A Patient Journey Map

Purpose Results

fo Y Peo ple L IVIiN g Wlth - Autoimmune pulmonary alveolar proteinosis (aPAP) is a rare lung disease Patient journey map Validation workshop
) mediated by granulocyte-macrophage colony-stimulating tactor (GM-CSF) - Four distinct phases of the patient journey were identified: 1) symptoms - The workshop patients (n=6) generally agreed with the content of the PJM, and no patients disagreed.
AUtOI mmune P U I monada I'y autoantibodies that block physiological GM-CSF signaling. This leads to and experience before diagnosis; 2) diagnosis with aPAP; 3) treatment; - The level of agreement reported by the workshop patients for each phase of the PJM is shown in Table 2.

reduced surfactant clearance in the lungs, causing abnormal accumulation and 4) ongoing monitoring (Figure 1).

Alveo I a r P I'Ote i n o s is of alveolar surfactant and impaired gas exchange.’ Table 2. PJM validation ‘ “Agree” or “Mostly agree” ‘ “Neither agree nor disagree” ~ “Mostly disagree” or “Disagree”

- People living with aPAP often face a complicated journey — physically, Survey - Symptoms and experience before diagnosis Phase 1. Symptoms and experience before diagnosis, n (%) 5 (83.3) 1(16.7) 0
. . —— . . . . o Phase 2. Diagnosis with aPAP, n (%) 4 (66.7) 2 (33.3) 0
( a P AP) \eNmort]lonaI(ij, ar:d flndanmaltlly tt.o receive the c;cijrl\r/lecszttdljgnos.;)s elrr:d treatment. . Thg most co[)nmonly reported initial sglmptoms were breathlessness (89.5%), Phase 3. Treatment, n (%) 6 (100) 0 0
e have developed a patient journey map (PJM)* to describe the fatigue (84.2%), and dry cough (73.7%). Phase 4. Ongoing monitoring, n (%) 6 (100) 0 0
| | - R experiences ar.]d_ needs of.people n the United States (US) living with aPAP - The majority of patients (73.7%) reported receiving at least 1 misdiagnosis, Abbreviations: aPAP, autoimmune pulmonary alveolar proteinosis; PJM, patient journey map.
Swaminathan Perinkulam Sathyanarayanan, MBBS,'* Niki Plomaritis, throughout their journey with the disease. A | 3 (42 1%
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'Division of Pulmonary, Critical Care and Sleep Medicine, University of Florida, Or th.e. patients who reporteQ havmg .a misdiagnosis (n=14), 92.9% reported d::,aptionl Up to 12 months Up to 18 months
GalneSVIlle, FL 32610, USA, 2PAP FOUI’IdatIOf), CI”CInnatl, OH 45229’ USA’ reCGIVIng treatment for a mISdIagnOSIS- (fromﬁrstexperienpcingsymptomstoﬁrstseeinganHCP) (from first seeing an HpCPtoreceivingacorrectaPAPdiagnosis) syears More thansyears
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- This PJM, which was created based on insights and feedback from people Of those who received treatm.et\t for a misdiagnosis (n _13)’ the most
common treatments were antibiotics (76.9%) and steroids (69.2%).

living with aPAP, was developed in four stages.
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1. Analysis of the existing literature. Survey — Diagnosis with aPAP
OBJECTIVE 2. Two patient advisory board (PAB) meetings and two 1:1 patient - Patients reported heterogeneous diagnostic pathways comprising numerous
. : interviews (n=7). diagnostic tests, and often waited several months or years after initial Emotions
To describe the experiences and needs of people 3. An online survey of patients (n=19). presentation to a healthcare professional (HCP) before receiving the correct @
in the United States living with aPAP 4. A validation workshop with patients (n=6) to confirm that insights and diagnosis of aPAP.
experiences had been accurately represented in the PJM. — The most commonly reported diagnostic test that led to an aPAP diagnosis

was a lung biopsy (52.6%). Only 21.1% of patients reported receiving the
pathognomonic GM-CSF autoantibody test. This low percentage is likely

Everything is normal Fear Relief @ Dealing with treatment : It's getting better!

