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Messaggio principale della CFF Foundation:

e OTTIMISMO ed ENTUSIASMO

e Entro 5 anni il 95% delle mutazioni avranno una terapia
e Entro 10 anni il 100% delle mutazioni avranno una terapia

Terapia non vuol dire cura definitiva ma un trattamento specifico
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Nuove classificazione delle mutazioni

Man mano che gli studi con i nuovi farmaci avanzano appare evidente
che la classificazione delle differenti mutazioni a 6 Classi non e sufficiente
a spiegare il difetto funzionale della proteina CFTR
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Evoluzione

e Nuovi farmaci e nuovi players si affacciano all’orizzonte
e Nuovi meccanismi di attacco al difetto base vengono proposti

e Forte competizione tra le Aziende
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Vertex

e Esiste una certa % di pazienti che evidenzia risultati deludenti con
ORKAMBI ma Vrtx sta sviluppando altri farmaci che possono
significativamente migliorare la efficacia
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Vertex sviluppo
e TEZACAFTOR + IVACAFTOR (Fase III)

e Vx 440 + TEZACAFTOR +IVACAFTOR (Fase II)
e VX 152 + TEZACAFTOR +IVACAFTOR (Fase II)

e Vx 371 + LUMACAFTOR + IVACAFTOR
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PROTEOSTASIS

e Propone un ulteriore step nella terapia del difetto di base quello di affiancare
al potenziatore e al correttore un AMPLIFICATORE

e Queste nuove molecole hanno un meccanismo differente in pratica
aumentano la biosintesi della proteina CFTR

e ["aumento intra cellulare della proteina migliora anche l'efficienza ed il
beneficio clinico dei correttori e potenziatori.

e Il vantaggio degli amplificatori e che sono potenzialmente efficaci
indipendentemente dalla classe di mutazione Y /T

Ve L
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IONIS pharmaceutical

e Oligo nucletide antisenso

Tecnologia target su m RNA dei canali ENAC

Farmaco nasce dall’idea di bloccare la funzionalita dei canali del sodio
ENAC inibendone il gene.
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Enzimi pancreatici

In USA non sembrano esserci i problemi che abbiamo vissuto in Italia
legati alla carenza di Creon. Nuovi enzimi:

e Zenpep
o Pertzye
e Relizorb (terapia enterale)

Sono disponibili come alternativa a Creon. Purtroppo non sembrano essere
interessati a rendere disponibili i loro prodotti in UE. Probabilmente
perche I'Italia non e un paese che gli garantisce buoni profitti. P /N
VLY
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Terapia antibiotica inalatoria

e In USA sono disponibili solo 2 farmaci per via inalatoria:

- Tobramicina
- Aztreonam

La Levofloxacina dovrebbe essere approvata nel 2018.

Purtroppo non sembrano esserci altri farmaci in arrivo per il trattamento
dell’infezione cronica da Pseudomonas a.
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Terapia antibiotica inalatoria

e £’ invece in fase III un nuovo farmaco inalatorio per l'infezione cronica
da MRSA (Stafilococco aureo meticillino resistente). Questo batterio e
di crescente riscontro nell’escreato dei pazienti FC

e [l farmaco contiene Vancomicina in formulazione polvere inalatoria.

e Altre molecole in fase iniziale di studi clinici sono per il trattamento del
micobatterio.
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Terapia antibiotica inalatoria

e Una forte raccomandazione e stata data circa l'utilizzo di sistemi
inalatori validati (farmaco+ nebulizzatore)

e | farmaci generici inalatori non sempre danno garanzie di pari efficacia
rispetto ai farmaci originali.

e La riduzione della efficacia puo essere anche superiore al 30-40%
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Iniziative per la comunita FC

MMUNIT
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How the Community shapes CF Initiatives

The CF Community shapes our work by providing input on the design,
development, and expansion of many CF initiatives, including:

Adult Advisory Council
Members of this council Virtual Events
inform the Foundation on These events are designed

current topics and for and by adults with CF to
recommends strategies that create a virtual space to

ensure excellent programs connect, learn, share, and
inspire from one another

CF Peer Connect

A program that provides
people with CF the
opportunity to connect one-
to-one virtually with a peer

mentor for topic-based
mentoring related to
managing life with CF

Community members get involved through surveys, focus groups, committees, and more!

