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First author Country Source Study period Age 

(yrs)

Cases (n) Prevalence per 

100,000

Incidence per 

100,000

Projected 

Canadian

Prevalence 

per 100,000

Projected

Canadian

Incidence per 

100,000

Fernandez 

Perez(1)

USA Community cohort 1997-2005 50+ 47 63.0 (B)

27.8 (N)

17.3 (B)

8.8 (N)

7,352 (B)

3,244 (N)

2,019 (B)

1,781 (N)

Gribbin(2) UK THIN GP data (255 GP)

(3% pop)

1991-2003 40+ 920 4.6 776

Navaratnam(3) UK THIN GP data (446 GP) 2000-2009 40+ 2,074 7.44 1,255

Coultas(4) USA ILD autopsies, community 

cohort

1988-1990 18+ 510 20.2 Men

13.2 Women

10.7 Men

7.4 Women

4,357 2,378

Raghu(5) USA Health care claims (<1% pop) 1996-2000 18+ 1,943 (Prev)

387 (Inc)

42.7 (B)

14.0 (N)

16.3 (B)

6.8 (N)

11,183 (B)

3,666 (N)

4,269 (B)

1,781 (N)

Lai(6) Taiwan National health insurance 

(11% pop)

1997-2007 18+ 418 6.4 (B)

4.9 (N)

1.4 (B)

1.2 (N)

1,676 (B)

1,283 (N)

367 (B)

314 (N)

Von Plessen(7) Norway Hospital records (5% pop) 1984-1998 16+ 158 (CFA) 23.4 4.3 6,128 1,126

Hodgson(8) Finland National pulmonary clinics 1997-1998 All 1,445 18 6,140

Karakatsani(9) Greece Survey of pulmonologists 2004 All 189 (Prev)

52 (Inc)

3.38 0.93 1,153 317

Kolek(10) Czech

Republic

24 centre study 1981-1990 All 488 (CFA) 12.1 0.94 4,127 321

Kornum(11) Denmark National admission data 

(100% pop)

1995-1998 All 1,417 5.28 2.91 1,801 993

Thomeer(12) Belgium ILD registry (57% pop) 1992-1996 All 72 1.25 0.22 426 75

Xaubet(13) Spain Survey of pulmonologists 2000-2001 All 197 (Inc) 2.94 1,003

Hopkins Canada National data admissions 

(100% pop); emergency/day 

surgery (50% pop) 

2011 All 12,268 41.8 (B)

20.0 (N)

18.7 (B)

9.0 (N)

14,259 (B)

6,822 (N)

6,390 (B)

3,057 (N)

Epidemiology and Survival of IPF from 
National Data in Canada

Hopkins R & Kolb M; Eur Resp J 2016
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3-4 yr ≈ 50% death rate

IPF Mortality



IPF – Access to Specialists in Canada

ILD Clinics



IPF – Access to Specialists in Canada

 Long wait lists
 Referral often too late
 Referral sometimes too unselective
 Time consuming consultations
 Limited resources for specialty clinics 



IPF – Access to Therapy in Canada

 Oxygen 
 Specific rehabilitation programs
 Palliative Care 
 Lung transplantation
 Pirfenidone
 Nintedanib



IPF – Access to Therapy in Canada

 Oxygen 
 Specific rehabilitation programs
 Palliative Care 
 Lung transplantation
 Pirfenidone
 Nintedanib



The Walking Winded: Oxygen in Pulmonary Fibrosis
Kerri A. Johannson, Sachin R. Pendharkar, Kirk Mathison, Charlene D. Fell, Jordan A. Guenette, Meena
Kalluri, Martin Kolb, Christopher J. Ryerson

(manuscript under review)

Jurisdiction Resting Criteria* Exertional Criteria
British Columbia  PaO2 < 60mmHg with comorbidity

 PaO2 < 55mmHg 
 SpO2 < 88% and increased walk distance 

by > 25% and 30m 
 SpO2 < 80%

Alberta  PaO2 < 60mmHg with comorbidity
 PaO2 < 55mmHg

 SpO2 < 80%
 Decreased dyspnea
 Increased walk distance by 30m and 25%

Saskatchewan  PaO2 < 60mmHg or SpO2 < 87% with 
comorbidity 

 PaO2 < 55mmHg or SpO2 < 90% 

 SpO2 < 88% and increased walk distance 
by ≥ 20%

Manitoba  PaO2 < 60mmHg  SpO2 < 90% and increased walk distance 
by > 25% and 30m