CONCLUSIONS and CLINICAL IMPLICATIONS due to poor knowledge and low availability of the test until recently.** ke every oy around uriee © twashorble genuinlythoughel Tt was just relief — Sy . issmynewnomal inave

Patient demographics — The majority of patients (52.6%) visited 2 or more HCPs before being spretyslebaddpaor” foure outhat was wrong it e dingnost anh s ke T e i before PAP"

This patient journey map (PJM) provides insights on the - The demographics of patients are shown in Table 1. referred to a pulmonologist,. a.nd most (57.9.%) rep.orted visiting 2 or more IvhHiWrgE?tltddght é“vf:fttg[zléy]

distinct phases of people’s journeys with aPAP. Patients v o pulmonologists before receiving an aPAP diagnosis. mT——— T thoeshpmebreare N R —  :

living with aPAP reported inconsistent, heterogeneous, e i Survey patients p‘;:i:nt‘;p — Patients reported waiting long periods of time to receive a correct o the pont where s e Jst el | or mformation on 3PAP tha et vry o, kel [t Tolmammatnose
burdensome, and circuitous journeys. These journeys often Table 1. Baseline demographics = patients (n=7) (n=19) (n=6) diagnosis, ranging from a minimum of 1 month to over 2 years. The —— woddno e the o '

but the whole experience

majority of patients (89.5%) received a correct diagnosis between 1 and
18 months after first visiting an HCP.

was horrific"

- / :
Return to worry - -
"l just feel heavy all the time. You can't

Included multiple misdiagnoses, long periods without a Sex at birth, n (%)

People with symptoms People without symptoms
(symptomatic disease) - (asymptomatic disease)

