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Introduction Studies have suggested that lung cancer is more
common in people with idiopathic pulmonary fibrosis (IPF).
However, there is limited information on the risk of lung cancer
in individuals with connective tissue disease associated pulmo-
nary fibrosis (CTD-PF). The aim of this study was to compare
the incidence of lung cancer in people with IPF and CTD-PF
with that of the general population.
Methods Using electronic primary care records from The Health
Improvement Network (THIN), we identified incident cases of
IPF and CTD-PF between 2000 and 2011. For every case of IPF
or CTD-PF, up to 4 general population controls matched on
age, sex and general practice were randomly selected. We con-
ducted a matched cohort analysis to estimate rate ratios for lung
cancer in cases of IPF and CTD-PF compared with matched con-
trols, adjusting for smoking habit.
Results Our study population consisted of 3266 incident cases of
IPF, 494 cases of CTD-PF and 14,463 matched general population
controls. The majority (64.1%) of people with IPF were male, while
most (55.3%) of those with CTD-PF were female. Individuals with
CTD-PF were also younger at time of diagnosis compared to people

with IPF (mean age at diagnosis 69.0 vs. 74.2 years; p < 0.001).
The median follow up time for our study population was 3.1 years
(Interquartile range [IQR] 1.3 to 5.6). During this time 80 (2.5%)
individuals with IPF, 9 (1.8%) with CTD-PF and 149 (1.0%) con-
trols were diagnosed with lung cancer. After adjusting for smoking
and the matching factors, the incidence of lung cancer was higher in
people with IPF (Rate Ratio [RR] 3.61, 95% Confidence Interval
[CI] 2.44 to 5.34) and CTD-PF (RR 2.35, 95% CI 0.78 to 7.09; p
value for trend=0.013) compared to the controls (see Figure 1).
Conclusion Individuals with IPF and CTD-PF are at an
increased risk of lung cancer, which cannot be fully explained by
smoking habit. With the increasing use of new therapies that
may prolong the median survival in individuals with lung fibro-
sis, our findings raise the possibility these patients may represent
a suitable population for lung cancer screening.
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Background Diffuse alveolar haemorrhage (DAH) is a poten-
tially fatal complication of the systemic vasculitides and may
present directly to the intensivist as a severe acute respiratory
distress syndrome (ARDS) with reported mortality of 12- 60%.
Whilst a severe respiratory failure (SRF) therapy strategy incor-
porating extracorporeal membrane oxygenation (ECMO)
improves outcomes in ARDS, use of ECMO in DAH is often
considered to be relatively contraindicated due to the require-
ment for systemic anticoagulation.
Methods We present a case series of 4 patients with DAH due
to underlying ANCA-associated vasculitides managed by a stand-
ardised diagnostic pathway and ARDS treatment algorithm in a
single, UK SRF centre, since 2012. We analysed the Extracorpor-
eal Life Support Organisation (ELSO) database and report on
the current international experience of DAH and ECMO.
Results The case series is described in Table 1. Median Lung
Injury Score was 3.5. All patients received ECMO (median dura-
tion 8 days) and all received immunosuppression. One patient
received normal heparin protocol to target APTTr 1.5–2 whilst
two patients had 48 h of ECMO with no heparin followed by
targeted sub-therapeutic low dose heparin. ICU survival was
100% and six month survival was also 100%. There were no
exacerbations of pulmonary haemorrhage, no new events of
extra-pulmonary haemorrhage and no clotting complications.

Abstract P277 Figure 1 Cumulative incidence of lung cancer in
people with IPF, CTD-PF and matched controls

Abstract P278 Table 1

Gender Age (years) Diagnosis

Lung Injury

Score

Duration MV before

referral (days)

Respiratory support

(duration in days)

ECMO

complications Treatment

Predicted ICU

mortality (APACHE II)

