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CPFE, the current

• Emphysema is relatively common in ever-smokers with fILDs. 
Cottin V, et al. Selman M, Inoue Y et al. Am J Respir Crit Care Med Vol 206, Iss 4, pp e7–e41, Aug 15, 2022

76세 남자
Smoking+ Ex
ANA-, ANCA-
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Frequency Estimates of CPFE

Cottin V, et al. Selman M, Inoue Y et al. Am J Respir Crit Care Med Vol 206, Iss 4, pp e7–e41, Aug 15, 2022
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CPFE, the current

• Emphysema is relatively common in ever-smokers with fILDs. 

• Designated combined pulmonary fibrosis and emphysema (CPFE).

Eur Respir J 2005;26:586–593, Chest2009;136:1–2

• CPFE is characterized by the presence of emphysema and interstitial 

fibrosis, with a wide variety of appearances on chest HRCT

Cottin V, et al. Selman M, Inoue Y et al. Am J Respir Crit Care Med Vol 206, Iss 4, pp e7–e41, Aug 15, 2022
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Imaging features of CPFE vary
in both fILD and emphysema
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Definitions Used by Studies

Cottin V, et al. Selman M, Inoue Y et al. Am J Respir Crit Care Med Vol 206, Iss 4, pp e7–e41, Aug 15, 2022
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CPFE, the current

• Emphysema is relatively common with fILDs. 

• Designated combined pulmonary fibrosis and emphysema(CPFE). 

• The lack of consensus over definitions and diagnostic criteria has limited CPFE 

research.

• Poorly understood

• The clinical significance

- Concerns in drugs for fILD including IPF (antifibrotics), COPD (bronchodilators) 

- Prognosis

Cottin V, et al. Selman M, Inoue Y et al. Am J Respir Crit Care Med Vol 206, Iss 4, pp e7–e41, Aug 15, 2022
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• No consensus exists on whether CPFE is a syndrome or 
a distinct entity

CPFE, the current

Cottin V, et al. Selman M, Inoue Y et al. Am J Respir Crit Care Med Vol 206, Iss 4, pp e7–e41, Aug 15, 2022

*Syndrome: 
a cluster of clinical and radiologic manifestations with clinically relevant implications and/or major 

pathogenetic significance

*Distinct disease
a single biologically (clinical & pathologic) unique entity distinct from both IPF and emphysema 
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IJCOPD 2019:14 2873–2883

MetS was defined on the basis of the presence of ≥3 of the following factors:

⚫Abdominal circumference >90 cm for men and >85 cm for women

⚫↑ TG(≥1.7 mmol/L, or drug); 

⚫↓ HDL-C (<1.0 mmol/L for men or <1.3 mmol/L for women, or drug);

⚫↑ BP(≥130 mmHg systolic or ≥85 mmHg diastolic, or drug HTN; 

⚫↑ fasting plasma glucose (≥5.6 mmol/L, or drug DM).

fILD+Emphysema

CPFE a syndrome or a disease
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78세 남자

• DOE MMRC II, 

• 60갑년, EX , 섬유공장운영

• ANA-, ANCA-

FEV1/FVC FVC, L % pred FEV1, L % pred DLCO

2020.03 70 93 3.52 101 2.47 50

2020.09 71 109 4.05 118 2.88 70

2021.02 70 108 4.05 117 2.82 66

2021.08 72 101 3.77 113 2.72 56

2022.10 73 102 3.77 119 2.77 63

2023.04 75 100 3.68 118 2.75 5511



Exposures and Etiologies associated with CPFE

판매

1분기 2분기

Cottin V, et al. Selman M, Inoue Y et al. Am J Respir Crit Care Med Vol 206, Iss 4, pp e7–e41, Aug 15, 2022

73%~100%

549

58

성비, n, CPFE

남자 여자

98

흡연력 %, CPFE

흡연력+ 비흡연

N=607

98%

N=607
N=607

CHEST 2012; 141(1):222–231 

IJCOPD 2021; 16: 167–177.

72.8

27.2

흡연력%, IPF

흡연력 비흡연
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판매

1분기 2분기 3분기 4분기

Exposures and Etiologies associated with CPFE

in nonsmokers,

42

58

흡연력, SS, %

흡연 비흡연

Cottin V, et al. Selman M, Inoue Y et al. Am J Respir Crit Care Med Vol 206, Iss 4, pp e7–e41, Aug 15, 2022 13



BMC Pulm Med. 2013 May 22;13:31
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Autoantibodies in patients with CPFE
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Mean?



