ulrich S, Grunig E. The patient tells it! The importance of patient’s quality of life
perception in pulmonary arterial hypertension risk assessment. Eur Respir ] 2021; 57: 2004376 [https://doi.
0rg/10.1183/13993003.04376-2020].

Everyone wants quality of life (QoL), regardless whether a person is healthy or diseased. However, QoL
means something different for every individual. QoL is not only influenced by the individual’s preferences,
wishes and expectations towards life, but also by the time of living, geographical, socioeconomic and
political environment and, of course, the health state, which all contribute to the individual’s resources to
live with a high quality in happiness and satisfaction. The World Health Organization defines QoL as the
individual’s perception of their position in life in the context of the culture and value systems in which
they live and in relation to their goals, expectations, standards and concerns [1]. Due to this complexity
and subjectively differently weighted factors, and also the fact that different disciplines define QoL
differently, measurement of QoL is challenging in health and disease [2]. For healthcare providers in
medicine, it is crucial to understand patients self-reported QoL in order to improve treatment towards
symptom relief, rehabilitation and better prognosis, and discard therapies that are of little benefit for
patients. In order to shift limited resources to therapies which induce meaningful changes for patients,
health authorities increasingly ask that novel medical therapies demonstrate the capability to improve
patient-oriented outcomes such as QoL in high quality trials, instead of relying on biomedical endpoints [3].
Whereas generic questionnaires may be used to assess and compare QoL between different populations
including healthy and diseased, health-related QoL (HRQoL) assessment tools take into account
disease-specific factors and are thus more suited to measure meaningful changes for patients brought
about with therapy [4].

The cardinal symptom of patients with pulmonary arterial hypertension (PAH) is progressive dyspnoea on
exertion, which increasingly limits the ability of patients to take part in daily activities, and is associated with
anxiety and a high socioeconomic burden [5]. More than a decade ago, it was shown that HRQoL is not
only reduced in PAH, but also correlates with the severity of symptoms, the presence of anxiety and
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depression [6, 7] and traditional markers of disease severity, and is associated with a worse prognosis [8-10].
Psychosocial support is therefore recommended in PAH by European Society of Cardiology (ESC)/
European Respiratory Society (ERS) pulmonary hypertension guidelines [11]. Subsequently, an increasing
number of randomised controlled therapeutic trials in the field of PAH have assessed HRQoL by different
instruments, and it has been shown that several drugs or their combination, rehabilitation programmes
and oxygen therapy improve QoL in distinct PAH populations [12-17]. However, despite its importance
for patients, QoL is not implemented into the risk assessment strategy as proposed by the latest ESC/ERS
pulmonary hypertension guidelines, potentially due to a lack of standardisation [11]. Whereas early studies
on HRQoL in PAH mostly used general instruments or questionnaires that were developed for comparably
symptomatic patients with congestive heart disease, several PAH-specific instruments have subsequently
been developed [9, 18-23]. However, the widespread use of some of these PAH-specific instruments was
hindered by the extensive nature of some questionnaires, which did not suit limited consultation times, the
need for user-licenses and, especially, the failing comprehensive validation or translation into different
languages, cultural and geographic regions [24, 25]. The relatively short, quickly applicable and simple
10-item emPHasis-10 score (with a higher score demonstrating a higher symptom burden) has
demonstrated good validity against other measures, a high re-test and internal consistency and is validated
in several languages [23]. In this issue of the European Respiratory Journal, BORGESE et al. [26] confirm the
correlation of emPHasis-10 scores with other markers of disease severity, and that it serves as quantitative
measure of patients’ overall perception of the impact of PAH on their life in a large collective of US
patients as retrieved by the Pulmonary Hypertension Association Registry (PHAR). Additionally, this
registry-based real-life analysis suggest for the first time a minimal important difference of the
emPHasis-10 score of —6 points, as a basis for further anchor-based validation [26, 27]. In a second article
in this issue, LEwis et al. [28] describe in a large UK multicentre study that emPHasis-10 scores are
independent prognostic markers in patients with idiopathic and connective tissue disease-associated PAH,
thus providing an additional value on top of currently used parameters and revealed a minimal detectable
difference of 9 points.

