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Case report 1 04/2017

Woman, 63 yr-old, BMI 19 Kg/m2, Caucasian
Administrative employee

Risk factors:
Former smoker (p/yr= 8)
Non specified food allergy
Slight previous birds exposition

Comorbidities:
Nodular tireopathy, GE reflux

Symptoms: 
Exertion dyspnoea in the last three months and 
dry cough

Physical examination:
No Raynaud phonomenon, slight digital
clubbing
Bi-basal inspiratory crackles

Blood gases analysis at rest in ambient air 
pO2 82 mmHg
pCO2 42 mmHg
PH 7.45
HCO3

- 28.5 mmol/L

Spirometry
FVC 1.15 L (59% pred)
FEV1 1.11 L (68% pred)
IT 96.2% 
TLC  1.88 L (60% pred)

CO diffusing capacity
DLCOsb 6.72 ml/min/mmHg (35% pred)
DLCOVA 4.47 ml/min/mmHg (94% pred)

6MWT
Test stopped at 4’ due to severe dyspnoea
Initial O2Sat 96%; final O2Sat 79%
Distance walked 396 m (108% pred)

Blood exams

• Autoimmunity screening: 
negative
• CA 15.3= 48.4 U/ml
• CA 19.9=176.8 U/ml
• NSE= 20.8 ng/ml
• Vitamin D =7.3 ng/ml

Fiberoptic bronchoscopy
(BAL)

• Total cells x105/ml
• Neutrophils 53% (1-2%)
• Eosinophils 7% (0-0.5%)
• Macrophages 35% (75-85)
• Lymphocytes 5% (8-12)
• CD4/CD8: 0.8 (0.8-2)

Echocardiography

• EF 60%
• TAPSE 2.8 cm
• Estimated systolic PAP 35 
mmHg

Nocturnal cardio-respiratory
testing

• positive
• AHI 9.2/h
• ODI 11.1/h
• t90 0%



E.C.
HRCT 2017

Courtesy of Dott. G. Rea, Radiology Monaldi Hospital



Criobiopsy was not indicated as thorax HRCT was diagnostic of UIP definite

Lung transplantation (LT) not indicated due to low bio-umoral conditions + family reasons

MDD: Idiopathic pulmonary fibrosis with associated CT findings highly suggestive of PPFE 

Bridge therapy with an anti-fibrotic drug  and respiratory rehabilitation on hold better 
bio-umoral conditions for LT

Infection prevention (vaccination)

Nutritional status assessment and correction of Vitamin D deficiency

Oxygen supplementation

GE reflux therapy

Clinical and functional monitoring every three months

Management



Case report 2 08/2017

Woman, 44 yr-old, BMI 34.3 Kg/m2, Caucasian
Tipography employee

Risk factors:
No smoker
Active glue exposition for 30 yrs
Atopy

Comorbidities:
Previous hormonal (progesterone) therapy
due to primary sterility

Symptoms: 
Chronic dry cough (last 12 months)

Physical examination:
No Raynaud phonomenon, no digital clubbing
Bi-basal inspiratory crackles

Blood gases analysis at rest in ambient air 
pO2 77 mmHg
pCO2 40 mmHg
PH 7.42
HCO3

- 25.8 mmol/L

Spirometry
FVC 1.62 L (51% pred)
FEV1 1.49 L (55% pred)
IT 92.1% 
RV 0.91 L (56% pred)
TLC  2.38 L (49% pred)

CO diffusing capacity
DLCOsb 12.47 ml/min/mmHg (50% pred)
DLCOVA 5.35 ml/min/mmHg (105% pred)

6MWT
Test stopped at the 2’ due to severe 
dyspnoea
Initial O2 Sat 95%; final O2 Sat 86%
Distance walked 168 m (38% pred)

Blood exams

• Autoimmunity screening: 
negative
• Tumoral markers
screening: negative
• Vitamin D = 6.1 ng/ml

