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Objectives

• Appreciate why an accurate ILD diagnosis is important

• Understand why appropriate ILD therapy is critical

• Improve early ILD detection at your institution





“They have pulmonary fibrosis: who cares what caused it.”
- too many pulmonologists to countYes!

Do we really need to spend all this time and energy correctly 
classifying an ILD?  



Not all pulmonary fibrosis is created equal

Oldham et al. ERJ 2016

CTD-ILD

IPF
Not quite CTD-ILD
Not quite IPF

Would you want to be 
told that you have: 

~10 years to live, when 
you actually have ~3?

~3 years to live, when 
you have ~10? 



Not even all UIP is created equal! 

Strand et al. Chest 2015

IPF-UIP

CTD-UIP

IPF-UIP

RA-UIP

SSc-UIP

UIP is a pattern, not a diagnosis. Identifying the ILD subtype leading 
to UIP has prognostic importance and treatment implications.



Just give them steroids…





Morisset et al. Chest 2017



Oldham et al. Res Med 2016



Raghu et al. NEJM 2012





Ok fine, just give them anti-fibrotics…



48 year old female diagnosed with IPF and started on anti-fibrotic

Treated for 9 months with anti-fibrotic prior to evaluation at UCD; symptoms progressive during that time
Diagnosed with anti-synthetase syndrome (PMScl +, Raynauds, mechanics hands, ILD)

Taken off anti-fibrotic and treated with MMF and steroids



75 yo male with 10 year history of ILD diagnosed with IPF and started on anti-fibrotic

- Extensive mold in the home that he regularly cleaned
- Felt better on vacation 
- HRCT showed upper lobe predominant disease with 

areas of central fibrosis and mosaic attenuation
- Bronchoscopy showed 40% lymphocytes

- Diagnosed with chronic HP 12 years after symptom onset 
and 10 years after initial ILD diagnosis
- Died 4 weeks after ILD center evaluation

anti-fibrotic



Summary

• ILD subtypes progress at highly variable rates 

• You will help some ILD subtypes by prescribing 
steroids/immunosuppression

• You will hurt some ILD subtypes by prescribing 
steroids/immunosuppression



Yes!
Yes!Yes!

Yes! Yes!

Yes!

Do we really need to spend all this time and energy correctly 
classifying an ILD?  

Yes!

Yes!Yes!Yes!

Yes!



Early Detection of ILD

• CT Screening in high-risk groups

• Pulmonary Function Testing in high-risk groups



Berg et al. NEJM 2011



LCS Study Baseline Characteristics IPF Baseline Characteristics

Age 55-75

Berg et al. NEJM 2011 Oldham et al. Chest 2015
Ley et al. Ann Int Med 2012

Male predominant

Smoking history

High probability that incidental ILD will be picked up by low-dose CT performed for lung cancer screening



7% with ILD

Salvatore et al. AJR 2015



Jin et al. Radiology 2013

ILA = “early” ILD

ILA = “incidental” ILD

ILA = ILD



Araki et al. AJRCCM 2016



Araki et al. AJRCCM 2016

75% of patients with ILA develop progressive disease ILA = ILD



No ILA

ILA

Araki et al. AJRCCM 2016



ILA/Incidental ILD
• Occurs in 7-10% of patients undergoing low-dose CT for lung 

cancer screening (LCS)

• Is associated with a high risk of progression

• Is associated with an increased risk of death

How is ILD being reported? 
How are these patients being managed?



781 LCS-CTs Reviewed
UC-Davis (n=364)
UChicago (n=417)

ILD Present
7.6% (n=59)

ILD absent
92.4% (n=722)

ILD reported
64% (n=38)

ILD not reported
36% (n=21)Impression/conclusion

37% (n=22)
Findings only
27% (n=16)



Primary Care Physician Characteristics UC-Davis (n=26) UChicago (n=33) Combined cohort (n=59)
ILD mentioned in PCP notes, n (%) 5 (19.2) 2 (6.1) 7 (11.9)
PFT ordered by PCP, n (%) 4 (15.4) 3 (9.1) 7 (11.9)
Pulmonary Referral placed by PCP, n (%) 7 (26.9) 10 (30.3) 17 (28.2)



45%19% p=0.03

Table 2. Factors Associated with Pulmonology Referral
Adjusted Model*

Characteristic OR p-value 95% CI

ILD Reported by radiologist 2.4 0.019 1.15-4.98
Age 1.01 0.92 0.90-1.13
Male gender 2.32 0.25 0.55-9.87
Active smoker 0.22 0.04 0.05-0.96
Emphysema >10% 2.65 0.18 0.65-10.95
* Adjusted for variables above, race and center





Chest CT in trans-catheter aortic valve replacement (TAVR) recipients



Survival among TAVR recipients stratified by the 
presence of ILD

p<0.001



Early Detection of ILD

• CT Screening in high-risk groups

• Pulmonary Function Testing in high-risk groups



Suliman et al. Arth and Rheum. 2015 

Can individual and composite PFT metrics predict ILD among the general population?



1690 unique patients completed PFT from 1/1/15-
12/31/15

653 patients completed chest CT within 6 
months of 2015 PFT

14,156 Chest CTs 
performed 7/1/14-

6/30/16

121 (18.5%) patients with ILD 532 (81.5%) patients without ILD 

Age
Gender

Race
BMI

TLC % predicted
FVC % predicted

FEV1 % predicted
DLCO % predicted

Clinical and PFT 
predictors of ILD



Early ILD Detection – PFT
• Predictors of ILD

• Increasing age 
• Increasing FEV1 % predicted
• Decreasing TLC % predicted
• Decreasing DLCO % predicted

• Replicated in 2016 cohort (n=680)

• An ILD risk score using above 
predictors of ILD explained ~80% 
ILD risk

• >3 points has sensitivity and 
specificity of ~75% 

Prospective validation completed January 1, 2018



Early detection is possible…is it necessary? 

Albera et al. ERJ 2016
Kolb et al. Thorax 2016

Without intervention, progression is common in most ILD irrespective of baseline pulmonary function 



Summary

• There is no such thing as “mild ILD”
• Think of these patients as having ILD that you caught in the early stage!

• Early recognition is critical
• Listen for crackles on lung exam (crackles are never normal)
• Screen high risk populations

• Smokers undergoing CT for LCS and other indications
• Patients with DOE, cough undergoing PFT

• Early recognition = earlier diagnosis & earlier treatment
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Thank You!
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