& ay LrC
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Eventi virtuali per la comunita FC

at Are Virtual Events?
What Are Virtual Events?

tual events include;
v|rtual events include:

Keynote or panel discussions with live Q&A
Keynote or panel discussions with live Q&A
Chatrooms, photo sharing, artistic outlets, and

Chatrooms, photo sharing, artistic outlets, and
other spaces for creativity 2
other spaces for creativity
. Video breakout sessions facilitated by people with CF

Video breakout sessions facilitated by people with CF
.

BREATHE

CYSTIC FIBROSIS FOUNDATION

Annual two-day event
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Advocate - Portavoce (CFF Foundation)

| governi federali e statali svolgono un ruolo fondamentale nella ricerca
sulla FC, nello sviluppo di farmaci e nelllaccesso per le persone affette
da FC di accedere alle cure e alle terapie di cui hanno bisogno.

Stiamo responsabilizzando i membri della comunita CF a parlare di
guestioni importanti per le persone con fibrosi cistica.

Il nostro obiettivo € quello di aiutare a educare i responsabili politici sui
bisogni delle persone affette da FC in modo che prendano decisioni
intelligenti sulla ricerca, sul trattamento e sull'accesso alle cure
correlate alla LG

\ T . . . v L Lega Italiana
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Terzo Circle of Care - Vertex

La LIFC ha avuto finanziato un progetto dal titolo:
Telemonitoraggio per i pazienti in pre e post trapianto polmonare

Sirivolge a 60 pazienti, 20 saranno seguiti dal Centro Trapianti della
Lombardia e 40 in altri centri come: Torino, Padova, Firenze e Palermo.
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Progetti presenti

I vincitori del bando sono stati 15, 1 temi trattati variavano dalle APP di
video giochi per i bambini, alla raccolta fondji, alla divulgazione
dell’'informazione sulla malattia, alla formazione di centri medici in
paesi meno organizzati, alla transistion care.

Il progetto LIFC e stato molto apprezzato per essere rivolto a chi ne ha
piu bisogno, per essere innovativo e concreto ed immediatamente
fruibile dai pazienti.

la LIFC
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Meeting di presentazione - Indianapolis

Lo scorso 13 Novembire, si e svolto un meeting organizzato dalla
VERTEX per presentare i progetti e lo stato dell’arte degli stessi.

Ho presentato il progetto durante una piacevole serata che ci ha
consentito di rafforzare i rapporti con la VERTEX e con gli altri partner
presenti, del mondo economico, medico-scientifico e associativo anche
europeo.
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Self-monitoring healthcare devices addressed
to pre and post transplant CF patients

L. 22
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Evaluate if self-telemonitoring can be useful for early diagnosis of major adverse events
that complicate the course of lung transplant

Assess the impact of telemonitoring on patients’ quality of life, pre and post-transplant
hospitalization, onset of chronic rejection

Detect multiple vital parameters of the patient at home in the pre-transplantation phase

Avoid the risk of infections for immunodepressed CF patients when attending hospitals
for medical checks

Make patients play an active role in the management of their own health

[ Audience

* 60 CF patients
* 20 followed by Lombardia Regional Transplant Center
* 40 followed by other Italian Regional Transplant Center

The project started in Ospedale Maggiore Policlinico — Milan on
01/09/2017 after the approval of the Ethics Committee. By now the
project has 10 patients and 1 physiotherapist to read and analyze
the data

Other National Transplant Centers have been contacted to join the
project and involve CF patients: Florence, Palermo and Padua

The difficulty was starting the project due to the lack of qualified
staff who could read and analyze the data. Once equipped with the
staff, the project finally started in Ospedale Maggiore Policlinico -
Milan

[ )

[Parameters Evaluated

FEV1 and FVC (forced vital capacity)

Discomfort assessment according to MRC (Medical Research Council)

