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36y/M, blacksmith by profession , no 
comorbidities

No history of chest pain, palpitations, PND, 
orthopnea , hemoptysis, weight Loss, fever , 

loss of appetite

Onset of symptoms – 
March 2019

1. 
Breathlessnes
s

MMRC grade 1, 
wheeze +

2. Cough  dry, on and 
off



 In August 2019, he was worked up at a private 
hospital for the above symptoms..

Clinical 
course

Biochemistry - within normal 
limits

ECG - normal    2D ECHO - normal

Hematology - within normal limits

Chest Radiograph – Diffuse bilateral 
reticulonodular

pattern



Spiromet
ry

• FEV1- 1.81 (48.7%).
• FEV1 /FVC- 86.3 .
• FVC-2.10 L(47.4%).

• Moderate restriction.



 HRCT (thorax) 
suggestive of-
1.Subpleural areas of ground 
glass opacities in anterior 
segments of bilateral upper 
lobe, bilateral lower lobe, 
lingular lobe.

 2.Fibrotic changes in lingular 
lobe 

 3.No evidence of honey 
combing, interlobular and 
intralobular interstitial 
thickening or traction 
bronchiectasis . 



Diagnosed as ILD ? NSIP (Non Specif ic Interstitial 
Pneumonia)

 Started on Pirfenidone 200 mg TDS !!!! 
 Prednisolone 20 mg OD, nebulisation with budecort and 

asthalin.

Continued treatment for 4 months but 
showed 

 no significant improvement.



Persistent Breathlessness and Cough 

 Reported to our hospital in Nov 2019

 with complaints of

 Reported to our hospital in Nov 2019

 with complaints of

No history of chest pain, palpitation, PND, orthopnea , 
hemoptysis, weight Loss, fever , loss of appetite



Clinical 
Examination

Clinical 
Examination

General Examination - 
NAD

General Examination - 
NAD

             Vitals
  PR     - 90bpm 
  BP     - 130/80 

mmhg
  RR     - 20/min
  SPO2  - 98% on room 

air
Respiratory System – Fine Late Inspiratory 

crackles in bilateral infrascapular area 



Investigati
ons

Investigati
ons

•Haematology   Hb-15.70, TLC: 7,200, 

Platelets:2.33 lakhs
•Biochemistry   (LFT’s/RFT’s) within normal 
limits 
•RA factor     Negative
•ANA                 Negative
•ECG     Sinus rhythm
•6 MWT       Showed 5% of Desaturation (98 to 93 
percent).



• FEV1-1.72(55%).
• FEV1/ FVC-78.1.
• FVC-2.15 (55%).

• Moderate 
restriction 

• FEV1-1.72(55%).
• FEV1/ FVC-78.1.
• FVC-2.15 (55%).

• Moderate 
restriction 

Spiromet
ry



DLCO

DLCO -20.12 (66 %)



Lung 
volume

TLC -1.82

1.Reduced FVC 2. Reduced DLCO 3. Reduced TLC.

FINAL DIAGNOSIS ON PFT- RESTRICTIVE LUNG DISEASE (ILD). 
\

1.Reduced FVC 2. Reduced DLCO 3. Reduced TLC.

FINAL DIAGNOSIS ON PFT- RESTRICTIVE LUNG DISEASE (ILD). 
\



Chest radiograph- Bilateral ,lower zone reticulo-nodular 
opacities present.



HRCT in Oct 2019



 Fiberoptic Bronchoscopy with Trans 
Bronchial Lung Biopsy done (TBLB). 



Histopathological 
Examination
Histopathological 
Examination

1.Edematous, thickened alveolar septa prominently and uniformly 
infiltrated by chronic inflammatory cells and areas of interstitial 
fibrosis. 
2. The alveolar space contain ocassional macrophage.
3. No granuloma or atypical cells are seen. 



 Trans Bronchial Lung Biopsy from Right 
lower lobe 

 Trans Bronchial Lung Biopsy from Right 
lower lobe 



NON SPECIFIC 
INTERSTITIAL PNEUMONIA (FIBROTIC)

Diagnosis



ManagementManagement

Pirfenidone was stopped !!!

Started on Prednisolone 40 
mg OD.

