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▸Aggiornamento sulla base di un confronto ATS 2011 e Linee Guida 
Fleischner 2018.

▸ Forte bisogno di MDD

▸Malattia emergente in cui la diagnosi radiologica è fondamentale

▸Necessaria integrazione CLINICA-RADIOLOGICA



COSA E’ L’IPF

INQUADRAMENTO CLINICO
▸ Specifica forma CRONICA, PROGRESSIVA di pneumopatia fibrosante da causa sconosciuta

▸ Uomo adulto > 60 aa

▸ Dispnea insidiosa ed ingravescente, tosse, clubbing

▸ Prognosi infausta a causa di diagnosi clinica errata (COPD, asma, polmonite)

• Escludere altre cause di IPF

• Anamnesi lavorativa-occupazionale

• Storia di fumo

• Parametri di laboratorio per escludere malattie reumatologiche

• Anamnesi farmacologica

• Analisi genetiche



COSA E’ L’IPF

INQUADRAMENTO RADIOLOGICO: HRTC

▸ 4 pattern radiologici

▸ 90-100% VPP

UIP Probable UIP Alternative 
diagnosis

Indeterminate 
for UIP



HRTC: UIP PATTERN

• Predominantly subpleural and basal
• Distribution is often heterogeneous and occasionally diffuse or asymmetrical
• Honeycombing, with or without peripheral traction bronchiectasis or bronchiolectasis, must be 

present for a definite HRCT diagnosis of UIP
• Mild GGO associated with reticular pattern. Pulmonary ossification may be present

HONEYCOMBING: Cisti da bronchiolo-ostruzione, generalmente disposte in 
più strati, con parete spessa e ben definita. DDF: bronchiectasie da trazione.



UIP PATTERN

• Uomo, 65anni

• Ex fumatore (1pack/die x 25 
yrs)

• Ex vigile del fuoco, nega 
esposizione a farmaci ed 
allergeni

• Nega familiarità

• Autoimmunità negativa

• Esordio con dispnea da 
sforzo



UIP PATTERN



UIP PATTERN



HRTC:  UIP PROBABLE

• Predominantly subpleural and basal
• Often heterogeneous distribution
• Reticular pattern with peripheral traction bronchiectasis or bronchiolectasis
• May have mild GGO

Reticular pattern: ispessimento dei setti, nel caso della fibrosi è fine ed irregolare, a 
differenza delle quello delle malattie interstiziali non fibrotiche in cui i setti sono più 
spessi e regolari

Traction bronchiectasis: dilatazione irregolare dei bronchi o dei bronchioli causata da 
retrazione fibrotica del parenchima. 



UIP PROBABLE

• Donna, 52 anni

• Familiarità per IPF

• Infermiera. Nega 
esposizione a sostanze 
tossiche, allergeni, 
farmaci, nega fumo

• Autoimmunità negativa

• Asintomatica



UIP PROBABLE



HRTC: UIP INDETERMINATE

• Predominantly subpleural and basal
• Subtle reticulation
• Mild GGO or distortion may be present
• The CT features and/or the distribution of lung 

fibrosis do not suggest any specific etiology (‘truly 
indeterminate’)



UIP INDETERMINATE

• Donna, 72 anni

• Casalinga, nega esposizione a 
sostanze tossiche, allergeni, 
farmaci, nega fumo

• Nega familiarità

• Autoimmunità negativa ad 
eccezione di fattore reumatoide 
debolmente positivo

• Esordio con febbricola e tosse 
resistente a terapia antibiotica



UIP INDETERMINATE



HRTC: NON UIP/ ALTERNATIVE DIAGNOSIS

Other:

• Pleural plaques (consider asbestosis)
• Dilated esophagus (consider CTD)
• Distal clavicular erosions (consider 

RA)
• Extensive lymph node enlargement 

(consider other etiologies)
• Pleural effusions, pleural thickening 

(consider CTD/drugs)