Fiberoptic bronchoscopy
(BAL)

• Total cells 7.7x106/ml
• Neutrophils 23% (1-2%)
• Eosinophils 4% (0-0.5%)
• Macrophages 71% (75-85)
• Lymphocytes 2% (8-12)
• CD4/CD8: 1.2 (0.8-2)

Echocardiography

• EF 60%
• TAPSE 2.0 cm
• Estimated systolic PAPs 20 
mmHg

Nocturnal cardio-respiratory
testing

• negative
• AHI 
• ODI
• t90



F.V.
HRCT 2017

Courtesy of Dott. G. Rea, Radiology Monaldi Hospital



Criobiopsy should be considered with thorax HRCT diagnostic of UIP possible (probable)

Indication of lung transplantation

MDD: Idiopathic pulmonary fibrosis with associated CT findings highly suggestive of PPFE 

Weight correction

Pulmonary rehabilitation 

Bridge therapy with an anti-fibrotic drug

Infection prevention (vaccination)

Nutritional status assessment and correction of Vitamin D deficiency

Oxygen supplementation

GE reflux therapy

Clinical and functional monitoring every three months

Management



Case report 3 06/2018

Man, 82 yr-old, BMI 21 Kg/m2, Caucasian
Post office employee retired

Risk factors:
No smoker
Active wood powders exposition for many
yrs

Comorbidities:
GE reflux
Atrial fibrillation

Symptoms: 
Exertion dyspnoea in the last five months
and dry cough

Physical examination:
No Raynaud phonomenon, digital clubbing
Bi-basal inspiratory crackles

Blood gases analysis at rest in ambient air 
pO2 60 mmHg
pCO2 39 mmHg
PH 7.43
HCO3

- 26.4 mmol/L

Spirometry
FVC 1.21 L (44% pred)
FEV1 1.16 L (57% pred)
IT 95.8% 
RV 0.68 L (26% pred)
TLC  2.10 L (37% pred)

CO diffusing capacity
DLCOsb 4.18 ml/min/mmHg (22% pred)
DLCOVA 2.02 ml/min/mmHg (60% pred)

6MWT
Test stopped at the 2’ due to severe dyspnoea
Initial O2 Sat 92%; final O2 Sat 84%
Distance walked 99 m (35.8% pred)

Blood exams

• Autoimmunity screening: 
negative
• Tumoral markers screening:
• CA-15.3=29 U/l)
• CA-125=94.7 U/l)
• CA-19.9=101.5 U/l 
• Vitamin D = 19.6 ng/ml

Fiberoptic bronchoscopy
(BAL)

• not performed

Echocardiography

• EF 55%
• TAPSE 18 mm
• Estimated systolic PAP 
within the limits

Nocturnal cardio-
respiratory testing

• negative
• AHI  1.9/h
• ODI 6.8/h
• T90 16%



R.G.HRCT 2018

Courtesy of Dott. G. Rea, Radiology Monaldi Hospital



Thorax HRCT was diagnostic of UIP definite
Criobiopsy and lung transplantation were not indicated

MDD: Idiopathic pulmonary fibrosis with associated CT findings highly suggestive of PPFE 

Pulmonary rehabilitation 

Therapy with an anti-fibrotic drug was not indicated

Infection prevention (vaccination)

Correction of Vitamin D deficiency

Oxygen supplementation

GE reflux therapy

Clinical and functional monitoring every three months

Management



What WAS wrong?



Is the CT pattern of PPFE/UIP representative of a disease entity distinct from IPF in 
some cases?

Is such a pattern representative of a distinct phenotype of IPF (more aggressive)?

Should the combination of PPFE/UIP be considered as the pathological
background of a combined syndrome?

Are we going to treat with new anti-fibrotic drugs patients with a fibrotic CT 
pattern until lung transplantation as having IPF?

Open questions



Thank you all for your attention
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