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Dr. George Nyale

diopathic pulmonary Fibrosis is a rare lung disease of uncertain

origin but which causes progressive decline in lung function
resulting in worsening shortness of breath. Its incidence has been
increasing worldwide though the prevalence remains low. The
diagnosis of this disease is first usually suggested after a high
resolution chest CT scan to evaluate the lung. Good quality chest
imaging has reduced the need to get lung tissue for diagnosis.
Doctors’ continuous medical education has improved doctors’
awareness and knowledge of this disease

Most patients get to pulmonologists or centre that can handle the diseases late
when the lung function has severely deteriorated and trail of any advanced
therapies has limited impact. The development of good and early referral
systems would be very helpful to patients with this disease. Also patient care pathways need to be developed
with a local input to guide care and facilitate supportive treatment including providing home oxygen. It is also
important for each country to set up local disease registries than collect data on patients with this disease and
facilitate research with a view of developing a cure for this relentless pulmonary disease.

| thank Getz Pharma for arranging the IRF series and developing these commentaries of the consensus
developed during IRF 2022 via polls that have tried to address the yawning gaps and challenges in the care and
treatment of IPF specifically in many middle and low income countries.
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Dr. Stefanni Nonna M. Paraguas

Indeed, the diagnosis of Idiopathic pulmonary fibrosis (IPF) is
challenging and is based on a complete and thorough history,
clinical symptomatology and diagnostic workups.

It's hoped that the figures discussed regarding the disease will be improved by
the availability of new treatments to slow the disease's progression.

| believe the success of this initiative is not dependent on just one group but
rather on considering the different stakeholders. In the Philippines, we have
started our registry for IPF patients and raised awareness through lectures
initiated by medical professional societies such as the Philippine College of
Chest Physicians. We have shared discussions with pharmaceutical industries to
help with the availability of treatment for diagnosed patients.

It is essential to monitor diagnosed patients proactively to identify disease progression, worsening symptoms,
and oxygenation to detect, and appropriately manage co-morbidities/complications. We need to optimize
strategies for addressing quality of life, including treatment of comorbidities, physical activity, emotional well-
being, and palliation of symptom:s.

Lastly, | believe it is also important and our responsibility to raise awareness about IPF among patients,
healthcare professionals (HCPs) and the general public.

Thank you to Getz Pharma for the opportunity where we have been able to raise awareness regarding the
burning issues related to IPF and its management. These publications of the consensus developed during IRF
2022 would help us communicate the common challenges faced by all the stakeholders of IPF disease
management especially in the low-middle-income countries.
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Dr. Shereen Khan

diopathic Pulmonary Fibrosis (IPF) is a rising respiratory problem

both in underdeveloped and developed countries however it poses
additional problems in underdeveloped (low and middle-income)
countries in terms of management, cost and further research. Despite
so much advancement in medicine and drug development, the world is
still awaiting some disease-modifying or disease-limiting drugs for the
optimum management of IPF. Lack of public awareness regarding the
disease, its management and the associated misconceptions further
worsens the scenario.

Getz Pharmaceutical is doing a tremendous job by arranging the “International
Respiratory Forum IRF” in order to educate physicians and also to share the
experiences between experts from different countries. During IRF 2022, the IPF
Symposium held at Ho Chi Minh City was an excellent effort to educate healthcare professionals and to conduct
a survey to evaluate the perceptions and challenges associated with the appropriate management of IPF.
Identification of such factors will surely lead to steps for the solution of the problems and by publishing the
consensus, we can extend this information to a larger pool of healthcare professionals.

I am thankful to Getz Pharma for giving me the opportunity to be part of this great activity and wish the team
lot of success in future endeavors.
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COMMENTARY NO. 4

Challenges in Idiopathic Pulmonary Fibrosis Management

Abstract

'Objective: The authors aim to evaluate the challenges
faced by each stakeholder for Idiopathic pulmonary
fibrosis (IPF) management, including the patients, their
families/caretakers, Healthcare professionals, and
Healthcare policymakers and organizations in Low-
middle income countries (LMICs) as perceived by 140
pulmonologists from 11 countries who participated in
International Respiratory Forum conference 2022 in Ho
Chi Minh City, Vietnam.