ICU survival

(LOS in days) 6 month survival

Male 73 GPA

3.5

1 VV-ECMO (8) Nil PEx, MEP, HD, CYC 53.3% Yes (17) Yes

Male 61 GPA 3.5 3 VV-ECMO (8) Nil PEx, MEP, CYC 29.2% Yes (14) Yes

Female 21 MPA TBC TBC VV-ECMO (6) Nil PEx, MEP, Rtx TBC Yes (15) TBC

Male 46 GPA 3.25 1 VV-ECMO (5) Nil PEx, MEP, HD, CYC 35.5% Yes (21) Yes

MV, mechanical ventilation; LOS, length of stay; GPA, Granulomatosis and Polyangiitis (Wegener’s Granulomatosis); MPA, Microscopic Polyangiitis; PEx, Plasma exchange; MEP, methylpredniso-
lone; HD, Continuous veno-venous haemodialysis; CYC, Cyclophosphamide; Rtx, Rituximab; TBC, to be confirmed.
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ELSO The ELSO database contains 78 patients (adult, 59;
paediatric, 19) with pulmonary vasculitides who received
ECMO. 43 had a diagnosis of Granulomatosis and Polyangiitis
(GPA), whereas the remaining diagnoses included hypersensitiv-
ity angiitis, Goodpasture’s syndrome and thrombotic microangi-
opathy. The median age was 23 yrs (IQR 16–47). The median
duration of ECMO was 190hrs (IQR 146–282) and ICU survival
was 82%. Twelve patients (15%) were reported to have throm-
botic ECMO circuit complications.
Conclusion In this case series, ECMO offers an excellent sur-
vival rate in SRF due to ANCA-associated DAH. ELSO registry
data supports this, suggesting that ECMO should be considered
as supportive therapy in DAH with SRF not responsive to con-
ventional therapy.
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Background Nintedanib, an intracellular inhibitor of tyrosine
kinases, is in development for the treatment of idiopathic pulmo-
nary fibrosis (IPF). The INPULSIS™ trials were two replicate 52-
week, randomised, double-blind, placebo-controlled Phase III tri-
als that investigated the efficacy and safety of nintedanib 150 mg
twice daily in 1066 patients with IPF. Declines in forced vital
capacity (FVC)% predicted of >5% and >10% in patients with
IPF have been proposed as indicators of disease progression and
have been associated with reduced survival.
Aim To determine the effect of nintedanib on changes in FVC%
predicted in the INPULSIS™ trials.
Methods The proportions of patients with absolute and relative
declines in FVC% predicted of >5% and >10% at week 52 in
each INPULSIS™ trial were determined in a post-hoc analysis.
Results In each trial, a significantly greater proportion of
patients in the placebo group had an absolute decline in FVC%
predicted of >5% compared with the nintedanib group. In
INPULSIS™-1, a significantly greater proportion of patients in
the placebo group had an absolute decline in FVC% predicted
of >10% compared with the nintedanib group; the difference
between groups in INPULSIS™-2 was numerically in favour of
nintedanib but did not reach statistical significance. In each trial,
significantly greater proportions of patients in the placebo group
had relative declines in FVC% predicted of >5% and >10%
compared with the nintedanib group.
Conclusion In the INPULSIS™ trials, nintedanib reduced the
proportion of patients with IPF who experienced disease pro-
gression as measured by categorical FVC decline.
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Introduction and objectives From September 2011 to May
2013, pirfenidone was available in the UK in a named patient
programme (NPP). We present results from an extension to a
previous real-world study (Parfrey et al. Abstract S98, BTS Win-
ter Conference 2012) now including longer follow-up and all
patients enrolled in the pirfenidone NPP from 4 centres.
Methods Four centre, retrospective, cohort review of patient
outcomes in the 24 months following pirfenidone initiation in
the NPP. Discontinuation data were separately collected for all
patients prescribed pirfenidone at the Brompton between Sept
2011 and May 2014.
Results Two hundred and eighteen eligible patients have been
identified. Demographic data have been collected for 124
patients (78% male) and outcome data at 12 months from 58
patients. Mean (±S. D.) age at diagnosis was 67.1(± 8.1) years.
Mean time from diagnosis to pirfenidone initiation was 27.7
(± 30.6) months. At pirfenidone initiation, mean FVC was 69.3
(±18.9)% predicted (with 27 (22.0%) patients having FVC
>80% predicted); DLco was 40.3(± 13.8)% predicted. Follow-
ing a 14-day titration period, 53 (93%) patients were receiving
the recommended dose of 2403 mg/day pirfenidone. At 6 and
12 months; 47 (81%) and 44 (76%) patients continued to
receive pirfenidone.

187 patients have been prescribed pirfenidone at the Bromp-
ton since Sept 2011. At 10 months following initiation 18.5% of
these have discontinued pirfenidone with no further discontinua-
tions beyond this time. For patients in the NPP with available
paired baseline and 6 or 12 month FVC, mean decline in FVC%
predicted over first 6 months of pirfenidone treatment was 3.2
(± 7.9)%; over first 12 months 1.6(±12.0)%. One patient’s
FVC% predicted declined >10% in the first 12 months of treat-
ment. Mean decline in DLco% predicted over first 6 months
from pirfenidone initiation was 9.1(± 14.7)%; over first 12
months’ treatment, 7.0(± 17.2)%.
Conclusions The high proportion of patients remaining on pir-
fenidone at 12 months suggests it is well tolerated and any toler-
ability issues tend to occur early in treatment. Lung function is
largely preserved at 12 months following pirfenidone initiation.
Longer-term observation of lung function and clinical outcomes
will continue to determine the real-world benefits of
pirfenidone.
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Introduction ED admissions are ‘teachable moments’ to offer
cessation advice to smokers. In this study, smoking prevalence
and stop smoking interventions were investigated in patients
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