Thus, taking into account patients self-reported perception of HRQoL is of high value for healthcare
providers in the risk assessment of patients with PAH and may be of especially high value in stratifying
the large group of patients assigned to the intermediate risk group according to current guidelines [11, 29].
Listening to patients’ needs is potentially the oldest, principal art of medicine. If we succeed in
incorporating patients’ comprehensively scored perception of their quality of life in risk assessment and, in
a further step, individually risk-adapted management strategy, we will hopefully improve the QoL of
patients living with PAH. The two presently published articles on the emPHasis-10 score are steps in this
direction.

Conflict of interest: S. Ulrich reports grants from Swiss National Science Foundation, Zurich Lung and Orpha Swiss,
personal fees from MSD Switzerland and Actelion SA, grants and personal fees from Janssen SA Switzerland, outside
the submitted work. E. Grunig reports personal fees from MSD and Actelion SA, grants and personal fees from Janssen
SA, outside the submitted work.

References
1 World Health Organization. WHO Technical Report Series on Osteoporosis. Geneva, World Health Organization,
1994.

2 Haraldstad K, Wahl A, Andenaes R, et al. A systematic review of quality of life research in medicine and health
sciences. Qual Life Res 2019; 28: 2641-2650.

3 Dominick KL, Ahern FM, Gold CH, et al. Relationship of health-related quality of life to health care utilization
and mortality among older adults. Aging Clin Exp Res 2002; 14: 499-508.

4 Halank M, Speich R, Petkova D, et al. [Quality of life in pulmonal arterial hypertension and in chronic
thromboembolic pulmonary hypertension]. Dtsch Med Wochenschr 2014; 139: Suppl 4, S126-S135.

5 Somaini G, Hasler ED, Saxer S, et al. Prevalence of anxiety and depression in pulmonary hypertension and
changes during therapy. Respiration 2016; 91: 359-366.

6 Lowe B, Grafe K, Ufer C, et al. Anxiety and depression in patients with pulmonary hypertension. Psychosom Med
2004; 66: 831-836.

7 Harzheim D, Klose H, Pinado FP, et al. Anxiety and depression disorders in patients with pulmonary arterial
hypertension and chronic thromboembolic pulmonary hypertension. Respir Res 2013; 14: 104.

8 Shafazand S, Goldstein MK, Doyle RL, et al. Health-related quality of life in patients with pulmonary arterial
hypertension. Chest 2004; 126: 1452-1459.

9 Cenedese E, Speich R, Dorschner L, et al. Measurement of quality of life in pulmonary hypertension and its
significance. Eur Respir ] 2006; 28: 808-815.

10 Delcroix M, Howard L. Pulmonary arterial hypertension: the burden of disease and impact on quality of life.
Eur Respir Rev 2015; 24: 621-629.

11 Galie N, Humbert M, Vachiery JL, et al. 2015 ESC/ERS Guidelines for the diagnosis and treatment of pulmonary
hypertension: The Joint Task Force for the Diagnosis and Treatment of Pulmonary Hypertension of the European
Society of Cardiology (ESC) and the European Respiratory Society (ERS). Eur Respir ] 2015; 46: 903-975.

https://doi.org/10.1183/13993003.04376-2020 2



12

13

14

15

16

17

18

19

20

21

22

23

24

25

26

27

28

29

PULMONARY HYPERTENSION | S. ULRICH AND E. GRUNIG

Mereles D, Ehlken N, Kreuscher S, et al. Exercise and respiratory training improve exercise capacity and quality of
life in patients with severe chronic pulmonary hypertension. Circulation 2006; 114: 1482-1489.

Ulrich S, Saxer S, Hasler ED, et al. Effect of domiciliary oxygen therapy on exercise capacity and quality of life in
patients with pulmonary arterial or chronic thromboembolic pulmonary hypertension: a randomised,
placebo-controlled trial. Eur Respir J 2019; 54: 1900276.