Ontario  PaO2 < 60mmHg with comorbidity
 PaO2 < 55mmHg

 SpO2 < 80% 
 SpO2 < 89% and increased walk distance 

by HOW MUCH?
Quebec  PaO2 < 60mmHg with comorbidity

 PaO2 < 55mmHg
No funding

New Brunswick  PaO2 < 60mmHg with comorbidity
 PaO2 < 55mmHg

 SpO2 < 89%

Nova Scotia  PaO2 < 60mmHg with comorbidity
 PaO2 < 55mmHg  
 SpO2 < 89%

 SpO2 < 80%

Prince Edward 
Island

 PaO2 < 60mmHg with comorbidity
 PaO2 < 55mmHg

No funding

Newfoundland No funding No funding













1. PFT done within 3 months of prescription – must be interpreted and 

meet ATS standards (criteria is “mild to moderate IPF”, FVC 50-80% pred, 

DLCO 30-90% pred)

2. HRCT done in the last 24 months (no contrast) – interpretation must 

specifically state that UIP pattern is observed. If the interpretation 

describes differential diagnosis or diagnosis is unclear and requires clinical 

correlation then the dictated follow up letter must address this to clarify 

the clinical features which lead you to the diagnosis of IPF. 

3. Clinical letter (day of prescription) – should include a summary detailing 

how IPF was clinically confirmed whereby ALL other forms of interstitial 

lung disease (including environmental exposure, medication or systemic 

disease) have been investigated and excluded in this patient. Also should 

include additional information regarding HRCT scan interpretation if 

necessary (see above).

Requirements for all New Esbriet or Ofev prescriptions



“INSPIRATION” (Esbriet)

EAP form and Inspiration program enrolment form are to be completed. Each will need to be 

signed by the ordering physician. All of the documentation (PFT, HRCT report, clinical letters) 

will be forwarded to the program and they will then review and send to the Ministry. 

As we are trying to minimize the number of patients who start drug on a bridging basis while 

awaiting EAP approval who do not meet the EAP criteria, it is necessary to explain to the 

patient that the process may take about 4 weeks. Once the program and/or EAP have 

determined eligibility, drug will be shipped and the patient will start. Patients who do not 

meet the EAP criteria because of PFT results will be started on a compassionate basis without 

having to wait for EAP decision.

RENEWAL

Patients are currently required to have a pulmonary function test done 12 months after 

starting Esbriet to demonstrate that they have NOT had progression of disease defined by 

an absolute decline in percent predicated FVC of 10% or greater from initiation of therapy. If 

a progression is documented, a repeat PFT can be done 4 weeks later for confirmation. This 

report must be submitted with an EAP form documenting the renewal application for 

funding. (Spirometry will not be accepted.)



EAP 
application 

form for 
Esbriet in 
Ontario



“HEADSTART” (Ofev)
In the anticipation of funding approval for Ofev, we will probably be required to go 

back and provide the same information to EAP for funding as we currently do for 

Esbriet. Patients currently receive drug on a compassionate basis very quickly from 

Headstart. 

We try to ensure that we met the same requirements so that it will be a relatively 

smooth transition to apply to EAP for patients receiving treatment.



Examples from EAP notifications:

“Patients must NOT demonstrate progression of disease defined as an absolute decline in 
the percent predicted FVC of 10% or greater since initiation of therapy (baseline). If a 
patient has experienced progression as defined above, the results should be validated 
with a confirmatory pulmonary function test conducted 4 weeks later.

The above guidelines remain applicable in cases where EAP coverage is required to 
provide continued treatment that was previously supplied through a clinical trial or paid 
for by other means such as third party payers.”
 Some patients have been on treatment since 2013 through third party payers or in open 

label clinical trials for a number of years and as such, a 10% decline in FVC may be 
observed since baseline but due to the length of time on treatment, the drug could very 
likely have preserved the fall to which the FVC may have declined without therapy. 
These patients would be declined funding.

