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      The overlap in longitudinal disease behavior between  

IPF and other  progressive fibrotic disorders . 



Am J Respir Crit Care Med 2011; 183: 788-824 
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Am J Respir Crit Care Med 2018; 198:  Sept 1st. 



ATS/ERS/JRS/ALAT Diagnosis of IPF Guidelines-2018 



GUIDELINES ATS 2018  

Am J Respir Crit Care Med 2018; 198:  Sept 1st. 

ΕΡΩΤΗΣΕΙΣ-ΠΡΟΤΑΣΕΙΣ ΟΔΗΓΙΩΝ 
 
• ΓΕΝΙΚΕΣ-MOTHERHOOD 

 
• EVIDENCE BASED  
 





The new guidelines for IPF diagnosis 

(ATS/ERS/JRS/ALAT 2018)  

Committee decision after voting 

Strong for 
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Strong against 

Conditional against 
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Διαφορετικές επιλογές θα είναι κατάλληλες για  

διαφορετικούς ασθενείς, και πρέπει να βοηθήσεις 

 τον κάθε ασθενή να αποφασίσει ανάλογα με τις  

αξίες του και τις προτιμήσεις του. 

Ο γιατρός αναμένεται να αφιερώσει περισσότερο χρόνο

 με τους ασθενείς προκειμένου να αποφασίσουν.  
 



DEFINITION 

• IPF is a specific form of chronic, progressive, 
fibrosing interstitial pneumonia of unknown cause.  

• It occurs primarily in older adults, is limited to the 
lungs, and is defined by the histopathologic and/or 
radiologic pattern of UIP.  

• It should be considered in all adult patients with 
unexplained chronic exertional dyspnea, cough, 
bibasilar inspiratory crackles, and/or digital 
clubbing, that occur without constitutional or other 
symptoms that suggest a multisystem disease. 

Am J Respir Crit Care Med 2018; 198:  Sept 1st. 
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DIAGNOSTIC APPROACH OF IIPs 
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other exam 

Suspicion of 
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HRCT 

POSSIBLE IIP 

 History, physical exam, serology, PFTs, CXR  
 

UIP NSIP RB-ILD DIP AIP COP RARE Non-

classified 

Surgical biopsy 

 
NOT IIP 

e.g, CTD-ILD, drug-induced ILD, environmental 
ILD.   



HISTORY 

• AGE     (>50 years) 

• GENDER     (male>female) 

• SMOKING  (frequently) 

• DRUGS    (exclude) 

• Sx DURATION (months-years) 

• EXPOSURE (organic/inorganic dust) 

•  FAMILIAL PULMONARY FIBROSIS (5-8%) 

Am J Respir Crit Care Med 2018; 198:  Sept 1st. 
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Digital clubbing 

 

 
 
 

> 50% OF THE PATIENTS 



Fine end inspiratory basal crackles  (velcro). 
Λεπτοί τελοεισπνευστικοί μη μουσικοί ρόγχοι 



For internal use only. Strictly confidential. Do not copy, detail, or distribute externally. 

How Does the Digital Stethoscope Work? 

26 

AI analyses the sound 
and shows the results 
on apps 

LiPo Rechargeable 
Battery 

BLE 5 
iOS & Droid 

1-Button 
User Interface 

  
100 hours  
between  
charges 

Send lung sound to apps  



For internal use only. Strictly confidential. Do not copy, detail, or distribute externally. 

Digital Auscultation Aids 

Data 
sources 

Patient demographics 
Medical  
history 

Patient-reported 
symptoms 

Lung auscultation 
(4-6 points) 

Probabilistic scores for  
all compatible diagnostic hypotheses 

Pulmonary fibrosis, COPD, asthma, CHF, etc… 

http://www.google.co.jp/url?sa=i&rct=j&q=&esrc=s&source=images&cd=&cad=rja&uact=8&ved=2ahUKEwjDyLup9qDdAhWHJlAKHQZhCwgQjRx6BAgBEAU&url=http://news.livedoor.com/article/detail/9631779/&psig=AOvVaw1GcuKaPCnfdptAkLa90pk9&ust=1536135894588711
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Serologic Tests Can Help  
Identify Other Conditions 

 

Connective tissue 
diseases 

 
Hypersensitivity panel 
(if exposure history) 
 

Hypersensitivity 
pneumonitis 

 

ANA, RF & anti-CCP (ERS/ATS guidelines) 
CK and aldolase 
Anti-myositis panel with Jo-1 antibody 
ENA panel 

– Scl-70, ACA 
– Ro (SSA), La (SSB) 
– MPO/PR3 (ANCA) 
– Smith, RNP 
– ESR, CRP 

ATS/ERS/JRS/ALAT Statement. Am J Respir Crit Care Med. 2011 & 2018. 