SpO2 during programmed maximum physical activity

Axillary body temperature

Body weight

Glycemia; mean and median of daily blood glucose

Quality of life (self-assessment with St. George's Respiratory Questionnaire SGRQ)

After a year from the start up of the project, reports will be
produced, based on which the benefits expected will emerge

1 a Ca

VCAL JLCPS ]

Increase the number of patients
Involve in the project other National Transplant Centers
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Fondazione IRCCS Ca’ Granda “ Regione
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Alcune immagini della serata:

la LIFC
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| progetti vincitori

An Innovative Smartphone App to Enh Social C ctedness
and Support Well-being in Young People Living with CF

'; Donna Cross, EdD'; Andre Schultz, PhD'.?; Rebecca Nguyen', Jacinta Francis, PhDY; Liz Balding?; Stephanie Ct
1. Tolethon Kids Institulo, Porth, Australia; 2. Princess Margarot Hospital Porth, Australia; 3. Monash Chidron's Hospital, Victoria, Australia

- hmwm-mw-wmnu
10 young people living with C|

g wm—hwymmuvnymnmnaMmappaemnmxn .
pport social connectedness and well-being

ngaging, usable and helpful| [+ Young people with CF have fewer social interactions and the risk of cross-
infoction means they re isolated from one another

Smartphone y
with each other and school peers regardiess of location

* The smartphone app is targeted at young people with CF aged 12 - 17 years
- Study Srdogs wlikorm practos and to help CF clinics
o connectedness and well-being in young peoplo lving with CF.

FOR YOUNG PEOPLE WITH CF

* Moderated social chat room function may increase young people’s
heakh and wolbeing by forming fiendeiipe and Stpport
with other young people who have CF (or who are experiencing

PROJECT DELIVERABLES
. Recrultment
December zun January 2018

areh 218
survey to evaluate app

March - April 2018

Oniine group e 8 <oty + Interactive CyFi Buddy asks users how they are feeling, and provides.

AN by 20 additional tips and upifting videos, may also positively affect user's

writing well-being
Mw July 2018 * Young P‘«x’lemﬂy‘&imsum by their parents & the CF
fooling

+ The CyFi Buddy communicates with the CF team, 0 they are moro
aware of how their patients are feeling before they come to cinic,
which means they can communicate more effectively with them

« Parents can feel confident in knowing their child is being supported
socially

pp is designed to provide parents with peace of mind, given
‘medication

o low mood
CHALLENGES

+ Wo need to workshop with young people who can' be in the same
room together, but we have successively conducted e-Summits in the
past
Transtating health research through
across o number of
support from an app developer and also
CF Vickora, who Wi hw s o prae 6 S

IDEAL NEXT STEPS

+ Taking the app to commercial production and conducting an efficacy
trial to assess whether using the app has a positive effect on social
connectodness and wolk-being

+ Ensuring that all young Australians with CF who have @ smartphone
krm-lm|lfnnwtrymu\dd2mb and_eventually to

Figurs 1: the spp

CyFi Space Aow-sqm-oam-mmmmmmm
Smarthons Avp chronic health condition:
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Transition to Lung Transplant: D

Successfully Transition Patients with Cystic Fibrosis

1. MN, NP-PHC, CDE

The collaborators set out to develop a national program to optimize the
transition to transplant process and each patient’s transplant journey.
The four-tiered program aims to:

* Conduct an scan to current
‘and gaps in care.

Develop and host virtual patient and caregiver educational webinars.
Develop and host on-site and virtual workshops for healthcare
professionals.

Develop standardized protocols for transplant management in CF
clinics.

