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Abstract

Background: ldiopathic Pulmonary Fibrosis (IPF) is a chronic progressive disease that has a highly variable clinical course. IPF
constitutes a subgroup of diffuse parenchymal lung diseases with distinct clinical, radiological and histopathological features. This
study was undertaken to study the various signs and symptoms in the patients diagnosed with IPF on the basis of HRCT.

Obijective: To study the clinical profile of patients with IPF.

Material and Method: This study was done on 60 patients who were diagnosed as IPF on the basis of HRCT chest findings. Each
subject underwent complete physical examination and relevant investigations were done.

Result: Amongst 60 subjects, 16 were females and 44 were males. Most common age group was more than 60 years. Exertional
breath lessness and dry cough were the most common symptoms. 15 patients were smokers and 25 had gastro esophageal reflux.
21-30 months is the most common duration of symptoms. Crackles are the commonest finding on physical examination.
Conclusion: Our study highlights the distribution of various signs and symptoms among the patients with IPF, which can help us
in understanding the disease in a better manner which can contribute in its better management.
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Introduction

The diffuse parenchymal lung diseases are a heterogenous
group of inflammatory processes affecting the alveolar wall.
About 15% of all cases in respiratory medicine comprises of
diffuse parenchymal lung diseases.

The idiopathic interstitial pneumonias are a subset of diffuse
parenchymal lung diseases of unknown aetiology
characterized by expansion of the interstitial compartment
with an infiltrate of inflammatory cells. In the updated
classification, the major entities have been preserved and
grouped into (a) “chronic fibrosing IIPs” (idiopathic
pulmonary fibrosis [IPF] and idiopathic nonspecific interstitial
pneumonia [NSIP]), (b) “smoking-related IIPs” (respiratory
bronchiolitis—associated interstitial lung disease [RB-ILD] and
desquamative interstitial pneumonia), and (c) “acute or
subacute IIPs” (cryptogenic organizing pneumonia and acute
interstitial pneumonia). In addition, idiopathic
pleuroparenchymal fibroelastosis has been newly included and
classified together with lymphoid interstitial pneumonia in a
fourth group, “rare IIPs”. In the updated classification, it has
again been acknowledged that in a subset of cases, a final
diagnosis cannot always be achieved despite extensive
multidisciplinary discussion, and such cases are considered
“unclassifiable” [,

IPF is defined as a specific form of chronic, progressive
fibrosing interstitial pneumonia of unknown cause, occurring
primarily in older adults, limited to the lungs, and associated
with the histopathologic and/or radiologic pattern of UIP [2 3
4. The definition of IPF requires the exclusion of other forms

of interstitial pneumonia including other idiopathic interstitial
pneumonias and ILD associated with environmental exposure,
medication, or systemic disease [> 31,

IPF should be kept in mind in all patients presenting with
unexplained chronic exertional breathlessness, cough,
bibasilar inspiratory crackles and clubbing 7. Incidence
increases with age with sixth and seventh decades being most
common 1%, More commonly reported in men and in
cigarette smokers [>-81,

The incidence of IPF was estimated at 10.7 cases per 100,000
per year for men and 7.4 cases per 100,000 per year for
women in a population-based study from the county of
Bernalillo, New Mexico ', Prevalence estimates for IPF have
varied from 2 to 29 cases per 100,000 in the general
population [,

Although idiopathic pulmonary fibrosis is, by definition, a
disease of unknown etiology, a number of potential risk
factors have been described. Cigarette smoking for example,
is strongly associated with IPF. Also, environmental
exposures like metal and wood dusts [ stone
cutting/polishing, microbial agents like Epstein Barr Virus [**
161 and Hepatitis C [*3 17181 gastro esophageal reflux are found
to be closely associated with IPF. Although accounting for
less than 5% of total patients with IPF, familial forms of IPF
(i.e., those affecting two or more members of the same
primary biological family) have been reported 1922,

HRCT is an essential component of the diagnostic pathway in
IPF. UIP (Usual Interstitial Pneumonia) pattern in HRCT is
characterized by the presence of reticular opacities, with
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subpleural and basal predominance, often associated with
traction bronchiectasis > 2. Honeycombing is common, and
is critical for making a definite diagnosis.

Symptoms had been present for more than 9 months in most
patients. The median survival from the time of diagnosis
varies between 2.5 - 3.5 years. Lung physiology and
radiological abnormalities rarely improve.

This study was undertaken to study the various signs,
symptoms and risk factors in the patients diagnosed with IPF
on the basis of HRCT.

Objective
To study the clinical Profile of Idiopathic Pulmonary Fibrosis
in a tertiary care centre.

Materials and Methods

The study was carried out in Department of Pulmonary
Medicine, Lilavati Hospital & Research Centre, a tertiary
health care centre located in Bandra West, Mumbai,
Maharashtra. This is a cross sectional observational study,
conducted over a period of 1 year from 2015 to 2016. 60 cases
of IPF diagnosed on the basis of UIP pattern on HRCT, as per
ATS/ERS guidelines were included in the study after taking
informed consent from each patient.

