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EDITORIAL

Idiopathic pulmonary fibrosis in
Brazil: challenges for epidemiological
characterization and management
Bruno Guedes Baldi1
Idiopathic pulmonary fibrosis (IPF) is characterized
as a progressive fibrosing disease of variable evolution,
restricted to the lungs, and classified within the group
of idiopathic interstitial lung diseases.(1,2) Although great
advances have been made in recent years, which have
allowed a better understanding of the pathophysiology
of the disease, as well as the determination of more
restricted diagnostic criteria and the approval of two
antifibrotic medications (pirfenidone and nintedanib)
for its treatment, various related aspects need to be
optimized, especially in Brazil.(1,5)
In the current issue of the JBP, Algranti et al. reported
an increase in IPF-related mortality in Brazil between
1979 and 2014.(6) Although their results reflect the
global trend and are quite interesting, due to the long
evaluation period, there are some points that deserve to
be highlighted. As discussed by the authors, some factors
may explain the results found, such as the increase in
the life expectancy of the population and the increase
in the availability of HRCT, the increase in the number
of patients and the greater specificity of the diagnosis
of the disease being determined in recent years. In
addition, the more restrictive criteria for the diagnosis
of IPF were defined in 2000 and readjusted in 2011.(1,7)
In this context, the evaluation of the data in the initial
period of the study might have caused that various
patients with IPF to be misdiagnosed; in fact, those
patients might have had other fibrosing lung diseases
that surely have a better prognosis than does IPF, which
might have contributed to underestimating mortality in
the earliest stages. This is reinforced by the fact that
approximately 10% of the deaths occurred in individuals
under 50 years of age, the diagnosis of IPF being less
likely in this age group. Therefore, the disease mortality
has certainly increased in recent years; however, that
rate might be overestimated.(6)
As described in a recently published article, robust
data on the incidence, prevalence, and mortality of IPF
in Brazil are yet to be determined, which, in addition
to their epidemiological importance, are economically
important so that the costs to provide the drugs that
have been approved for the treatment of the disease
can be estimated.(8) Therefore, it is essential that future
studies should be conducted in order to determine the
epidemiological data of IPF in our country in a more reliable
way, especially from the moment when the diagnostic
criteria were better established. In this context, the
creation of a Brazilian national case registry database
for IPF is urgently needed.

The number of referral centers for the treatment
of interstitial lung diseases is still scarce in Brazil. In
those centers, multidisciplinary discussions involving
pulmonologists, surgeons, radiologists, and pathologists
are essential to optimize the diagnostic approach, since
several fibrosing lung diseases take part in the differential
diagnosis of IPF, such as hypersensitivity pneumonitis
(HP) and connective tissue diseases, among others.(1,9-12)
In a recent study by Lynch et al.,(13) a new tomographic
classification for IPF was presented. In accordance with
that classification system, probable usual interstitial
pneumonia was characterized by the presence of
reticular opacities and traction bronchiolectasis, with
basal and peripheral predominance, no honeycombing,
and no other characteristics suggestive of an alternative
diagnosis. According to those authors, this tomographic
pattern has a high predictive value for IPF in individuals
over 60 years of age, smokers or former smokers, with
no suggestion for other potential causes of interstitial
fibrosing lung diseases, such as chronic HP or connective
tissue disease, dispensing with lung biopsy for diagnostic
confirmation.(13) This new classification system, in
which lung biopsy is not mandatory for the diagnostic
confirmation of IPF, creates a trend towards an increase
in the number of patients diagnosed with the disease,
resulting in greater risks for patients with other fibrosing
lung diseases, such as chronic HP and fibrotic nonspecific
interstitial pneumonia, to be misdiagnosed with IPF. This
aspect is extremely relevant in Brazil, considering the
high prevalence of chronic HP, even with a tomographic
pattern of probable usual interstitial pneumonia, and the
indeterminate frequency of IPF in our country; therefore,
this new tomographic criterion should be carefully used
in our population with fibrosing lung diseases.(9,14)
Recently, two antifibrotic drugs, pirfenidone and
nintedanib, have been approved by the Brazilian National
Health Oversight Agency for the treatment of IPF in Brazil,
since they reduce the functional decline associated with
the disease.(2-5) However, there is a need to provide the
access to and greater availability of these medications
in our country, based on government funding. Another
aspect that is a cause for concern in Brazil is the limited
number of referral centers for (unilateral or bilateral) lung
transplantation, a therapeutic alternative for patients with
IPF that will determine an increase in survival, as well as
functional improvement and better quality of life in these
patients.(1,2,15,16) Other critical factors that influence this
issue is the late referral of patients to referral centers
for lung transplantation and the shortage of lung donors,
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which has been below the number of candidates on
a waiting list.(15)
In summary, despite the evolution in knowledge
of the pathophysiology of IPF and its diagnostic and
therapeutic approach, there are several aspects that
need to be improved notably in Brazil, including: 1)
to broaden the information regarding the disease; 2)
to create a Brazilian national case registry database in
order to try to obtain more robust data on the incidence,
prevalence, and mortality of IPF; this database is about

to become available soon, and professionals should be
aware of the importance of entering their data into the
database system; 3) to widen the availability of and
the experience with the use of antifibrotic drugs; and
4) to increase the number of referral centers for the
multidisciplinary approach to fibrosing lung diseases
and lung transplantation. With these improvements,
it will be possible to characterize Brazilian national
epidemiological data related to the disease more
accurately, including the perspective of determining
the impact of antifibrotic drugs on mortality.