Audi

The environmental scan was targeted to:

_+ Adult (18 years +) post-transplant patients

+ Caregivers of paediatric transplant patients

+ Lung transplant coordinators at the four Canadian transplant centers
I' CF Nurse coordinators from 42 clinic sites

The virtual patient and caregiver educational webinars are targeted

ecilia Chaparro, MD'

Canada; 3. University Health

Deliverables

1. Environmental Scan
Feedback was gathered through three independent surveys distributed
via Cystic Fibrosis Canada's social media channels, direct to clinics, and
direct to patients through clinic distribution lists. Survey results provided
insight into current gaps in care and a roadmap for webinar topics.
Surveys were completed by:

* 53 Adult Patients

+ 8 Transplant Coordinators

+ 31 Nurse Coordinators

2. Virtual Patient & Caregiver Educational Webinar Program (in
development)

+ Webinar 1: Preparing for a Transplant

* Webinar 2: Financial Considerations & Relocation

« Webinar 3: Psychosocial Challenges

. Virtual Healthcare Provider Webinar Program
Webinar 1: Overview of Transplant (Speaker: Dr. Cecilla Chaparro)
Webinar 2: Pharmacy Overview (Speaker: Daniel Cortes)

inar 3: Relocation & Financial Considerations (Speakers: Annle
Thomas-Diceman & Laura Middieton)
Webinar 4: CF-Related Diabetes (Speaker: Kate Gent)
Webinar 5: Vaccines (Speaker: Kevin Curly)
Webinar 6: Mental Health (Speaker: Dr. Kien Dang)
Webinar 7: G & Liver Disease (Speakers: Dr. Paul Pencharz, Brooke
Stewart, & Dr. Tanja Gonska)
Webinar 8: Infection Control Guidelines (Speaker: Dr. Shahid Husain)
Webinar 9: Physiotherapy & Exercise (Speakers: Kenneth Wu & Lisa
Wickerson)
Webinar 10: Bone Health (Speaker: Dr. Erin Norris)
Webinar 11: Sexual Health Issues (Speaker: Dr. Elizabeth Tullis)
Webinar 12: Paediatric Transplantation (Speaker: Dr. Melinda
Solomon)

. Development of Standardized Protocols (In development)
Protocols for CF-related Issues pre- to post-transplant will be
developed based on webinar content and discussions on the.
following topics after consultation and consensus with the other
transplant centers in Canada:

Cystic Fibrosis-Related Diabetes

Gastrolntestinal Complications.

Vaccines

veloping National Standards in Canada to

Not being able to plan anything.

Relocating — being away from home W-umll-ﬂ
and famlly getthe lungs in

Not knowing what to expect

Folllnﬂﬁooﬂd(hml:)tw Fear of not being ready and declining
of bel

* Survey responses indicated great appreciation from both patients and
healthcare providers for a focus on this topic and for the opportunity to
engage in the development of the program.

Based on feedback, a new has been developed on Cystic
Fibrosis Canada's website dedicated to the pre- to post-lung
transplant transition process. Traffic to this page will be monitored and
evaluated at the end of the project.

Recorded webinars will be made freely available on Cystic Fibrosis
Canada's website and will be accessible by the global CF community.
Metrics on viewings of recordings will be tracked.

Post-webinar follow-up surveys will gather feedback from participants.
on the value of the webinars and opportunities for

Challenges |
while this program Included:

+ Wait times for translating survey and website content l
* Survey ratos and inders, which |

aovuopm-nm program content

i times
uxpmnmkm and mmnlmmmumwh
desire 1o engage a national audience across multiple time

Ideal Next Steps

+ Develop a more robust peer mentorship program for patients
« Greater outreach to the French-speaking community

+ Global collaboration (LLC QI project) ~ In progress

Marco Magri, Consiglio direttivo LIFC, V Forum FC Napoli




| progetti vincitori:

Lhoret, MD, PhD
¢ Caabe or de [Universié de Montréal

(CFRD).

We propose a pit study 1o evaluate the diagnosis performance of 8
TT to screen

RO, MSc': Valérie Boudreau, RD, PhD cand.