Inclusion criteria

1. Diagnosed cases of IPF on the basis of HRCT pattern,
both newly and previously diagnosed.

2. Age above 45 years.

Exclusion criteria

1. Age<45years.

2. Patient with diagnosis of chronic lung diseases like
asthma, bronchiectasis, COPD.

3. Hemodyamically unstable patients, bed ridden/stroke
patients who cannot perform 6 minute walk test.

4. Patients with history of chest trauma/lung contusion/rib
fracture.

Methodology

Patients coming to Lilavati Hospital, both out patient and in
patient, who were diagnosed as a case of IPF after thorough
clinical examination and on the basis of HRCT chest,
excluding all other causes of UIP pattern on HRCT, were
included in the study. Detailed history of such patients was
taken, including onset and duration of symptoms, past and
personal history to look for any risk factor, family history to
rule out familial association. Thorough physical examination
was done to check for all the significant signs. Six minute
walk test was performed to see exercise tolerance. Arterial
blood gas was done to test hypoxia at rest.

Results

A total of 60 patients who were diagnosed as cases of
idiopathic pulmonary fibrosis on the basis of HRCT chest
findings were studied for their clinical presentation, risk
factors, exercise tolerance and hypoxia. Amongst 60 patients,
16 were female and 44 were male (Figure 1), with a male:
female ratio of 2.75:1. Minimum and maximum age of the
subjects were 50 and 78 years respectively. Most common age

group was 60-69 years (Figure 2), which had 40 subjects
(66.67%) with a mean age of 63.12 years.

Amongst subjects, history of smoking was found in 15
subjects (25%) and in 25 subjects (41.67%), a history of
gastroesophageal reflux was found (Table 1). Most of the
subjects (n=39) gave history of duration of their symptoms of
21-30 months (65%), with a mean duration of 24.43 months
(Table 2).

Gender Distribution

Fig 1: Distribution of gender
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Fig 2: Distribution of Age

Table 1: Distribution of Risk Factors

Risk factors No. Percentage
Gerd 25 41.67%
Smoking 15 25%
Family H/O ILD - -

Table 2: Distribution of Duration of Symptoms

Duration of Symptoms (Months) No. Percentage
<10 01 01.67%
10-20 13 21.67%
21-30 39 65.00%
>30 07 11.67%
Total 60 100%
Most common symptoms were cough (n=51) and

breathlessness (n=54), overall, 90% subjects had complaints
of breathlessness and 85% had complaints of cough (Table 3
and Figure 3).

Crackles were found in 93.34% patients (n=56), while rhonchi
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were found in just 11.67% patients (n=7). Significant
desaturation was seen in 65% patients (n=39), clubbing in
70% (n=42) and hypoxia in 60% (n=36) subjects. These
characterstics are shown in table 4 and figure 4
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Fig 3: Distribution of symptoms
Table 3: Distribution of Symptoms
Symptoms No. Percentage
Breathlessness 54 90%
Cough 51 85%
Weight Loss 1 1.67%
Fever 4 6.67%
Chest Pain 2 3.33%
Hemoptysis - -
Table 4: Distribution of Signs
Signs No. Percentage
Crackles 56 93.34%
Rhonchi 7 11.67%
Desaturation on 6MWT 39 65%
Clubbing 42 70%
Hypoxia on ABG 36 60%
Signs
Crackles Desaturation Clubbing Hypoxia on
on GMWT -.H(’
Fig 4: Distribution of signs
Discussion

Idiopathic pulmonary fibrosis is a progressive fibrosing
inflammatory disease of the lungs of unknown etiology. It is
approximately twice more common in males than females.
Largest survey done reported the mean age in IPF patients
being 67 years [?°1,

IPF is now a well known clinical entity rather than a diagnosis

of exclusion. There is however very limited data on its clinical
behavior from India. In a study done over 5 years period on
patients with DPLD, lJindal Sk, et al. 71, IPF accounted for
46% of cases. In another Sharma SK, et al. 281, IPF was seen
in 28.6% of 133 patients with DPLD.

Commonly seen in the middle aged patients, the incidence of
IPF increases with advancing age. As per the reports from
west, nearly 2/3" patients are over 60 years at the time of
diagnosis. In the present study, 47 patients (78.34%) were
aged 60 years or more. Although 13 patients (21.67%) were
<60 years of age.

Symptoms in IPF include insidious onset of cough (dry) and
exertional breathlessness. In previous studies, the incidence of
cough has ranged from 26%-73% and that of breathlessness
from 26% - 100% [27- 2% 3% Clubbing may be seen n 25%-50%
and crackles in more than 80% patients [ 32, Overall
prevelance of signs and symptoms has been found to be
almost similar in our study.

HRCT has almost obviated the need of lung biopsy in patients
with IPF. Characterstic findings on HRCT are often sufficient
to diagnose IPF.

Conclusion

1. There is no gender difference in clinical presentation of
IPF as compared to the western world.

2. Most common age at presentation in our study is more
than 60 years which is comparable to the previously done
studies.

3. Most common symptom in the patients with IPF is cough
and exertional breathlessness, and the most common
finding on physical examination is crackles.

4. History of gastroesophageal reflux and smoking are fairly
common in patients diagnosed with IPF.

5. Patients with IPF commonly ignore their symptoms of
breathlessness and cough at initial stages or are
commonly wrongly diagnosed, which is apparent in the
duration of symptoms before being diagnosed in our
study.

6. Every patient attending the respiratory clinic with
unexplained dry cough and exertional breathlessness,
having crackles on auscultation must be thoroughly
examined for IPF.
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