Methodology: A predesigned structured questionnaire
was developed about challenges faced by each
stakeholder for IPF management. Study participants were
randomly divided into four groups, and only one section
of the questionnaire was distributed among the
participants of each group.

Results: It was observed that the physicians greatly
supported the psychological well-being of the
patients/caregivers and awareness among Healthcare
professionals (HCPs) for timely referrals and diagnosis.
The caregivers must support the patients to keep their
willpower intact. The availability of only those therapies
with modest treatment outcomes with no benefits in
halting the disease or reducing mortality and the absence
of disease-modifying drugs was considered the major
challenge faced by Pulmonologists. Patient affordability
was considered the key hindering factor affecting High-
Resolution Computed Tomography (HRCT) utilization.
The development of Interstitial lung disease (ILD) national
registries to keep track of disease prevalence and
challenges at hand was defined as the urgent healthcare
initiatives that need to be taken by the concerned
healthcare policymaking authorities. Moreover, the
healthcare systems considered comprehensive patient
education about disease management and outcomes the
most effective self-management strategy to be
incorporated and disseminated. Although a small number
of patients with ILDs, specifically IPF, receive a prompt
and accurate diagnosis, the survey found that protracted
delays, frequent misdiagnoses, exposure to expensive
and invasive diagnostic procedures, and significant use of
healthcare resources mark the more typical diagnostic
experience for those with ILD.

Conclusion: These findings indicate the requirement for
novel diagnostic tools, best clinical practices, and HCPs
training to improve the accuracy of diagnoses in ILD
patients.
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Introduction

Idiopathic pulmonary fibrosis (IPF) is a progressive
interstitial pneumonia with fibrosing that has no known
etiology. It only affects the lungs and is linked to specific
(evidence of patchy lung parenchyma involvement)
changes'. The disease has a poor prognosis, with a
median survival time of 2 to 3 years from the time of
diagnosis in retrospective longitudinal investigations. IPF
can be difficult to diagnose in daily practice, and there is
frequently a long lag between the disease's initial
symptoms, typically a combination of Dry cough and
dyspnea with exertion: the definitive diagnosis.
Furthermore, a sizable fraction of cases do not achieve a
sufficient diagnostic confidence level on the radiologic
investigation, necessitating invasive lung biopsy
procedures. Disease management is also difficult2 and
frustrating to patients, caregivers, and doctors.

It is suggested that early patient referral to facilities with
specialized knowledge and prompt diagnosis could result
in more effective disease care3. Patients would benefit
from early diagnosis regarding adequate illness
information, prompt referral for lung transplantation,
avoidance of inappropriate medications (such as steroids
and immunosuppressive drugs), and enrollment in
clinical trials34. However, Early IPF symptoms are
frequently modest, and ILD screening efforts are
restricted to people with recognized risk factors or a
family history of IPF>.

The challenge is to lessen the uncertainty of the
diagnosis. Experts have suggested that early referral to a
specialty centre can be beneficial in cases where IPF is
recognized or suspected, like unexplained dyspnoea®.
The diagnosis of IPF necessitates close-fitting
coordination between clinicians, radiologists, and
pathologists skilled in ILD; this is especially important
when the radiologic and histopathologic patterns are at
odds. It has been revealed in many surveys that only
dedicated centers with high-volume ILD programmes can
offer multidisciplinary specialist clinics and coordinated
services’. Participation in a clinical trial may also be made
possible through referral to facilities with competence.
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IPF management has numerous difficulties; current
recommendations support lung transplantation and
enrollment in a clinical study as treatment alternativess.
The number of medicines being tested for IPF has
dramatically increased over the last ten years due to an
improved understanding of the pathobiology of the
disease?. Although there are risks associated with clinical
trial participation, particularly those related to the drug
being tested, this choice gives patients a chance to take
an active role in their healthcare, access novel, possibly
helpful treatments, and receive professional medical care
at the best hospitals.