(CHUM), Montrea, Canada;, 2. Montreal Clnical Research Instiute (IRCM).

therine Desjardins, RD, MSC”. Martin Ladouceur, PhD*; Frangois Trembla MD, MSc?; Rémi Rabasa-
i ceur, 4 gois Tremblay. Sc
athe

Montreal, Canada; 3. Ecola de santé publique. Université de Mor

Study Protocol and Data Collection

Day 1 Day 2 Day 3 Day 4 Day 5 Day 6 Day 7

from the:
E with measures of plasma glucose

 hosoitabased OGTT
and the use of 75 g glucose beverage;
(COMS) and (86)

andte 759 3
. with measures of glucose (CGMS and caplary
BG)and 759

[ We belleve tht a simoified version of the OGTT wouid be more
‘atiractive, would make it more acceptable for patients and has the
simplty CF-

ST g 19chice costs.

to

perticipate into this piot study (n=20).

W can take advantage of our large screening program for diabetes
(over 280 CF patients Inciuded with at least 50 OGTT each year)
. in

At home At home
Home-based OGTT with Home-based OGTT with
mesures of glucose with mesures of glucose with
CGMS and caplllary BG CGMS and capllary BG

follows Patient should follows

Cystic Fibrosls Clinic
Standard-OGTT with plasma
glucose values

CGMS training and installation conditions standardized conditions

medical chart
One home-based OGTT performed with 75g glucose from candies
‘and the other one with the 75g glucose beverage; random order.

orainges [l useniext s

+ Itis difficult to recruit patients for studies requiring participants' high * We would like to recruit other centers to participate in a validation
involvement. study.

1
known CFRD,

1 for CFRD has.
in

Marco Magri, Consiglio direttivo LIFC, V Forum FC Napoli

e the low number of person with CF without known * Alarger number of patients is considered and on a longer period.
RD at our conter. * Pediatric population wil be considered

We know that the OGTT is associated to several frustrations In patients:
. mamun are not appreciated;
. TT must be Integrated into appointementss
and complex mk:l’:w SRR
* The standard beverage is not well tolerated
* For health care teams, nnuybwm:ulrnz”m ,
3 an
sereening system. Material costs and time are r?&mmdhm

We hope to increase patients' acceptance.
Patent' adharenca i this scrooning esy |+ 0 Umatly

CGM systom wil also provide P
il aow Us o bete Understand gyeemic svece LS

2 o
Author
™ ot heve oty b deco.

D o e s ety e

Improving education and su i

pport for CF patients using (a) virtual
online sypport groups and (b) targeted frequent exacerbation care
(education, mental health care, symptom diaries & home s

Da . MS': Rhonda List, BSC; Lucy Gettie, RON, CNSC'; Maorgan Soper, MSW"

pirometry)

7 Adult CF Program, University of Virginia Health System, Charittesvie, Viginia Bannie Relly, BSN'; Robert Flood'; Heather Brusctwein, PsyD': and Elaine Cagnina, MO, Pro

Oblective s i mitmv I et oo o,
» S?R:;T; m;«-m":ma Virtual support group for CF patients using * 8 sessions for each patient group
ine piatform
A + 5-10 patients per
Improve care for patients with frequent exacerbations, particularly E b e bl )
5 o rneiaiion Born hospRa 1o harne * Use of the BlueJeans video conferencing
platform which is mobile-device friendly

Inclusion of a patient ‘moderator” to encourage
We have designed online support groups to target the needs of 3 open d\a\oguepmc\us\or\ & engagement -
separate adult patient populations: h 2 & engage __

1. Stable patients Multiple team members serving as facilitators
2. Patients with frequent exacerbations Postar survey to assess . Bl uej eans
3. Young adult patients who use exercise as ACT areas for improvement

Patients with frequent exacerbations requiring IV antibiotics 3 or Stable Patient Group Planned Curriculum:
more times per year are the target for our education / discharge
interventions.