Positive autoantibodies were found in 22% of patients with IPF and 21% 

of healthy controls. There were no differences in the types of 

autoantibodies found between patients with idiopathic pulmonary fibrosis 

and healthy controls. 
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DIAGNOSTIC APPROACH OF IIPs 

Definite IPF in HRCT with 
compatible clinical 

picture 

TBB /BAL? 

Atypical clinical 

 or HRCT picture 

NON 

DIAGNOSTIC 

Findings diagnostics of 

other ILD, e.g., 

Histiocytosis. 

TBB, BAL or  

other exam 

Suspicion of 

other ILD 

HRCT 

POSSIBLE IIP 

 History, physical exam, serology, PFTs, CXR  
 

UIP NSIP RB-ILD DIP AIP COP RARE Non-

classified 

Surgical biopsy 

 
NOT IIP 

e.g, CTD-ILD, drug-induced ILD, environmental 
ILD.   







• CRITERIA ARE PRESENTED TO ESTABLISH CONFIDENT 
AND WORKING DIAGNOSIS OF IPF.  

• IF A DIAGNOSTIC TISSUE IS NOT AVAILABLE, A 
WORKING DIAGNOSIS OF IPF COULD BE MADE 
AFTER A CAREFUL MDD. 

• ALL PATIENTS  ESPECIALLY THOSE WITH A WORKING 
DIAGNOSIS SHOULD HAVE THIS DIAGNOSIS 
REVIEWED AT REGULAR INTERVALS. 



FLEISCHNER society 2017 white paper 
     Diagnostic criteria for IPF. Lancet RM 2017   

• HRCT categories 
• Typical UIP 

• Probable UIP (“possible” in ATS/ERS 2011) 

• Indeterminate for UIP 

• Consistent with alternative  diagnosis (inconsistent with 
UIP) 

• Histopathologic categories 
• UIP 

• Probable UIP 

• Indeterminate for UIP 

•  Consistent with alternative  diagnosis 

 



V. Tzilas, D. Valeyre, A. Tzouvelekis,*D. Bouros 

 

 

 

 

 

 

 

 

 

 







Probable UIP has high positive predictive value for IPF 







Inconsistent With UIP 

Slide courtesy D BOUROS 
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Diagnosis of IPF- 2018 guidelines 

NO 



Diagnosis of IPF- 2018 guidelines 



Diagnosis of IPF. 2018 guidelines 

BIOMARKERS 

(ATS/ERS/JRS/ALAT 2018)  
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FLEISCHNER society 2017 white paper 
Diagnostic criteria for IPF. Lancet RM 2017   



Video-Assisted  
Thoracoscopic  

Surgery  

VATS 



Histologic criteria of UIP 



VATS biopsy shows UIP: heterogeneous appearance with alternating areas of normal 

lung, interstitial inflammation, fibrosis, fibroblastic foci and honeycomb change. 

BOUROS D. Editorial. Lancet 2009;374:180-182 



UIP-IPF 
NSIP 

COP 

AIP 

 

LIP 
 

RB-ILD 
 

 

DIP 

 

KNOWN ETIOLOGY 

CVD-PF, DRUGS,  

HP, Asbestosis etc 

Most UIPs are “IPF”, ALL UIPs ARE NOT IPF 

USUAL INTERSTITIAL PNEUMONIA AND  
IDIOPATHIC PULMONARY FIBROSIS 

Slide courtesy  

of Demosthenes Bouros 



      POINTING TO ANOTHER DIAGNOSIS 



No fibroblastic foci /  honeycomb 

Possible UIP pattern 

Courtesy R. Trigidou 





Diagnosis of IPF  

Diagnosis of IPF requires the following: 
 

1. Exclusion of other known causes (e.g., 
domestic and occupational environmental 
exposures, CTD, drug toxicity),  
 and either #2 or #3: 

2. The presence of the HRCT pattern of UIP  
3. Specific combinations of HRCT and 

histopathology patterns   

(ATS/ERS/JRS/ALAT 2018)  



D. BOUROS et al. LANCET RM 2018 



clinician 

pathologist (radiologist behind the camera)…. 

Diagnosis of IPF- 2018 guidelines 



Approach to the Diagnosis of IPF 

Clinical 

• History 

• Physical 

• Laboratory 

• PFTs 

 

Primary care 

 physicians 
Pneumonologist Radiologist Pathologist 

Multidisciplinary discussion 

GOLD STANDARD 

Radiology 

 

• Chest X-ray 

• HRCT 

Pathology 

 

• Surgical lung biopsy 

REFERENCE CENTER 



HRCT 

BIOPSY 

MD/R 

BrainNet allows collaborative problem-solving using direct brain-to-brain communication. 

The first “social network” of brains lets three people transmit thoughts 

to each other’s heads 



PARTHENON-ACROPOLIS 



QUESTIONS? 


