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We find it problematic …

➢ a 30-year-old woman with keratoconjuctivitis sicca and 

a positive anti-Ro antibody  : Sjögren syndrome

➢ a 30-year-old woman with a positive anti-Ro antibody 

+ biopsy proven NSIP with organizing pneumonia, 

lymphoid follicles with germinal centers, extensive 

pleuritis, and dense perivascular collagen 

:  idiopathic ILD

Fischer et al. CHEST 2010; 138(2):251–256



The problem is

➢ There was unanimous agreement that some patients 

diagnosed with an IIP have clinical, serologic or 

morphologic features that suggest the presence of a 

systemic autoimmune process but do not meet 

diagnostic criteria for a defined CTD. 

Fischer et al. CHEST 2010; 138(2):251–256



A new term is needed

➢ Previously published terms describing this patient 

group, including broad and strict forms of UCTD-ILD, 

lung-dominant CTD and autoimmune-featured ILD, 

should be abandoned and replaced with consensus-

derived nomenclature.

Fischer et al. CHEST 2010; 138(2):251–256



Assayag et al. Respiratory Medicine 109 (2015) 1326-1331



Assayag et al. Respiratory Medicine 109 (2015) 1326-1331

Survival by criteria





Classification criteria of interstitial pneumonia 
with autoimmune features

1. Presence of an interstitial pneumonia (by HRCT or surgical lung 

biopsy), and

2. Exclusion of alternative aetiologies, and

3. Does not meet criteria of a defined connective tissue disease, and

4. At least one feature from at least two of these domains:

A. clinical domain

B. serological domain

C. morphological domain



A. Clinical domain

1. Distal digital fissuring (i.e. “mechanic’s hands”)

2. Distal digital tip ulceration

3. Inflammatory arthritis or polyarticular morning stiffness ⩾60 min

4. Palmar telangiectasia

5. Raynaud’s phenomenon

6. Unexplained digital oedema

7. Unexplained fixed rash on the digital extensor surfaces (Gottron’s

sign)



B. Serological domain

1. ANA ⩾1:320 titre, diffuse, speckled, homogeneous patterns or any titre for 
nuclear and centromere pattern

2. Rheumatoid factor ⩾2× upper limit of normal

3. Anti-CCP

4. Anti-dsDNA

5. Anti-Ro (SS-A)

6. Anti-La (SS-B)

7. Anti-ribonucleoprotein

8. Anti-Smith

9. Anti-topoisomerase (Scl-70)

10. Anti-tRNA synthetase (e.g. Jo-1, PL-7, Pl-12, EJ, OJ, KS, Zo, tRS)

11. Anti-PM/Scl

12. Anti-MDA-5



C. Morphological domain



K. Ahmad et al.  Respiratory Medicine 123 (2017) 56-62

Frequency of autoimmune features



Canestaro et al. CHEST 2016; 149(3):756-766
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What is the truth?



Common pathway 
of fibrosis 

Pirfenidone
Nintedanib



Dai et al. Clinical Rheumatology (2018) 37:2125–2132

Incidence of IPAF

(12% of IIP or UCTD-ILD, 7% of ILD)



Vij et al.CHEST 2009; 136:23–30

Differences Between IPAF and other ILDs



Song et al.CHEST 2009; 136:23–30

Pathologic and Radiologic Differences 
Between Idiopathic and CTD-UIP



Dai et al. Clinical Rheumatology (2018) 37:2125–2132

Differences Between IPAF and other ILDs



Chartrand et al. Respiratory Medicine 119 (2016) 150-154

Prognosis of IPAF - FVC



Kelly et al. Respirology (2018) 23, 600–605

IPAF non-UIP

IPAF UIP

IPF

Prognosis of IPAF – Survival (1)

P<0.0001

P=0.0418

P=0.08



Oldham et al. Eur Respir J 2016; 47: 1767–1775

Prognosis of IPAF – Survival (2)
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P=0.05

Prognosis of IPAF – Survival (3)



Graney et al. ANNALSATS Articles in Press 



Does same survival mean same disease?

Landes et al. BMC Surgery 2010, 10:17



Same diseases? Different diseases?



IPAF should be considered as a 
Distinct Phenotype 

Because of 

- Clinical, serologic, morphologic difference

- Possible differences in prognosis and 

treatment 



Graney et al. ANNALSATS Articles in Press 

IPAF sits between the IIPs and CTD-ILDs
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