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ABSTRACT

Background

The clinical profiles of interstitial lung diseases are reported mainly from developed
world. There have been no data from Nepal.

Objective
The objective of this study is to describe clinical profile and survival in Eastern Nepal.
Method

Prospectively collected clinical, radiological and laboratory data of consecutive
patients with Interstitial lung disease from an eastern regional tertiary care center
were analyzed. The recommended official criteria for diagnosing different types of
interstitial lung diseases were followed accordingly.

Result

The study revealed that, 68.0% of the patient’s age was of above 60 years with male
predominance (66.0%). Idiopathic pulmonary fibrosis (79.5%) was the commonest
interstitial lung disease followed by connective tissue disease associated interstitial
lung disease. Persistent cough (97.7%) and dyspnea (95.5%) were the commonest
presentations. Renal impairment, ischemic Heart Disease and anasarca were
significant co morbidities contributing to mortality. Survival rate of the patients was
found to be maximum at 5 months (95%) and minimum at 24 months (42%) from the
diagnosis of the disease.

Conclusion

Widespread use of High-resolution computed tomography has made early
recognition of interstitial lung disease in elderly patients. Well planned large scale
multicenter prospective studies are needed to broaden our understanding about this
serious pulmonary disorder.
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INTRODUCTION

Interstitial lung disease (ILD) is a heterogeneous group of
acute and chronic inflammatory and fibrotic lung disorders
of known and unknown etiologies with variable clinical
outcomes.! Although uncommon among pulmonary
diseases; ILD is a very serious disease and has poor outcome
in most of the patients. The clinical profile, incidence and
prevalence are reported by many different studies in the
world.*® Clinical profile and prognosis may vary depending
upon the epidemiological and socio-demographic
parameters, diagnostic and treatment facilities.® We have
to face challenges in diagnosing ILD because of financial,
technological, limited human resource and geographical
factors. Widespread availability of CT scan of the chest
for ILD has made diagnosis easier on the background of
clinical judgment and other parameters.” Lung biopsy is
really impossible in resource limited areas. Therefore most
of the time, patients are managed empirically depending
upon clinical evidences in countries like ours. The objective
of this study is to find the clinical profile and survival of
patients with ILD.

METHODS

This was a prospective observational study carried out
between 30™ January 2017 to 1° February 2019 (Duration
2 years) in the Pulmonary, Critical care and Sleep Medicine
department of Nobel Medical College Teaching Hospital,
Biratnagar. There were 10894 patients with pulmonary
disorders in this department in the last two years, where
only 44 (0.40%) were diagnosed as ILD, were included.
Census method was used to enroll all 44 consecutive cases
purposively. Those patients were included who had only
findings of ILD in radiological examination, those with
any lesion or finding other than ILD in imaging were not
enrolled in the study. Ethical approval was taken from
Institutional Review Committee of Nobel Medical College
Teaching Hospital, Biratnagar. Verbal and written consent
was obtained before collecting the data from each patient.
Detail clinical history, physical examination and relevant
laboratory and radiological parameters of each patient
were reviewed and filled in a preformed structured
proforma. As per clinical suspicion the chest X ray, high
resolution computed tomography (HRCT) of the thorax,
spirometry, serology for autoimmune diseases, serum
angiotensin converting enzyme (ACE) levels and serum
calcium were investigated. All available data were recorded
before start the study.

For the diagnosis of IPF, the ATS/ERS/Japanese Respiratory
Society/Latin American Thoracic Association guidelines
were followed.? for the diagnosis of other IIPs; the ATS/
ERS Multidisciplinary Consensus Classification of the IIPs
was followed.>!® Diagnosis of sarcoidosis was made on
the basis of consistent clinical and radiological findings.
Diagnosis of hypersensitivity pneumonitis (HP) was made

