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MODIFIED DELPHI PROCESS' TO DEVELOP EVIDENCE-BASED

AIM

= To establish the first European
evidence-based expert
consensus statement for
SSc-ILD management
In six key domains, applying
well-established methodologies

= Develop a management

EXPERT PANEL

m 27/31 participants completed
all study rounds

— 16 rheumatologists
— 7 pulmonologists
— 4 internists

STATEMENTS IN SIX KEY DOMAINS

1. Risk factors that affect the likelihood of developing

SSc-ILD*?

algorithm providing a O
framework for future
decision-making in SSc-ILD

CONSENSUS STATEMENTS

Systematic literature review:

280 articles on SSc-ILD published January 1992-April 2018 used to generate 95 draft statements

= Three rounds of online surveys
= A face-to-face discussion
= A WebEx meeting

Consensus statements Initial management
established algorithm proposed

Publication of Phase Ill data for nintedanib? and tocilizumab? in SSc-ILD:
Further 14 draft statements generated

= Supplemental Delphi process with further round of online review

Additional consensus Management

statements established

algorithm defined

MANAGEMENT ALGORITHM

Screen all patients with SSc for ILD using HRCT

Respiratory symptoms
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Smoking history

Ethnicity
(Native American; African heritage)

Male gender

Diffuse cutaneous SSc
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Anti-topoisomerase | antibodies

FVC and DL, at baseline and at regular intervals:

Diagnose ILD using HRCT

More likelihood of ILD Assess ILD severity using multiple methods h Continue monitoring for ILD

Guided by risk of ILD, lung function, symptoms

HRCT, FVC, DL ., exercise-induced blood O
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Decide whether pharmacological therapy is required
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2. Screening for SSc-ILD'%-*

@i All patients should be screened at baseline using HRCT

R
= DL,

= Auscultation

Pulmonary function testing provides baseline parameters

Pharmacological therapy

Mycophenolate mofetil, No pharmacological therapy
cyclophosphamide, nintedanib Follow up closely

3. SSc diagnosis’>'® and severity assessment’’8

@i The primary tool for diagnosing ILD in patients with SSc is HRCT

symptoms'®

Supporting diagnostic tools _ _
Pulmonary function tests and clinical assessment of respiratory Inadequate treatment response or disease progression

Assess ILD progression using multiple methods

Escalate therapy

More than one measure should be used to determine severity = Modify dose or choice of pharmacological treatment:

- o A

— Mycophenolate mofetil, cyclophosphamide, nintedanib
— Consider rituximab

®m Fvaluate for lung transplant

Respiratory Exercise-induced
HRCT findings symptoms oxygen desaturation| Quality of life
4. SSc-ILD treatment initiation' and options2°-22 5. SSc-ILD disease progression assessment’® 6. SSc-ILD treatment escalation and options? %42

Drivers of treatment Pharmacological treatment

Initiation options assess progression escalation All patients with severe or progressive
“No pharmacological treatment” is an _ o SSc-ILD should be offered
= QoL option for some Changes in extent of fibrosis or pattern on HRCT pharmacological treatment
= Clinical = Patients should be followed up | E = Available options include: mycophenolate
guidelines/ regularly and treatment initiated in ﬁ Pulmonary function tests (FVC and DL, = Pace of = | mofetil, cyclophosphamide, nintedanib,
experience case of progression absolute value, or FVC decline) orogression combination nintedanib and
= Patient’s All cases of severe ILD should be : . . = Disease mycophenolate mofeti, rituximab
symptoms offered treatment k Exercise-induced oxygen desaturation severity Autologous haemopoietic
= Efficacy = Mycophenolate mofetil, stem-cell transplant
= Safety/tolerability cyclophosphamide and nintedanib ‘ - .
are effective M Worsening of clinical symptoms ﬁ Lung transplant (evaluate suitability early)

More than one measure should be used to

Drivers of Available treatment options

CONCLUSIONS

= This multidisciplinary modified Delphi study provides evidence-based = These consensus statements and the clinical management algorithm
expert consensus statements for SSc-ILD management across six provide important clinical guidance for the early identification and

key domains

medical management of SSc-ILD, and offer a framework for future
treatment decision-making

= An SSc-ILD management algorithm for use in clinical practice is

also provided
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