Exposures and Etiologies associated with CPFE

not well understood

Cottin V, et al. Selman M, Inoue Y et al. Am J Respir Crit Care Med Vol 206, Iss 4, pp e7–e41, Aug 15, 2022 15



Main Characteristics of Pulmonary Function of CPFE

Cottin V, et al. Selman M, Inoue Y et al. Am J Respir Crit Care Med Vol 206, Iss 4, pp e7–e41, Aug 15, 2022

Underdiagnosis of chronic 
lung disease

《

16



Am J Respir Crit Care Med. 2017 Nov 1;196(9):1162-1171.

= 91.0-[0.533Xpercent predicted
FVC]-[0.653Xpercent predicted DLCO]+
[0.343Xpercent predicted FEV1]
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Marker of CPFE progression



75세, 여자

FEV1/FVC FVC, L % pred FEV1, L % pred DLCO

2022.06 83 69 1.73 82 1.44 54

2022.09 86 60 1.49 73 1.28 54

RF+, ANA+ 1:80 
Smoking+ Ex. 

18



60세 남자
• Never smoker

• 지하철 지하 사무실 근무

• ANA-, ANCA-

DOE FEV1/FVC FVC, L % pred FEV1, L % pred DLCO

2021.08
LAMALABA 처방

III 80 42 2.12 44 1.70 50

2021.09 II 83 49 2.47 54 2.06 57

2022.03 80 50 2.50 52 1.99 60

2022.10 78 53 2.65 55 2.08 59

pfNSIP
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65세 남자

• Smoking+, current  90pyrs

• ANA+1:40, ANCA-

DOE FEV1/FVC FVC, L % pred FEV1, L % pred DLCO

2020.12
LAMALABA처방

III 69 86 3.56 79 2.44 72

2021.10 I~II 71 87 3.58 82 2.54 61

2022.06 73 83 3.40 82 2.49 61
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CPFE, monitoring

• CPFE should be monitored using a combination of clinical, 

imaging, and multiple functional parameters, with less 

emphasis on FVC trends than in the monitoring of ILD 

without concurrent emphysema

Cottin V, et al. Selman M, Inoue Y et al. Am J Respir Crit Care Med Vol 206, Iss 4, pp e7–e41, Aug 15, 2022
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• 68세 남자
• Lower UIP
• Upper centrilobular 
emphysema

• Smoking+ ex

FEV1/FVC FVC, L % pred FEV1, L % pred DLCO

2021.02 71 98 4.15 100 2.94 63

2021.07 66 95 4.02 91 2.65 52

2022.01 68 101 4.25 99 2.88 65

2022.07 64 92 3.87 86 2.49 66
22

CPFE? 
-Extent
-Quantification



CPFE, Imaging Features

Traction emphysema>2.5 cm

조직병리학적 정의의 부족
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Distinguish IPF from CPFE

Eur Radiol Exp. 2020 Nov 3;4(1):61

late gadoliniumenhanced MRI

Fibrosis  vs. Emphysema

Thorax 2019;74:611–619

Nat Methods. 2021 Dec;18(12):1532-1541Hierarchical phase-contrast tomography (HiP-CT) 24



CPFE, Pathology Features

• No criteria for establishing a diagnosis of CPFE on the basis 
of histopathological findings alone. 
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CPFE, Comorbidity

• PH 15~55% severe than IPF or COPD

• Lung Ca. 2-52%, OR 2.37 than IPF
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CPFE, Mortality

27

HR 5.10 



Proposed definitions

“CPFE–IPF,” or “CPFE–radiologic UIP,” or 

“CPFE–histologic NSIP,” or “CPFE–radiologic SRIF”) or 

the underlying disease when known (e.g., “CPFE–fHP” or “CPFE–RA”) 
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Summary

• Current: It is reasonable that “CPFE is a syndrome” 

- Diagnosis, Management, and Researches can be definite

- Comorbidities (PH, LC), Poor outcomes (>Fibrosis, Emphysema)

- Cannot be monitored with FVC, FEV1……. 

• Future: Can be a disease entity?

• Management with antifibrotics and bronchodilators

• Future studies will be needed. 
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경청해주셔서 감사합니다.
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