
ILD IS A COMMON, EARLY, AND  
POTENTIALLY FATAL MANIFESTATION  
OF AUTOIMMUNE DISEASES1

EVERY PATIENT WITH SSc IS AT RISK OF DEVELOPING ILD2

RISK FACTORS FOR ILD DEVELOPMENT IN SSc
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31% 80% 
UP TO

of patients with  
SSc develop ILD3,4

of those patients may 
develop progressive 
pulmonary fibrosis5*

VIGILANT AND PROACTIVE MONITORING IS IMPORTANT TO IDENTIFY 
PULMONARY FIBROSIS AS EARLY AS POSSIBLE IN SSc PATIENTS9

ATA, anti-topoisomerase antibodies; dcSSc, diffuse cutaneous systemic sclerosis; ILD, interstitial lung disease; SSc, systemic sclerosis. 

*Data from a global, online survey of physicians (n=486).



A CLINICAL MANAGEMENT ALGORITHM FOR SSc WAS DEFINED10*

SCREEN ALL SSC PATIENTS FOR ILD USING HRCT
• FVC and DLCO should be performed at baseline and at regular intervals
• Every patient should receive an ILD-related physical examination
• Order HRCT at baseline to confirm lung fibrosis and periodically to assess progression 

DIAGNOSE ILD AND ASSESS SEVERITY
• HRCT is the primary tool for diagnosis; FVC, DLCO, and clinical symptoms are supportive
• Use HRCT, FVC, DLCO, exercise-induced blood oxygen desaturation, clinical symptoms,

and quality of life to assess ILD severity

CONTINUE 
MONITORING 
FOR ILD
• Frequency of 
screening and 
use of HRCT 
should be 
guided by risk 
of ILD, in 
combination 
with lung 
function and 
symptoms

POSITIVE

POSITIVE NEGATIVE

NO PHARMACOLOGICAL THERAPY

INADEQUATE TREATMENT RESPONSE/DISEASE PROGRESSION

DECIDE WHETHER PHARMACOLOGICAL THERAPY IS REQUIRED
• Some patients may not need pharmacological therapy
• Patients not on pharmacological therapy should be monitored
• Factors to consider include disease severity, patient quality of life, available 

clinical guidelines

REASSESS THERAPY
• Evaluate pharmacological treatment
• Evaluate for lung transplant
• Consider autologous hematopoietic stem cell transplant for selected patients

ASSESS ILD PROGRESSION USING MULTIPLE METHODS
• Use HRCT (depending on clinical need), FVC, DLCO, exercise-induced blood oxygen 

desaturation, and clinical symptoms to assess ILD progression

PHARMACOLOGICAL THERAPY Follow up closely

DLco, diffusing capacity of the lung for carbon monoxide; SSc-ILD, systemic sclerosis-associated interstitial lung disease; FVC, forced vital capacity;  
HRCT, high-resolution computed tomography. 

Copyright ©2022, Boehringer Ingelheim Pharmaceuticals, Inc. All rights reserved. (03/22) PC-US-125660

Adapted with permission 
from Hoffman-Vold AM,  
et al. The identification 
and management of 
interstitial lung disease 
in systemic sclerosis: 
evidence-based 
European consensus 
statements. Lancet 
Rheumatol. 2020;doi: 
https://doi.org/10.1016/
S2665-9913(19)30144-4 
Copyright © 2020  
Elsevier Ltd.

*�A study using a robust modified Delphi process was conducted to establish expert consensus statements for the identification and management of SSc-ILD. This 
study provides the first evidence-based expert consensus statements for SSc-ILD management developed using well-established methods. It is based on a panel of 
27 Europe-based pulmonologists, rheumatologists, and internists with expertise in SSc-ILD.10
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