One specific challenge is several unmet medical
requirements for caregivers of pulmonary fibrosis
patients, including disease information, symptom
management, financial aid, access to specialty facilities,
advanced care planning, and psychological support.
Comprehensive support adapted as the condition
progresses the load on the caregiver©.

The overall purpose of this survey was to address the
unmet need for information, challenges to make assured
diagnosis desired by healthcare professionals who assess
and treat people with IPF, to explore social support
systems for patients and the people who care for them in
this progressive disease and what their lives will be like as
it progresses relentlessly. And finally, to share suggestions
that policymakers in low-income countries can adopt in
the face of this rising challenge.

Methodology

A survey was conducted during the International
Respiratory Forum conference 2022 in Ho Chi Minh City,
Vietnam. A total of 140 pulmonologists from 11 countries
participated in the study. A predesigned structured
questionnaire was developed pertaining to challenges
faced by each stakeholder for IPF management, including
the patients, their family/caretakers, Healthcare
professionals, and Healthcare policymakers and
organizations.

Verbal consent was obtained, study participants were
randomly divided into four groups, and only one section
of the questionnaire was distributed among the
participants of each group. The questions and their
options in each questionnaire addressed the documented
key challenges of disease management and their possible
solutions relevant to the assigned stakeholder group. The
participants of each group were supposed to vote on the
most relevant options as per their clinical experience.
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For statistical treatment, the data analysis was conducted
using SPSS Version 22.0. The quantitative data were
presented as frequencies and percentages. SLIDO
software!! was used to present the survey results at the
end of the conference.

Results

As perceived by the enrolled healthcare providers, among
the dilemmas an IPF patient faces, the major one is the
progressive and rapid increase in symptoms like
shortness of breath, cough, and fatigue reported by 63%
of physicians (Table 1). The second group responding
with respect to family and caretakers reported that the
caregivers must provide psychological support to keep
the patient's willpower intact so they do not disregard
self-care. Of the major challenges faced by
Pulmonologists today related to ILD is the availability of
therapies having modest treatment outcomes with no
benefits in halting the disease or reducing mortality and
the absence of disease-modifying drugs. Patient
affordability was considered the key hindering factor
affecting HRCT utilization. The development of ILD
national registries to keep track of disease prevalence and
challenges at hand was defined as the urgent healthcare
initiatives that need to be taken by the concerned
healthcare policymaking authorities, as per the opinion of
74% of physicians. Among the effective self-management
strategies to be incorporated and disseminated by the
healthcare systems, comprehensive patient education
was considered as the foundation.

Discussion

Building on the progress in understanding IPF
pathobiology, additional research into the function of
gene variants, epigenetic changes, and other molecular
biomarkers reflecting disease activity and behaviour
should support the development of novel agents for
personalized treatment of IPF and enable earlier and
more certain diagnoses'213. The survey indicated that
recommendations that deal with the diagnosis and
management of IPF need to be revised in light of the
changing understanding regarding the use of HRCT and
other techniques. It was also observed that managing
patients with IPF is still challenging without efficient
pharmaceutical therapy. Updated guidelines and
research will need to urge clinicians to refer patients with
IPF for clinical studies and include a thorough analysis of
the pharmacologic treatments for IPF that are currently
on the market.

This study's findings can be considered when creating
instructional materials for providers, patients, and
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Table 1: Responses obtained from the healthcare providers for challenges in IPF management.