based on a history of exposure to organic dusts, typical
HRCT appearance including any combination of ground
glass opacities, centrilobular nodules, septal thickening
and mosaic attenuation and honeycombing. Diagnosis of
a connective tissue (CTD) associated ILD was made in the
presence of a CTD like rheumatoid arthritis (RA), systemic
lupus erythematosus (SLE), systemic sclerosis (SS) and the
presence of ILD on HRCT of the chest. The diagnosis of
CTD was made based on standard criteria. A diagnosis of
interstitial pneumonia with autoimmune features (IPAF)
was made using the ATS/ERS research statement. Although
drug induced pulmonary fibrosis is a very rare entity and
diagnosis of exclusion, we excluded all patients who were
on drugs causing pulmonary fibrosis. The final diagnosis
was made on the basis of clinical details, laboratory
investigations and HRCT findings. Those patients who were
getting immune suppressives were labeled as on Specific
Treatment and those on symptomatic management were
regarded as on Conservative Treatment in this study.

Collected data were entered in Micro Soft Excel 2007 and
converted it into Statistical Package for Social Science (SPSS)
11.5 version for statistical analysis. For descriptive statistics
percentage, mean, standard deviation, median and inter
quartile range were calculated along with graphical and
tabular presentation.

RESULTS

During the period between 30% January 2017 to 1
February 2019 (total duration 2 years) there were 10894
patients with pulmonary disorders in our Chest Clinic,
of them 44 (0.40%) were ILD patients. The average age
of ILD patients was 62+14.9 years. Sixty-eight percent
patients were above 60 years and 56.8% of the patients
were smokers while 66% patients had history of indoor air
pollution. Because of various reasons like patients poor
general condition, poor effort, financial problem, poorly
interpretable spirometry even when performed, only
20 patients spirometric tests were interpretable. Half of
them had restriction abnormality and 68.2% patients had
diffuse involvement of lung parenchyma in HRCT. Seventy
percent patients had grade I-1l dyspnea in mMRC scale and
68.2% patients were on conservative management and
rest were on specific treatment. Those who were treated
outside especially in India were on specific treatment.
Cough (97.7%) was the commonest presenting symptom
followed by dyspnea (95.5%). Seventy percent patients
had clubbing followed by basal velcro crepitations (52.3%).
Commonest ILD was idiopathic pulmonary fibrosis (IPF)
(79.5%) followed by connective tissue associated ILDs
(13%). Gastro-esophageal reflux disease (GERD) (45.4%)
was commonest co-morbidity followed by diabetes
mellitus (15.9%) and hypertension (15.9%). The survival
rate of the patients from the diagnosis of the disease at 5,
12 and 24 months were 0.95+0.03, 0.84+0.1 and 0.42+0.21
respectively as shown in Table no.7.
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Table 1. Baseline characteristics of the study subjects (n = 44).

Characteristics
Age (yrs.)
Male
Body mass index (kg/m?)
Smokers
Indoor air pollution
Duration of diagnosis (months)
Spirometric abnormality (n=20)
Normal
Obstruction
Restriction
HRCT Chest abnormality distribution
Diffuse involvement
Lower lobe predominant
Upper/middle lobe predominant
Oxygen saturation at rest %
MMRC Scale
Grade |
Grade ll
Grade Ill
Grade IV
Management
Conservative
Steroid
Pirfenidone plus steroids

Other immunosuppressives

Value (n%)
62.1+14.9

Table 4. Signs of ILD patients during presentation (n=44).

29 (65.9)
22.9+4.2
25 (56.8)
29 (65.9)
5.7+4.0

6 (30)
4(20)
10 (50)

30 (68.2)
10 (22.8)
4(9.1)
9445

19 (43.2)
12(27.3)
7(15.9)
6(13.6)

30 (68.2)
5(11.4)
4(9.1)
5(11.4)

Table 2. Distribution of ILD patients in different age group

(n=44).
Characteristics
<40
40-59
Age Group (yrs.)
60-69
>70

Table 3. Symptoms of ILD patients during presentation (n=44).