correct diagnosis, and substantial treatment, financial, and Miale 5 (42.9) ) (47.4) 5 (50.0) SRR [T ———
. Ao e athe et tfo catinaloldeath: I had gone to my GP because | was havin ow much longer I'm going to live, if lung lavages inhaled GM-CSF* "At my worst, with no hope for a cure, |
emotlonal bu rdenS. . hFemale (o/) 4 (571) 10 (526) 3 (500) Survey _ Treatment "|Sitting a:)undh[v;:th Sy:ptoms?wasd h stomagch issues an it was gastritis" 9 Ehizjisefelis gve{:sggn? Eavelmy " s | — . e;:pesi/ﬁnceg dgetg depre?sion,an'd .
t niCity, 1] (1) just brutal” ".[I Wast]tjcotallyﬁrle,Ijustthought ody, and not really getting answers trﬁ;afi?:ze?f\f;as ) atst : po;?tt_m);lzsurzr:ﬁ thoughts of suicide were entertaine
- - - - Treatment pathways varied substantially, and currently available o onmybodandihe  payfrt i otbectiet
CaucaS|an or Wh|te Amencan 5 (71 4) 17 (895) 5 (833) p y y’ y recovery was so awful" be on |.t."There isnoway | can
: . Latin or Hispanic American 1(14.3) 2 (10.5) 1(16.7) aPAP treatments (specifically lung lavages) and off-label therapies ey e
Eeople with aPAP.aISO provided fe_ecliback. on Wha.t could Asian of Asian American ! (14.3) 0 0 were frequently described as burdensome, emotionally taxing, and/or el
improve _the experiences of those living with the disease, Current age, years, n (%) financially worrisome.
such as improved diagnostics and treatments, and greater 18-30 1(14.3) 2 (10.5) 0 — The most commonly reported treatments for aPAP by patients (n=18%) gy (TN
education on the disease within the medical community. 31-45 3 (42.9) 5 (26.3) 2 (33.3) were lung lavages (94.4%), followed by off-label inhaled GM-CSF (66.7%), insidious development
46-64 3 (42.9) 11 (57.9) 4 (66.7) and oxygen therapy (61.1%). : o | Stabl disease
. . . . . . . sually takes 2 or more rimar? ase '2n nuC:‘SIS iops Pztii;\;;a; With Symptoms
65 and over 0 1(5.3) 0 — It is likely that the lack of standardized guidelines for aPAP diagnosis pu‘fn;oni.ogis{t%comem OO RP. b 'y: dh 'hgb * O RIS e | Spamns ) e
. . . . . ) ) _ _ Asvmptomatic disease Symptomatic disease the correct diagnosis arely based on the pathognomonic a improvement : eterioration
This PJM prowdes the medical Communlty with valuable Age at diagnosis, years, n (%) and treatment until very recently has led to the reported heterogeneity o bmﬂi’,ﬁéﬁ’,{?&?&?;ﬁéiﬂf,',“ffugh ﬂ * [ ey et i s IIIIIIIMII// -
information on the needs of people living with aPAP and 13-17 0 1(5.3) 0 and inconsistency in diagnostic and treatment pathways experienced by t E E + — < =
- . . Full pulmonary worku — Disease
increases the awareness and knowledge of this rare lung 1630 0 (42.9) +(21.1) 2(33.3) patients.> - Dtk I v [T monorn
. . . . . Incidental finding o mptoms get worse fluid test, bronchoscopy, and lung biops
disease. Over time, these factors may improve diagnosis, 145 2(28.6) 8 (42.1) 3 (50.0) S Ondoi o 2lung problem meeme s o IS
treatment, and the overall holistic experience of people 46-64 2(28.6) 6 (51.6) 1(16.7) urvey —Lngoing monitoring s atomniody Hond e T upplementany
living with aPAP Employment, n (%)  Patients reported that long-term concerns of living with aPAP : ﬂ f s o]
Full-time employed 2 (28.6) 6 (31.6) 2 (33.3) centered around ongoing symptomatology, financial worries, and N Pcp - IIIIIMFII M e ituximaby Seff-monitoring of disease
eople visit , urgent care, or eferral to pulmonologist
Self-employed 0 3 (15.8) 0 emotional challenges. i i i A : Bl
Part-time employed 2 (28.6) 2(10.5) 1(16.7) - Patients also reported inconsistent long-term care, with a lack of standardized ' vo A vil 4
Retired 1(14.3) 2(10.5) 0 protocols in place for regular check-up appointments. 2Znd WL
DISCEOSURES Unable to work 0 2 (10.5) 1(16.7) Rl
Savara Inc. participated in the study design, study research, collection, analysis, and interpretation of data, as well na : : — The patients (n=1 8*) reported 6 different appointment schedules for - t Pramacotherapy i
i . : .. . . : Diaanostic tests Follow-up appointments
as the writing, reV|ew,. and approval of this p_oster for submission. Al authqrs had access to the data, participated in Unemployed 1 (1 43) 2 (1 05) 1 (1 67) . . Tests typicall ingclude chest X-ravs. PETs." (most commonly every 6 months)
the development, review, and approval of this poster, and agreed to submit this poster to the CHEST 2024 Annual P 1 (14.3) | (5.3) 1 (16.7) Iong-term care for their aPAP, with the most common frequency of oxngt)\ o Incude chest Xorays, PrT: +
Meeting. The presenting author has been given the right by all co-authors to present on their behalf. The patient emi-retire . : : . .
author and patient participants have consented for this work to be presented and were reimbursed for their time and Check-up appomtments (500%) bemg every 6 months.

contributions to this study. Savara Inc. funded this research and provided writing support for this poster. Medical writing Other 0 1 (5-3) 0
assistance, funded by Savara Inc., was provided by Mark Elms PhD of Oxford PharmaGenesis. Health insurance coverage, n (%) *1 patient did not answer the respective survey questions. +
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aertt Subsequent
rounds of WLL
Cycles of 3 “Appropriate” treatment (+/- supplementary

O misdiagnosisadd Wi for misdiagnosis pharmacotherapy)?

months to years Most commonly antibiotics
onto correct

mgm . = " . ) and/or steroids .
' ' Misdiagnosis diagnosis : Follow-ups and
Savara Inc.,gar;ner Therapeutics, and Lungpacer Medical. Public 1(14.3) 6 (31.6) 2 (33.3) Addltlonal patlent |nS|ghtS M‘;“;momf;?'y i ongoing monitoring
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