Questions Responses %
Patients
What are the biggest dilemmas a patient of IPF Progressive and rapid increase in symptoms like shortness of breath, cough, and fatigue 63
has to face? Definitive treatment is not available; patients usually go on palliative care only 44
Rapid occurrence of disabilities and poor quality of life 19
Unable to anticipate the poor prognosis 6
What are the most troubling thoughts that Being dependent and a burden on the family caregivers 44
come to an PF patient’s mind when the Terminal illness leading to early death 38
diagnosis is made, and the disease is explained?  pjcapilities to perform daily activities, including work 50
Financial burden due to treatment and other healthcare costs 44
Among the symptoms, chronic breathlessnessis  Distress due to constant dry cough 38
the major challenge experienced by IPF Restrictions of daily activities 75
patients. Which other most common adversity  piminished hunger 0
is linked with it? Lack of sleep 6
What measures shall IPF patients take to reduce ~ Maintain a strong diet to have less effect on the disease 0
their dependency on family and caretakers? Follow good breathing exercises reqularly as a part of pulmonary rehabilitation 38
Follow up with the primary physician regularly to keep the disease progress in check 31
Discuss the possible adversities and complications of the disease with the physician, learn self-management strategies 63
and then prepare to deal with them in anticipation
Family & Caretakers
What should be the active role of family and Be actively involved and aware of the treatment options available 42
caregivers of IPF patients? Are well-acquainted and encourage patients to follow the self-management strategies 17
Ensure appropriate diet and pulmonary rehabilitation to avoid or reduce severe symptoms 25
Support the patient psychologically to keep their willpower intact so that they do not disregard self-care 75
What are the challenges faced by the caretakers ~ Work-life balance due to progressively deteriorating health conditions of the patients 50
of IPF patients to maintain their quality of life?  Financial constraints and limited accessibility to novel medications 50
Psychological stress due to the short life expectancy of their patient 58
Staying disciplined and compliant with the advised treatment and care 8
What are the most important instructions and Limitations of the treatment options available, along with their duration and cost 33
information to be provided to the caretakersby  Symptomatic self-management strategies to reduce the impact of symptoms on the daily life of the patients and their 33
the treating physicians of their IPF patients? caretakers
Poor prognosis and short survival rates of the disease, especially when the diagnosis is delayed 25
Importance of good nutritional and psychological support should be emphasized 50
What can be the useful parameters for the Frequency of severe breathlessness episodes 67
caretakers to assess the disease progressionso  Effect of antitussives on the constant cough 0
that timely communication with the treating Reduction in weight and dietary habits 2%
physician could be done for hetter treatment Any bluish discoloration or paleness of fingers, toes, or around the mouth 50
prognosis?
Healthcare Professionals
What are the major challenges faced by Less specificity and sensitivity of the diagnostic measures 26
Pulmonologists today related to ILD? Current available therapies have modest treatment outcomes with no benefits in halting the disease or reducing the 58
mortality
Delayed referrals leading to advance disease conditions of patients 47
Difficult to implement the treatment guidelines 16
What are the most concerning dilemmas with Large number of ILD types and etiology 37
the treatment of ILD? Poor treatment outcomes due to delay in diagnosis and relevant medical care 53
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Limited ability to monitor both disease severity and the presence of adverse medication effects 16
Novel therapies (anti-fibrotic drugs) only slowing the decline in FVC 37
What major challenges with Surgical Lung Lack of sufficient availability of Thoracic surgeons 32
biopsies lead to delayed diagnosis? Post-operations risk of exacerbations 32
High risk of Pneumothorax after the procedure 26
Invasive procedures are not usually accepted by patients and caregivers 74
HRCT is an integral part of the diagnostic Affordability of the patients 53
process of ILD. What do you think could be the  Radiological errors by radiologists or obsolete equipment used 16
key hindrances in its appropriate utilization? Not readily available in the geographic vicinity 26
Unawareness among physicians regarding the classical radiological features of IPF and how to differentiate them from 63
other differential diagnoses
Which type of lung biopsy is usually preferredin  Bronchoalveolar Lavage 21
your region? Transbronchial Cryo Lung Biopsy 5
Surgical Lung Biopsy 42
Transbronchial Biopsy 47
Healthcare Policymakers & Organizations
What should be the most urgent healthcare Create ILD national registries to keep track of disease prevalence and challenges at hand 74
initiatives taken by the concerned healthcare Make the diagnostic tools accessible in all tertiary care set-ups for ILD-suspected patients 21
policymaking authorities to control the poor Make disease-limiting drugs like Anti-fibrotic therapies accessible and affordable to IPF patients 53
prognosis of IPF patients? Training programmes for physicians and educating patients along with their caretakers should be initiated in order to 32
eliminate the myths and misconceptions about the etiology, risk factors, diagnosis, and management of IPF
Which are the most effective self-management ~ Comprehensive patient education about the disease progression, diagnostic processes, and possible treatment options 84
strategies to be incorporated and disseminated  and their outcomes
by the healthcare systems to ensure patient Training the patients regarding pulmonary rehabilitation techniques 37
compliance, considering that the median Educating the caregivers and their patients about palliative care and its importance in IPF 32
survival rate of IPF i around 3.8 years? Psychological and nutritional counseling so that the patients don’t give up on themselves too early 26
What is essential in promoting a better quality ~ Extra efforts by the research and development corporations to find a cure or disease-modifying therapies with better 32
of life to improve patient outcomes despite prognosis and easy accessibility
limited resources and poor disease prognosis? - Healthcare policymakers and authorities should focus their emphasis on creating IPF outreach centers to educate, treat 47
and follow up with IPF patients
Healthcare authorities should create local diagnostic, referral, and treatment guidelines for their physicians and 47
pulmonologists to avoid delays in diagnosis and savor the narrow therapeutic window
Diagnostic facilities and their affordability should be ensured for all the suspected patients so that the diagnosis of the 37
specific type of ILD can be made timely
Why is there a lack of progress in research and Being a rare and rapidly progressive idiopathic disease, Research and Development on IPF and its treatment is not 63
development to counter the healthcare financially viable for big corporations
challenges IPF poses globally? Governments try to shrug off the adversities of the disease as their focus is more on other epidemics and common 4
communicable diseases
Developing new biopsy techniques and other non-invasive diagnostic tools can be a very lengthy and expensive N
because there is a prolonged list of differential diagnoses
Conducting clinical trials on IPF patients can have various ethical barriers like short survival rates due to delayed or 32