REFERENCES
1. Raghu G, Collard HR, Egan JJ, Martinez FJ, Behr J, Brown KK, et
al. An official ATS/ERS/JRS/ALAT statement: idiopathic pulmonary
fibrosis: evidence-based guidelines for diagnosis and management.
Am J Respir Crit Care Med. 2011;183(6):788-824. https://doi.
org/10.1164/rccm.2009-040GL
2. Baddini-Martinez J, Baldi BG, Costa CH, Jezler S, Lima MS, Rufino R.
Update on diagnosis and treatment of idiopathic pulmonary fibrosis.
J Bras Pneumol. 2015;41(5):454-66. https://doi.org/10.1590/S180637132015000000152
3. Raghu G, Rochwerg B, Zhang Y, Garcia CA, Azuma A, Behr J, et al.
An official ATS/ERS/JRS/ALAT Clinical Practice Guideline: Treatment
of Idiopathic Pulmonary Fibrosis. An Update of the 2011 Clinical
Practice Guideline. Am J Respir Crit Care Med. 2015;192(2):e3-19.
https://doi.org/10.1164/rccm.201506-1063ST
4. King TE Jr, Bradford WZ, Castro-Bernardini S, Fagan EA, Glaspole I,
Glassberg MK, et al. A phase 3 trial of pirfenidone in patients with
idiopathic pulmonary fibrosis. N Engl J Med. 2014;370(22): 2083-92.
https://doi.org/10.1056/NEJMoa1402582
5. Richeldi L, du Bois RM, Raghu G, Azuma A, Brown KK, Costabel U, et
al. Efficacy and safety of nintedanib in idiopathic pulmonary fibrosis.
N Engl J Med. 2014;370(22):2071-82. https://doi.org/10.1056/
NEJMoa1402584
6. Algranti E, Saito CA, Silva DR, Carneiro AP, Bussacos MA. Mortality
from idiopathic pulmonary fibrosis: a temporal trend analysis in Brazil,
1979-2014. J Bras Pneumol. 2017;43(6):xxx-xxx.
7. American Thoracic Society. Idiopathic pulmonary fibrosis: diagnosis
and treatment. International consensus statement. American
Thoracic Society (ATS), and the European Respiratory Society (ERS).
Am J Respir Crit Care Med. 2000;161(2 Pt 1):646-64.
8. Baddini-Martinez J, Pereira CA. How many patients with idiopathic
pulmonary fibrosis are there in Brazil? J Bras Pneumol. 2015;41(6):5601. https://doi.org/10.1590/s1806-37562015000000165

402

J Bras Pneumol. 2017;43(6):401-402

9. Pereira CA, Gimenez A, Kuranishi L, Storrer K. Chronic
hypersensitivity pneumonitis. J Asthma Allergy. 2016;9:171-81.
https://doi.org/10.2147/JAA.S81540
10. Gomes PS, Shiang C, Szarf G, Coletta EN, Pereira CA.
Pleuroparenchymal fibroelastosis: report of two cases in Brazil. J
Bras Pneumol. 2017;43(1):72-75. https://doi.org/10.1590/s180637562016000000045
11. Oliveira MR, Pereira DA, Dias OM, Kairalla RA, Carvalho CR, Baldi
BG. Idiopathic pulmonary fibrosis can be a transient diagnosis. J
Bras Pneumol. 2016;42(1):74-5. https://doi.org/10.1590/S180637562016000000003
12. Pereira DA, Dias OM, Almeida GE, Araujo MS, Kawano-Dourado LB,
Baldi BG, et al. Lung-dominant connective tissue disease among
patients with interstitial lung disease: prevalence, functional stability,
and common extrathoracic features. J Bras Pneumol. 2015;41(2):15160. https://doi.org/10.1590/S1806-37132015000004443
13. Lynch DA, Sverzellati N, Travis WD, Brown KK, Colby TV, Galvin
JR, et al. Diagnostic criteria for idiopathic pulmonary fibrosis: a
Fleischner Society White Paper. Lancet Respir Med. 2017 pii: S22132600(17)30433-2. https://doi.org/10.1016/S2213-2600(17)30433-2
14. Torres PPTS, Rabahi MF, Moreira MAC, Meirelles GSP, Marchiori
E. Usual interstitial pneumonia: typical, possible, and “inconsistent”
patterns. J Bras Pneumol. 2017;43(5):393-398. https://doi.
org/10.1590/s1806-37562016000000368
15. Camargo PC, Teixeira RH, Carraro RM, Campos SV, Afonso Junior
JE, Costa AN, et al. Lung transplantation: overall approach regarding
its major aspects. J Bras Pneumol. 2015;41(6):547-53. https://doi.
org/10.1590/s1806-37562015000000100
16. Rubin AS, Nascimento DZ, Sanchez L, Watte G, Holand AR,
Fassbind DA, et al. Functional improvement in patients with
idiopathic pulmonary fibrosis undergoing single lung transplantation.
J Bras Pneumol. 2015;41(4):299-304. https://doi.org/10.1590/S180637132015000000057