Hurdles of drug access from the EAP, Ontario



Examples from EAP notifications:

“Please discuss whether the diagnosis of IPF has been clinically confirmed including 
whether other etiologies such as arthritis, collagen vascular or connective tissue disease 
(scleroderma), occupational/environmental inhalations and medication exposures, etc, 
have been investigated and excluded in this patient. “

“The physician is strongly encouraged to attach a brief summary detailing how IPF was 
clinically confirmed in this patient (maximum one page). A detailed consult note from an 
ILD clinic confirming IPF may be provided in lieu, if applicable.” 

 80% of submissions are returned to the clinical site as a Request for 

Additional Information with the above question. All EAP submissions include a pre-
Esbriet PFT, CT scan report and a copy of the clinical note from the patient’s chart 
(usually consult or diagnosing visit letter and letter from most recent clinical visit). This 
request has also been sent when biopsy results accompany the submission. 

 Clarification is also requested, even if all clinical data (including clinical letter/summary) 
is sent with application, when a HRCT scan report states “possibility of mild pulmonary 
fibrosis, UIP type but other possibilities are within the differential. Clinical correlation 
necessary.”

Hurdles of drug access from the EAP, Ontario



 FVC 50-80% predicted and DLCO 30-90%
o This does not take into consideration the predicted set that different centers use

 For example, with our FRCAU predicted set a patient had a DLCO 22% 
predicted but when results 3 months later were received from UHN (using 
CDN-UHN predicted set) the DLCO was reported as 30% (yet the observed 
values were 5.0 and 5.2 respectively, which does not account solely for the 
difference). Patient met criteria and was funded but after multiple 
submissions.

o Patients with an FVC predicted greater than 80% are not funded – as this is a 
value generated from a predicted set and those who are not ideally suited to the 
predicted set are penalized. 
 For example: Caucasian Female, Height 151 cm, age 74 years – FVC predicted 

value 2.31 L, FVC pre 2.10 L, percent predicted 91%; DLCO 25% predicted. 
Biopsy proven IPF/UIP and clinical correlation relates to disease. Ministry not 
funding Esbriet, treated through compassionate program since Feb 2015.

Hurdles of drug access from the EAP, Ontario



 Criteria for initial consideration for funding are a reported pulmonary function test 
including FVC and DLCO. Once approval for funding is granted, PFT’s are requested 
every six months (or in some cases, funding is given for a shorter time, 1-4 months). 
Since the predicted FVC is the only value being compared at renewals, spirometry 
reports should be accepted from accredited pulmonary function labs. Spirometry 
reports could be provided from accredited centers. 
o The benefits of accepting spirometry reports from accredited centers include:

 Reduced cost to the Healthcare System by performing spirometry as opposed 
to full pulmonary function tests

 Shorter wait times for all patients as pulmonary function labs can have wait 
times  of 4-6 weeks depending on the center 

 Less stress and physical burden to patients with IPF who would not have to 
perform the PFT if not clinically necessary. Shortness of breath, light-
headedness, fatigue and headache are frequently reported post pulmonary 
function testing

Hurdles of drug access from the EAP, Ontario



 Every 6 month renewal must also include a copy of the pre-Esbriet PFT which 
was sent with initial submission. Additional paperwork to complete EAP 
renewal form and pull all testing since drug start.

 Patients who received funding from private insurers prior to the initiation of 
the ministry funding program may not have Esbriet-naïve testing within the 
time window the ministry requires. They are then denied funding after 
receiving Esbriet through their insurer since we cannot turn back the clock to 
provide PFT’s within 3 months of drug start if it wasn’t done at the time. 
Moving forward we are trying to ensure ministry requirements are met 
(PFT’s and HRCT’s available) prior to private insurer’s coverage.

Hurdles of drug access from the EAP, Ontario



Lately, we have been receiving more notice of approvals than denials and the 
response time of the ministry has improved since funding was initiated!

It is imperative that all testing is collected and all forms are completed for EAP 
prior to enrolling and dispensing drug through Inspiration program – otherwise, if 
something is missing or needs to be repeated and the patient has started drug, 
we can no longer provide Esbriet-naïve results.

For a busy ILD clinic with multiple (2-3) respirologists, the time to coordinate 
access to drug is a very big undertaking, addressing ministry, program and patient 
concerns daily.

Hurdles of drug access from the EAP, Ontario


