
What is ILD?

Interstitial lung disease (ILD) is a heterogeneous
group of disorders with more than 200 reported
entities. It is characterised by acute or chronic diffuse
involvement of pulmonary parenchyma leading to a
variable degree of lung fibrosis.1 Some clinicians
prefer to use the term diffuse parenchymal lung
disease (DPLD), as the disease process is not confined
to interstitium of the lungs.

The ILD is classified into four clinically distinct
groups: (1) ILD of known association (e.g., collagen
vascular disease, hypersensitivity pneumonitis
secondary to exposures), (2) granulomatous ILD (e.g.,
sarcoidosis), (3) other rare ILDs (e.g., lymphangioleio-
myomatosis, pulmonary Langerhans cell histiocy-
tosis), and (4) idiopathic diseases (idiopathic
interstitial pneumonias [IIPs]). 1, 2

The diagnosis of ILD is multidisciplinary and
involves consideration of  clinical, radiological,
physiological and histopathological findings.

The most recent revision of the classification of IIPs
divides these into three categories: (1) major IIPs
(includes idiopathic pulmonary fibrosis [IPF];
idiopathic non-specific interstitial pneumonia [NSIP];
respiratory bronchiolitis-interstitial lung disease [RB-
ILD]; desquamative interstitial pneumonia [DIP];
cryptogenic organising pneumonia [COP] and acute
interstitial pneumonia [AIP]), (2) rare IIPs ( includes
idiopathic lymphoid interstitial pneumonia and
idiopathic pleuroparenchymal fibroelastosis), and (3)
unclassifiable IIPs.3

IPF is a subtype of IIPs, occurring primarily in
older adults, limited to the lungs, and associated
with a histological pattern of usual interstitial
pneumonia (UIP).4  IPF is the most common and also
the most sinister form of IIPs. It is irreversible and
has an unpredictable and gradual downhill clinical
course. It is often associated with extremely poor
prognosis with a median survival of only one to
three years.4,5

It is difficult to estimate the exact prevalence and
incidence of all ILDs in any particular geographic
region due to the heterogeneous nature of the disease,
lack of awareness and under reporting.

Coultas et al6 studied epidemiology of ILD from an
ILD registry restricted to a single county of New
Mexico in the United States.  The annual prevalence
of IPF was 20.2 per 100,000 population in males and
13.2 per 100,000 population in females.  The annual

incidence of IPF was 10.7 per 100,000 population in
males and 7.4 per 100,000 population in females.6

Thomeer et al7 compared the data from different
ILD registries of Belgium, Italy and the United
States.10 The US prospective registry showed that 23%
of cases with ILD were diagnosed with IPF6. The
lowest proportion of IPF of 17% was reported from
Belgium. Almost comparable results were reported
from the Italian retrospective registry (19%). On the
other hand, a prospective Italian registry reported a
higher proportion of IPF of 37%.7

According to a recent review of 15 studies, the
prevalence of IPF in the United States varies between
14 and 63 cases per 100,000 population using narrow
and broad case definitions.8 The annual incidence of
IPF in the United States varies between 6.8 and 17.4
per 100,000 population using narrow and broad case
definitions. With advent of better diagnostic facilities
and improved overall life expectancy, it can be
assumed that incidence of ILD will further increase.9

Demographic features of ILD also vary among
different groups. Certain ILDs such as sarcoidosis,
pulmonary Langerhans cell histiocytosis, and lung
diseases secondary to collagen vascular disorders
tend to develop in young adults. Age has been
identified as a significant risk for the development of
IPF.9 Though IPF has been diagnosed in persons from
teenage into their late eighties, it is usually observed
between the ages of 40 and 70. In IPF, there is a
gender predilection towards males. IPF is found
equally in rural and urban environments. A history of
smoking is present in about two-thirds of the patients
with ILD. Metal and wood dusts are associated with
an increased risk of development of IPF. Other
possible risk factors include exposure to certain
drugs and gastroesophageal reflux disease. Certain
genetic factors have also been linked to the risk of
development of IPF. 10

    Newer ILD registries at national levels are being
set up that are likely to yield important data on the
epidemiology of IPF after the current revision of the
diagnostic criteria.11,12

ILD in India

The IPF was initially considered to be a rare disease
in India. In 1979, Jindal et al13 studied 61 cases of
DPLD over a period of five years; and  IPF was seen in
46% of the patients. In 2004, the same centre14

reported their data of 76 patients with IPF observed
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over a period of 16-month showing that
transbronchial lung biopsy was helpful in confirming
the diagnosis in 92.1% of the patients. In 1984,
Sharma et al15 reported their series of 133 patients
with DPLD; and  IPF was present in 28.6% of the
patients. In 2004, Subhash et al16 published a series of
97 patients with DPLD; and IPF was present in 45%
of the patients. In 2010, Sen et al17 reported a series of
274 patients with biopsy proven ILD over a period of
six years, probably the largest series from India so far,
and IPF was found in 43% of cases. Thus, similar to
the western world, among the different ILD patients,
IPF is the major disease that has been reported in the
Indian studies. However, these reports have
represented single centres. In order to have data
representing the national scenario, it is desirable to
carry out multicentric studies.

ILD India Registry

Keeping above objectives in mind, a registry was
started in India in 2011 under the aegis of Indian
Chest Society. A network of most privileged clinical
scientists interested in the field of ILD has been
established.

The main aims of the registry are: (1) to evaluate
the pattern and natural course of the disease in India,
(2) to characterise the pattern of ILD, among residents
of India and identify the phenotypes of IIPs/ILDs, (3)
to identify associated causative factors and to suggest
improved methods of prevention in high risk groups,
and (4) to establish more advanced diagnostic and
therapeutic strategies for ILDs.

The ILD India Registry is an electronic database of
medical history, clinical examination, laboratory and
radiological investigations of patients suffering from
ILD. The contributing centres are required to obtain
approval of the Institutional Ethics Committees.

A controlled trial registry of India (CTRI)
number has already been allotted to the registry.
The investigators are required to fill the online
details of the patient after obtaining written
informed consent. Site investigators are expected to
send CT images and/or histopathology slides
along with a copy of the biopsy report to the
national coordinator. The national coordinator
manages all the data in electronic format at the
website: www.ildindiaregistry.com. 

An independent expert panel reviews data of
each patient to confirm the diagnosis. The expert
panel has two radiologists, two clinicians and two
histopathologists. Data of the patient along with
confirmed diagnosis are entered in the registry as
verified. Diagnostic query of the panel is sent to the
investigator, if it is not verified. 

Preliminary data analysis from the registry shows
that ILDs occur at a younger age compared to the
western countries, and females are affected more.
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However,  among IPF alone, the male to female ratio is
2:1. Breathlessness and dry cough were the most
predominant symptoms. Symptomatic gastro-
esophageal reflux was present in 30% of the cases.
The most common diagnosis in the registry was IPF
(27.5%) followed by NSIP, HP, occupational ILD,
sarcoidosis and ILD secondary to collagen vascular
diseases. Rare ILDs were also registered.

In conclusion, ILD India Registry intends to
generate a national database on this disease. In the
initial stages, the data would be helpful in knowing
the pattern, distribution and determinants of the
disease in our own population. It is likely that the
data on prognosis and therapeutic aspects of the
disease would be helpful in developing newer
approaches to management.
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