CT features:
• Cysts
• Marked mosaic attenuation
• Predominant GGO
• Profuse micronodules
• Centrilobular nodules
• Nodules
• Consolidation

Predominant distribution:
• Peribronchovascular
• Perilymphatic
• Upper or mid lung



ALTERNATIVE DIAGNOSIS



Diagnostic algorithm for IPF

Patient 
suspected 
to have IPF

Potential 
causes/ 

associated 
condition

Not IPF

UIP

Further 
evaluation 
(including 

HRCT)

Yes

No

Yes

No

Chest 
HRCT 
pattern

Probable UIP, 
indeterminate, 

alternative 
diagnosis

IPF

MDD

Alternativ
e 

diagnosis

BAL

Surgical 
lung 

biopsy*

MDD

Specific 
diagnosis

Excluding other causes of ILD HRCT patterns
Patients categorized as probable UIP, 
indeterminate for UIP or alternative 
diagnosis at HRCT

Presenter
Presentation Notes
Explanation of the diagnostic algorithm for IPF Patients with suspected IPF (ie aged >60 years, unexplained symptomatic or asymptomatic bilateral pulmonary infiltrates on a chest radiograph or CT scan, bibasilar inspiratory crackles), unexplained dyspnea on exertion, and/or cough with evidence of ILD should be clinically assessed for potential causes of ILD eg environmental exposures at home or work, CTD or drug toxicity. People aged 40–60 years, at risk of familial pulmonary fibrosis can occasionally present with comparable clinical scenarios.If a potential cause for ILD is found, the patient should undergo a thorough evaluation to confirm or exclude other known causes, such as hypersensitivity pneumonitis, CTD, pneumoconiosis, and iatrogenic causes (eg drug toxicity, irradiation).If no specific diagnosis is made or no potential cause for ILD is identified, the patient will undergo chest HRCT to identify UIP patterns. Along with the HRCT scans, supporting clinical features will also be discussed by a multidisciplinary group to support or deny a diagnosis of IPF and decide on the next diagnostic steps.A surgical lung biopsy and cellular analysis of BAL can also help in the diagnosis of IPF, with results again analyzed through multidisciplinary discussion.A confident IPF diagnosis can be made with the appropriate combination of HRCT patterns and histopathological patterns.*Surgical lung biopsy is not suitable for all patients, including those at high risk for intra-, peri-, or postoperative complications and may be unnecessary in some familial cases.BAL, bronchoalveolar lavage; CT, computed tomography; CTD, connective tissue disease; HRCT, high-resolution computed tomography; ILD, interstitial lung disease; IPF, idiopathic pulmonary fibrosis; MDD, multidisciplinary discussion; UIP, usual interstitial pneumoniaReferenceRaghu G et al. Am J Respir Crit Care Med 2018;198:e44–e68 



TERAPIE
Agent 2015 guidelines

Nintedanib Conditional recommendation for use*

Pirfenidone Conditional recommendation for use*

Anticoagulation (warfarin) Strong recommendation against use*

Combination prednisone + azathioprine + N-acetylcysteine Strong recommendation against use†

Selective endothelin receptor antagonist (ambrisentan) Strong recommendation against use†

Imatinib, a tyrosine kinase inhibitor with one target Strong recommendation against use*

Dual endothelin receptor antagonists (macitentan, bosentan) Conditional recommendation against use†

Phosphodiesterase-5 inhibitor (sildenafil) Conditional recommendation against use*

Antiacid therapy Conditional recommendation for use‡

N-acetylcysteine monotherapy Conditional recommendation against use†

Antipulmonary hypertension therapy for idiopathic pulmonary fibrosis-associated pulmonary hypertension Reassessment of the previous recommendation was deferred

Lung transplantation: single vs bilateral lung transplantation Formulation of a recommendation for single vs bilateral lung transplantation was deferred

Importanza di conoscere quali sono i farmaci fortemente 
SCONSIGLIATI, come Prednisone, Azatioprina, N-acetilcisteina.



TAKE HOME MESSAGE
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