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DEFINITION

ILDs are a heterogeneous group
of disorders that are classified
together because of similar
clinical, radiographic, physiologic,
or pathologic manifestations.
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ILD: THE TERM IS MISLEADING

e Because pathologic process starts in
the Interstitium but most of the
disorders are also associlated with
extensive alteration of airway and
alveolar architecture.

e More appropriate term is Diffuse
Parenchymal Lung Disease (DPLD).



DPLD : CLASSIFICATION

DPLD of known cause e.g.

S Idiopathic Granulomatous Other forms of
durgs or association e.g.

Intestitial DPLD e.g. DPLD
pneumonias sarcoidosis e.g. LAM, HX etc

collagen vascular disease

Idiopathic lIP other than
pulmonary Idiopathic
fibrosis pulmonary

Desquamative Respiratory

Interstitial brochiolitis
pneumonia Interstitial lung disease

Acute interstitial Crypto_g(_enic
pneumonia organising
pneumonia

Nonspecific

Lymphoid interstitial
pneumonia

Interstitial
pneumonia




DISTRIBUTION OF DPLD
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DIAGNOSIS

< History

+ Physical Exam

«+ Chest Radiograph

<+ Pulmonary Function Testing

% TIssue examination



CLINICAL MANIFESTATIONS

e Progressive breathlessness
e Dry cough
e OTHER

e Fatigue
* Weight loss

 Joint pain.



PHYSICAL EXAMINATION

Bilateral basilar Velcro-like rales

Wheezing- rhonchi occasionally heard
May have tachypnea and tachycardia

Pulmonary hypertention and cor
pulmonale






CHEST RADIOGRAPHY

- Plain Chest X-Ray

- CT scan of the chest



CXR: LIMITATIONS

« CXRis normal:
d in 10 to 15 % of symptomatic patients
with proven infiltrative lung disease
d 30% of those with bronchiectasis
d ~ 60 % of patients with emphysema &
HP
« CXR can provide a confident diagnosis in ~ 23

% of cases.



HRCT IN DPLD

« HRCT provides greater diagnhostic
accuracy.

« HRCT has a sensitivity of 95% and
specificity may reach 100%.

« HRCT patterns narrows the differential

diagnosis of DPLD.



COMPARING X RAY WITH HRCT

e X Ray

e HRCT
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HRCT PATTERNS FOR DIAGNOSIS

* Hypersensitivity
poneumonitis

NODULAR GROUND GLASS



INTRALOBULAR SEPTAL THICKENING




HRCT PATTERNS FOR DIAGNOSIS

e |IPF
« Asbhestosis
e CTD

RETICULAR INFILTRATES



HRCT PATTERNS FOR DIAGNOSIS
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PULMONARY FUNCTION TEST
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PULMONARY GAS EXCHANGE

e A reduction (DLCO)is acommon,
but nonspecific.

e DLCO reduction does not correlate
with disease prognosis, unless the
DLCO is less than 35 % of predicted.



SIX MINUTE WALKING TEST

<« In IPF pulse oximetry desaturation < 88%
during the 6MWT Is associated with a
median survival of 3.21 yrs

< While a saturation of more than 89% has a
survival of 6.63 yrs



ROLE OF LUNG BIOPSY

» Lung biopsy for diagnosis of DPLD Is

needed only in small number of cases.

» HRCT is usually sufficient for diagnosis.



INDICATION OF LUNG BIOPSY

< Atypical or progressive symptoms and
signs.

<« Atypical radiographic features

» Unexplained extrapulmonary
manifestations

» Rapid clinical deterioration

» Sudden change in radiographic
appearance



MANAGEMENT OF DPLD

Why DPLD Is a hopeless disease

?



MANAGEMENT OF DPLD

<+ Untreated DPLD iIs a progressive disease.
<« Course of the disease Is unpredictable.
+ Leads to respiratory failure and death.

« There is lack of effective specific
treatment.



MANAGEMENT OF DPLD

DPLD of known cause e.g.
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MANAGEMENT OF DPLD: IPF

< Supportive care

*Supplemental oxygen
ssPatient education
*Pulmonary rehabilitation

<*Vaccination

< Drug treatment

<« Lung Tranplantation
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DRUG TREATMENT FOR IPF

» Several drugs

* Only 2-3 trials

nave

nave

neen tried for treating IPF

peen proven effective



IPF- DRUG TRIALS
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IDIOPATHIC PULMONARY FIBROSIS INTERNATIONAL GROUP EXPLORING N-ACETYL CYSTINE I ANNUAL

THE IFIGENIA-TRIAL*

e Multinational, double-blind, randomized,
nlacebo-controlled, parallel-group trial

e Prednisone + Azathioprine + NAC vs.
Prednisone + Azathioprine

* Maurits Demedts et al NEJM 2005



IDIOPATHIC PULMONARY FIBROSIS INTERNATIONAL GROUP EXPLORING N-ACETYL CYSTINE I ANNUAL

THE IFIGENIA-TRIAL*

Primary endpoint: VC (L)
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PIRFENIDONE TRIAL

randomized controlled tral (RCT) from Japan compar-
ing pirfemdone with placebo was stopped prematurely
after a secondary endpoint—acute exacerbation—was
found significantly more frequently in the placebo group
as compared with the active treatment arm

A second RCT from Japan

comparing pirfenidone to placebo found a reduction 1n
the rate of dechne 1n vital capacity over 52 weeks 1n the
pirfenidone arm (=90 ml vs. —160 ml, P value 0.04)




LUNG TRANSPLANT

Three types of Lung transplant:
» Single Lung Transplantation (SLT)
 Bilateral Lung Transplantation (BLT)
- Survival rate Is 84% in 1 yr
* Living Donor Lobar Lung Transplantation
(LDLLT)
- 8 out of 9 patients survived up to 48 months



CONCLUSION

« The most important step in the management
of DPLD is to establish the diagnosis to avoid
inappropriate treatment.

* The next important step is to stage the
severity of the disease. This will guide the
treatment choice.

» The overall prognosis of IPF is poor. Only 30%
subjects survive for 5 yrs after the diagnosis.




Is there any hope?



HOPE
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