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OBJECTIVES:

• Case illustration of patient with IPF

•Why its important to diagnose early

•What the new treatments are and potential 
side effects

• How to manage breathlessness, cough

• End of life care



65 year old male

Known COPD ETT 400yards normally

SOB progressive for 6 months

Dry cough

Smoker

PMH: MI 5 years ago

Poor response to inhaler therapy

Little improvement with frusemide

No asbestos exposure

No eye problems; skin changes; dysphagia 



• Completing sentences

• Sats 92%

• Nail clubbing
• 25-50%

• Bibasal  Inspiratory Crepitations – Velcro like

Examination:



• Over 45 years old

• Persistent SOB 

• Persistent Cough

• Velcro crackles

• Normal or Restrictive Spirometry

•THINK ILD
•THINK IPF



CxR:

• Peripheral basal reticular 
pattern
• Honeycombing – clustered 

cystic airspaces

• Increased interstitial 
changes



PULMONARY FUNCTION TESTS:



HRCT:

• Bilateral

• Predominantly basal changes

• Predominantly subpleural

• Reticular nodular

• Honey combing

• Traction bronchiectasis

• Minimal ground glass

• Architectual distortion - fibrosis

• Reduced lung volume













The Challenges in ILD Diagnosis

• Early Diagnosis is paramount in a disease with worst outcomes than 
most cancers.



IPF

• US approx 150,000IPF patients

• 14-43 IPF cases per 100,000

• UK 8-9 per 100,000

• 5% increase incidence year on year



• Median survival 3-5 years after diagnosis

• Estimated 5 year survival 37%

• Accurate and early diagnosis often delayed on 
average 1-2 years from onset of symptoms
• Early symptoms non-specific and similar to other 

respiratory diseases



Ave life expect 3-5 years

37% 3 year survival



The Challenges in ILD Diagnosis

• Equal access to treatments: 

• Antifibrotics access

• Pulmonary rehabilitation and oxygen provisions vary

• Transplant





Management of IPF:

• Holistic approach

• Education

• Non-pharmacological
• Pulmonary rehabilitation

• Infection prevention
• vaccinations

• Palliative care

• Comorbidities

• Transplant in small minority

• Pharmacological





THE PRESENT:

• Pirfenidone -  anti-inflammatory/antifibrotic
• 3 RCTs CAPACITY and ASCEND

• Nintedanib -  Tyrosine kinase inhibitor
• 2 RCTs INPULSIS

• SLOW rate of Decline in IPF – FVC

• Improve survival – pirfenidone only



PIRFENIDONE

NINTEDANIB





Pirfenidone improves life expectancy by 2.47
years compared with BSC.



ADULT LUNG TRANSPLANTATION
Kaplan-Meier Survival By Diagnosis (Transplants: January 1990 – June 2006)

ISHLT 2008
J Heart Lung Transplant 2008;27: 937-983











Treatment Options



Potential side effects with 
anti-fibrotics  

Nausea/Vomiting 

 Loss of / reduced  appetite

 Weight loss

 Rash

 Stomach pain

 Upper respiratory tract infection

 Diarrhoea

 Fatigue

 Headache

 Indigestion

 Dizziness







Loperamide
Imodium®

• 1 tablet = 2mg

•  Can use up to 8mg in 24hrs

• Monitor for effect and reduce dose as 
required

• May not need to take daily



Nausea & Vomiting

Manage early!

Anti-emetic prescription – Metoclopramide, 5 days 
only

Long Term Management 

➢ Cyclizine 50mg TID

➢ Ondansetron 4mg BD ( avoid in presence of prolonged QT)

➢ Dietary considerations – ALWAYS WITH FOOD 
and a glass of water!



Photosensitivity with Pirfenidone !

Daily application of factor 50 sunblock

Keeping covered – wear hat , long 
sleeves



Managing Breathlessness

MSTOromorph

Pulmonary 
Rehab

Hand Held 
Fan

Breathing

Techniques
Oxygen



COUGH 

Treatments which may be 
offered include:

Proton pump inhibitors (acid 
reflux)

GI motility agent (non-acid reflux)

Inhaled steroid (eosinophilic 
cough)

Oramorph (cough 
hypersensitivity)

Codeine Phosphate Linctus

Gabapentin (an anticonvulsant 
medicine)

Mucolytic therapy. 

‘I try not to do things that trigger my cough, which is 
everything. I'm embarrassed with other people's reactions as 
they don't understand my condition’.



Reduced Appetite & Weight Loss

Dietary Supplements

Dietitian referral



Oxygen Therapy



“Palliative care involves management of
symptoms, which is relevant even in
patients with mild to moderate disease.”

“The goals of palliative care are to
prevent and relieve suffering, support
the best quality of life for patients and
their families, and encourage discussions 
regarding end-of-life preferences.”



Types of Palliative Care

General Palliative Care

Arranged by respiratory

teams with additional training

Palliative Care Approach
Offered by all HCPs

Palliative Medicine
Led by specialised palliative
care teams; delivered at 
home
or in a hospital/hospice

General 
Palliative 

Care

Palliative 
Care 

Medicine

Palliative 
Care 

Approach



Patient journey





Take Home message
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