 Reviewed after 8 weeks.



Follow up…2 months

• FEV1-2.06(66%)
• FEV1 /FVC-76.9
• FVC-2.68 (68%)

• Symptomatic 
Improvement

• Marginal Improvement 
in FVC



 The term ILD refers to a heterogenous collection 
of more than one hundred disorders that tend to 
be grouped together because they share clinical, 

radiological, and pathological features.

Discussio
n
Discussio
n

 These disorders are sometimes called DPLD, 
as interstitium is not the only the 

compartment involved.



Interstitial Lung Diseases

Known cause or 
association (CTD, 

Occupation)

Idiopathic 
Interstitial 

Pneumonias
Granulomatous

(Sarcoidosis, HP)

other forms 
lymphangioleio
-myomatosis, 
Histiocytosis

Classification



Major

chronic 
fibrosing

Sssmoking 
related 

Acute and 
subacute

NSIP

IIPF DIP

RB-ILD AIPAIP

COP

RareUnclassifiab
le

Rare

Idiopathic interstitial 
pneumonias



Clinical 
features

 Middle aged adults (20-40 years)
 Affects non smokers.
 Subacute onset of dyspnea and 

cough.
 Commonly associated with CTD 

except RA.
 Hypersensitivity Pneumonitis may 

also present with NSIP.



PULMONARY FUNCTION 
TESTING

 Restrictive 
ventilatory

Defect 
characterised

by

 Preserved 
FEV1/FVC

  Depressed 
FVC,TLC and DLCO.

CHEST IMAGING

• Peripheral, 
subpleural,basal 
symmetric ,ground glass 
opacities / reticular 
markings .

•Traction bronchiectasis.

• Very rare –microcystic 
honeycombing ( fibrotic)

Investigations



TYPES PATHOLOGY

CELLULAR DOMINATED BY ACTIVE 
INFLAMATION

FIBROTIC DOMINATED BY 
ESTABLISHED FIBROSIS

MIXED COMBINATION OF 
INFLAMMATION AND 

FIBROSIS BOTH.

Pathological 
types



Treatment 
modalitiesCorticosteroids

F-13
C-16



To begin with, a dose of 0.5 to 1 mg/kg ideal body weight with 
maximum dose of 60mg/day for one month, followed by a 

tapering dose of 30 to 40 mg /day for 2 months.

If patient stabilizes with treatment , the dose is gradually 
tapered and discontinued after 6 to 9 months

Recommended 
dose

Patient not responding to corticosteroid ,consider starting 
immunosuppressive agents .



AZATHIOPRINE Fibrotic NSIP , not responding to 
steroids and NSIP  associated with CTD  

shown better improvement with 
azathioprine when used along with 

steroids.
Dose-25 to 50 mg/day.

CYCLOPHOSPHAMIDE Best therapeutic evidence of 
cyclophosphamide  was seen in ssc- ild . 

Dose- Montly intravenous dose

MYCOPHENOLATE MOFETIL Used in ILD associated with 
scleroderma .

Dose- 1.5 to 3 gm daily in 2 divided 
dose.

OTHERS   Rituximab, Tacrolimus

Other Modalities



Lung Transplant

Patient with severe NSIP that is progressive and 
disabling despite immunosuppressive therapy may be 

considered for lung transplant.

 Honey combing on HRCT.
 DLCO less than 35 % of predicted.
 10 % or greater decrease in FVC or 15 % decrease in 

DLCO during 6 month follow up.



ROLE OF TBLB IN DIAGNOSIS OF ILD

TBLB is the procedure of choice when ILD is suspected, has a 
centrilobular distribution. 

 Sarcoidosis , Hypersensitivity pneumonitis , 
Lymphangitis Carcinomatosis , Eosinophilic 
pneumonia , Alveolar proteinosis .
•The highest yield is in Sarcoidosis- around 
71%. 

Studies suggest that in NSIP, TBLB is used when the 
radiological features are inconsistent with UIP/NSIP/Non 

responder.



Thank 
you

ACKNOWLEDGEMENT

DEPARTMENT OF 
PATHOLOGY.

DEPARTMENT OF 
RADIOLOGY.
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