Tooks
Introduction, Personaly Colors
of Care

Co-Production

Dellverahln Lifestyle / Behavior Change Process
Time Management

New and novel online platform for CF education and support ) Hast O]

« Ability for CF patients to engage with each other in a safe
and supportive online environment

aceraton orotocor wah sgricant
% of patients retuming 10 baseline FEV1 (below)

O i s At

+ Busy adut patient population with job and family
demands

« Sessions designed and targeted at unique issues important  [RRSSIRY SR ETERR G ITTD] * T

for each patient population e 7
Moderat Goals of this intervention:
3 P esthoses isem “. Decrease rate of exacerbations in select patients,
A new frequent exacerbation plan of care that includes: - Improve patient experience, and
ducation theraples, airwa, « Improve co-production and patient involvemnent in care
Sur-m:t ey, e e f through symptom tracking and home spirometry.
e eneranerts . Key Components of the Protocol:
SIS EpID Qe In-hospital (or in-clinic) education re: managing IV therapy, augmentation of
RREetctinct wih heatt car e CF specific therapies during ilness

Home symptom diary
CET I ;1 s5cmotr (S0 PD) tomonior FEV1 atess 21 weokly
Establish online discussion groups as a viable method of Follow up phone call at least once weekly for the duration of therapy
g Siaion Sepeort and engagemant for CF patients (and Srontem @-3wes folowspvstngine L
) safely share ideas concerns Mental health screening during and po;ldveuwbl
CoA bl (counseling, pharmacologic) as indicat
"w = Patient experience of care surveys for inpatient and outpatient management

+ Access to home spirometers, insurance bamers
+ Time to implement thess processes
+ New staff onboarding, traning




| progetti vincitori:

. MObile Device Utilisation Lifting Adherence and Treatment
Engagement in Cystic Fibrosis (MODULATE-CF)

Self-monitoring healthcare devices addressed to pre and post-transplant CF patients

e . fatein o
has improved, treatment complexity has increased? and  Patient and Healthcare  professionals
prescribed

treatments has decreased, with Questionnaires inform the development of N
e less than half of their prescribed educational and health tracking websites. resulted In unanticipated delays in [owesss ] e
1 cement. However, these issues = project Status and Challenges
the :
in

‘comment i
list CF centre result in better outcomes, resolved and It is anticipated
locations, will_gather momentum

do not have easy access to

months

Ideal Next Steps

. Develop, determine the uptake and evaluate the impact of a CF specific fmlwwmmm p
educational website and parallel health tracking web application, upon CF mh;m“mh o e .A-'.-‘.T ortmtsedepasmnd CF patocts wham
and adherence to therapies.
2. Develop a web based education portal that will improve knowledge and Tesaerthy pUmORSS .-!'-'- medcal crecks
confidence in delivering CF care by non-CF specialist HCPs in regional

G T E———
The MODULATE-CF Collaborator group * 60 CF paterts.
comprise a dedicated nm; of M-It.': * 20 tokowsd by Lomberdie Regional Transplant Canter
n preofessionals. a high level of expertise *+ 40 toowed by oer Rakan Regional Transpiant Center
mhmn::v-mmuuplumunc:'o:n?—?m =" thelr fields and who a crucial o the
results will lead to rollout to adult and paediatric centres nationally development of qualty educational materials

* Assnss B Imact o ieemonionng on patents' qualty of e, ore and Profect has 10 patents envoled and 1 physcmerapet envoled 1o read

Faraciartston prase

Otrer Nationat
patacts: Florence,
your reports wilbe

produced, based on which the benefts expected wil emerge

d experience of university based specialsts n delivering online health, an Adult CF Centre with an
advocacy group, with a focus on Improving the lives o patients liing in regional areas, The collaboration aims to deliver powerful anline
‘specialist care and increase patient adherence with treatment, through In knowledge and thelr
ved especially in the groups. 2 ; st
Charles Hospital Adult CF Centre: ot * ; .,.,_,h '.,,,,., ”_ ‘.
m-mummpw«mm Patient engagement n reglonal Q g - iove
uestionnaire development and deployment. roject oher Nationai Transpiant Canters
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#WILLPOWERDONORS. Social Awareness Campaign against Sedentary Lifes
Juan Antonio Da Silva Irago, vice president of Spanish Federation of Cystic Fibrosis. Valencia, Spain.

Fibrosis Trust

Delivering High Quality End of
People with Cystic Fibrosis

Objective

Audience

ﬂlh-.o-—---.m...... Included:

Marco Magri, Consiglio direttivo LIFC, V Forum FC Napoli

ADULT ROYAL

1. Comprehensive 2. Dra forr
IR g

bereaved relatves
pallative care taarrs. inviled 10 evaluate
the.