Pepke-Zaba J, Gilbert C, Collings L, et al Sildenafil improves health-related quality of life in patients with
pulmonary arterial hypertension. Chest 2008; 133: 183-189.

Mehta S, Sastry BKS, Souza R, et al. Macitentan improves health-related quality of life for patients with
pulmonary arterial hypertension: results from the randomized controlled SERAPHIN trial. Chest 2017; 151:
106-118.

Pepke-Zaba J, Beardsworth A, Chan M, et al. Tadalafil therapy and health-related quality of life in pulmonary
arterial hypertension. Curr Med Res Opin 2009; 25: 2479-2485.

Sood N, Aranda A, Platt D, et al. Riociguat improves health-related quality of life for patients with pulmonary
arterial hypertension: results from the phase 4 MOTION study. Pulm Circ 2019; 9: 2045894018823715.

McKenna SP, Doughty N, Meads DM, et al. The Cambridge Pulmonary Hypertension Outcome Review
(CAMPHOR): a measure of health-related quality of life and quality of life for patients with pulmonary
hypertension. Qual Life Res 2006; 15: 103-115.

Chen H, De Marco T, Kobashigawa EA, et al. Comparison of cardiac and pulmonary-specific quality-of-life
measures in pulmonary arterial hypertension. Eur Respir ] 2011; 38: 608-616.

Rubenfire M, Lippo G, Bodini BD, et al. Evaluating health-related quality of life, work ability, and disability in
pulmonary arterial hypertension: an unmet need. Chest 2009; 136: 597-603.

McCollister D, Shaffer S, Badesch DB, et al. Development of the Pulmonary Arterial Hypertension-Symptoms and
Impact (PAH-SYMPACT(R)) questionnaire: a new patient-reported outcome instrument for PAH. Respir Res
2016; 17: 72.

Bonner N, Abetz L, Meunier ], et al. Development and validation of the living with pulmonary hypertension
questionnaire in pulmonary arterial hypertension patients. Health Qual Life Outcomes 2013; 11: 161.

Yorke J, Corris P, Gaine S, et al. emPHasis-10: development of a health-related quality of life measure in
pulmonary hypertension. Eur Respir ] 2014; 43: 1106-1113.

Cima K, Twiss J, Speich R, et al. The German adaptation of the Cambridge pulmonary hypertension outcome
review (CAMPHOR). Health Qual Life Outcomes 2012; 10: 110.

Coffin D, Duval K, Martel S, et al. Adaptation of the Cambridge Pulmonary Hypertension Outcome Review
(CAMPHOR) into French-Canadian and English-Canadian. Can Respir ] 2008; 15: 77-83.

Borgese M, Badesch D, Bull T, et al. EmPHasis-10 as a measure of health-related quality of life in pulmonary
arterial hypertension: data from PHAR. Eur Respir J 2021; 57: 2000414.

Benza RL, Miller DP, Gomberg-Maitland M, et al. Predicting survival in pulmonary arterial hypertension: insights
from the Registry to Evaluate Early and Long-Term Pulmonary Arterial Hypertension Disease Management
(REVEAL). Circulation 2010; 122: 164-172.

Lewis RA, Armstrong I, Bergbaum C, et al. EmPHasis-10 health-related quality of life score predicts outcomes in
patients with idiopathic and connective tissue disease-associated pulmonary arterial hypertension: results from a
UK multicentre study. Eur Respir ] 2021; 57: 2000124.

Hoeper MM, Kramer T, Pan Z, et al. Mortality in pulmonary arterial hypertension: prediction by the 2015
European pulmonary hypertension guidelines risk stratification model. Eur Respir ] 2017; 50: 1700740.

https://doi.org/10.1183/13993003.04376-2020 3



	The patient tells it! The importance of patient's quality of life perception in pulmonary arterial hypertension risk assessment
	References