Characteristics
Fever

Cough
Dyspnea
Sputum

Chest Pain
Orthopnea

Hemoptysis

Categories

N(%)
4(9.1)
10(22.7)
13(29.5)
17(38.6)

N(%)
15(34.1)
43(97.7)
42(95.5)
6(13.6)
13(29.5)
4(9.09)
2(4.5)

Types N(%)
Clubbing 31(70.45)
Cyanosis 3(6.8)
Anasarca 2(4.54)
Limb Swellings 10(22.7)
Velcro Crepitations 23(52.3)
Cachexia 10(22.7)
Table 5. Spectrum of ILD
Types N(%)
Idiopathic pulmonary fibrosis 36(79.5)
Rhematoid Arthritis 3(6.8)
Systemic sclerosis 2(4.5)
Systemic lupus erythematosus 1(2.3)
Cryptogenic organizing pneumonia 1(2.3)
Lymphangioleiomyomatosis 1(2.3)

Table 6. Co-morbidities of ILD patients (n=44)

Characteristics N(%)
Gastro-esophageal reflux disease 20 (45.4)
Diabetes Mellitus 7 (15.9)
Hypertension 7 (15.9)
Cor Pulmonale 6(13.63)
Renal Impairment 5(11.4)
Ischemic heart disease 4(9.1)
Obstructive Sleep Apnoea 2 (4.5)
Pulmonary Tuberculosis 2 (4.6)
Hypothyroidism 1(2.3)

Table 7. Survival rate in months

Duration in Month Survival rate + S.D.

5 0.95:0.03
12 0.84£0.1
24 0.42:0.21

DISCUSSION

Although ILD is a rare pulmonary disease, its incidence is
increasing and mostly occurs in elderly. We found that the
average age was 62+14.2 years of our ILD patients. The
peak age of incidence was above 70 years (38.6%). Other
similar Indian study shows peak age below 70 years.?
The mean age reported by Lim et al. was 60 years Gayatri
et al. reported 66 years.'?*® Qur finding more or less
corroborates with these studies. High index of suspicion
is needed in elderly for ILD because persistent cough and
dyspnea may be confused with asthma and COPD in elderly.
Our finding suggests that elderly with persistent cough
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should undergo HRCT chest if ILD is suspected. IPF was
the commonest (79.5%) ILD in our studies followed by CTD
associated ILD. In India some earlier studies reported IPF
as the commonest (43%) ILD and recent studies reported
sarcoidosis (42.2%) as the commonest ILD followed by
IPF (21.2%), CTD associated (12.7%).**> Different earlier
studies especially in Indian ones, IPF were the commonest
ILD like ours but recently the spectrum has changed to
sarcoidosis, hypersensitivity pneumonitis (HP). Number
of IPF patients in present study is high probably because
of exposure to indoor air pollution and smoking in our
country. We are surprised that in our study there were no
patients of Sarcoidosis and HP ILD. It may be because of
less number of cases we studied, diseases are uncommon
and less suspicion, less expertise and experience on the
part of pulmonologists and radiologists. Our diagnosis of
sarcoidosis was based on the clinico-radiological grounds.
HP was not found which may be because of lack of risk
factors like air cooling systems and harboring pigeons.
Most of the patients were diagnosed within six months of
symptoms probably because of severe cough that did not
respond to ordinary medication and availability of HRCT
chest in most of the urban setting. Most of our patients
were males and smokers. But other studies showed female
preponderance.* [t may be because males have high
mobility and have early and easy access to health care
facilities that caused more diagnosis. But this is the matter
of further exploration. During presentation most of the
patients have cough and dyspnea. In many patients dry
cough was so troublesome that it occurred during any time
and position especially in supine and night. It persisted
even with best treatment and cough was very severe and
intractable in patients with renal impairment. During renal
impairment especially when infection is present, clinical
or subclinical, there is volume overload leading to lung
congestion and intractable cough mainly in supine position.
Dyspnea in few patients was refractory with best possible
management. These findings are similar with other recent
study.'®* Our experience is very frustrating and discouraging
in treating cough and dyspnea in ILD patients when they
were admitted for exacerbation of symptoms. Two patients
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