misdiagnosis

Forced Vital Capacity (FVC); Idiopathic pulmonary fibrosis (IPF); Interstitial lung disease (ILD); High-Resolution Computed Tomography (HRCT)

caregivers. Future studies should examine how these
materials affect the provision of care and patient and
caregiver satisfaction. As this is the most appropriate

method to reach patients and caregivers at the desired
level, models for distributing disease-related
information/education in a dosed fashion should be
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investigated's. Research is being done on the disease
trajectory and behaviour of IPF, which could be included
in this instructional material. Developing comprehensive,
patient-centered care models includes knowledge of
diseases as a key component.

It is also important to consider the opportunities and
challenges associated with diagnosing and managing
patients with [IPF in LMICs utilizing first-hand
experience’>16.  Additionally, problems like the
accessibility of HRCT, spirometry, and a multidisciplinary
diagnostic environment must be addressed, even if they
wouldn't be a concern in high-income nations'6.7, Field
specialists, healthcare organizations, and financial bodies
must collaborate to create sensible and workable
solutions to guarantee that IPF patients receive an
accurate and timely diagnosis and appropriate access to
therapy.

However, people with IPF frequently experience several
comorbidities that should be properly diagnosed and
treated, as well as various symptoms such as chronic
cough and shortness of breath'8. Therefore, these
patients should get comprehensive care that includes
non-pharmacological therapies to enhance the health-
related quality of life rather than only addressing the
progressive deterioration in lung function.

Conclusion

The survey determined that although a small percentage
of patients with ILDs, specifically IPF, receive a prompt
and accurate diagnosis, the more common diagnostic
experience for those with ILD is marked by lengthy delays,
frequent misdiagnosis, exposure to expensive and
invasive diagnostic procedures, and significant use of
healthcare resources. These results point to the need for
the development of National ILD registries to keep track
of the disease etiology and its challenges, new diagnostic
gears, clinical practice standard procedures, more
promising disease-modifying drugs, and HCPs education
to promote timely referrals and diagnoses in patients with
ILD.
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