,n;"’“e

4 Oocument mowed sy 8 Prot ot
Uso o ACE with
S oe UKCF conibs and gt ke b om0

gain bor
and thei familos

ACP document includes
Next of kin and importart peogle
Supporting children

Financial aftairs & wit
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Advanced Car Plan
. A7 online standardised, CF-spacific Advance Cars Plan
(ACP) tamplate for everyone with CF and ail CF clinicel teams.

Training Programme
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To improve the quality of lfe of children and young people affected by Cystic Fibrosis through the.
‘awareness of the significance of physical exercise and healthy habits in the struggle against se-
dentary Ifestyle.

ons to maintain and improve health indicate that children should accumulate a mi-
nimum of 60 minutes of moderate or vigorous physical activity per day. According to a scientific
study carried out by Spanish researchers in 2014, only 34% of healthy children meet the minimum
recommendations for physical activity while children affected by Cystic Fibrosis who meet these
recommendations only reach 2%.

- The campaign was launched on the 5th October and many CF patients have joint and sent their
sport videos with the hashtag #Willpowerdonors.

- Only two media outiets have published the news so far.

- The campaign has a broad acceptance in the social profiles of the Spanish Federation of Cystic
Fibrosis since the spot of the campaign has been shared on Facebook 600 times and has been
viewed 120000 times in a week.

The start of the campaign was delayed since the project exceeded by far the work efforts antici-
pated by the organizers.

paign is
_The campaign reached less interest on media than expected. The organizers consider that this
mm-mmdmmmllmbumdmmwmmmmmmnmmry.npodlllyw
liical campaigns and events which have overioaded media and social networks.

- Children and youth with Cystic Fibrosis
- Population with sedentary lifestyle

- Our goal to extend the campaign and join more people with CF.

- We would like to expand

paign by sending their videos,

- A good idea would be
ntries,
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V.MBA. Suzanne Corcoran', Denise Clark' RN, Leanne Habesb'. Chis Ryan’, Karin Knossler’

"

for the group
* Introduce USB spirometers for home use
.

« Adult CF patients capable of using telemedicine
+ Advantage provided for those In rural areas or unable to attend clinic.

- /

nd experience/
uts and meetings +/

ne. Australia.

Fatet epradouicons st M
both in a)
‘studles and b) cllnlul care, ull»g less than 30sec to complete..

Figure 1. The. AweScore® correlates wellwith the CFG-R™ and is
to administer on paper of using online survey tools.

Patient reported experience measure PREM

We conducted a survey of needs
major domains of pmm.:mne-ln-lnnuofwm
Including home,

Marco Magri, Consiglio direttivo LIFC,

MARKING IN CZECH CF CENTRES

'Pnpnntlon Stage

Jingfich JItK"; Simona Zabranska’; Anna Arellanesové®

Kiud 2.5, (Czech Cystic Fibrosis Assoclation - CCFA), Prague, Czech Republic

A.0F sarres (CFC) 0 Crach Reubiic.

* no rmowabifty of Quaity of care across all CFC
* mewne erest of State healthcare system
Number of pavents.

o CF patients. 304 s 622
Note: largest CFC in Prague - MOTOL (54% patients)

Prouect targets.
* a8t W process of evaluation and companson of care quality
 improve tevel of care for our CF patients

+ CF patients and thew familes (influence quaity of their iives)

+ Heaith professionais and care takers in the Czech CFC

« Omher CF patient organizations ~ 1o be shared (Middie and Eastern
Europe)

M"w from Dutch CF patient
1o Czech environment

* On Ste Audits in CFC ~ check sheet. physical check
Patient SW questionnaire - set of Guestions, rigger. SW. data analysis
‘Canch CF Register— KPis, analyze comelation with our data

V Forum FC Napoli

Impact

Best Practice adopted from the Netheriands

June 2017 - study visits to well established patient organization (NCFS)
and Utrecht CF Centres - WKZ (children and adults)

Prolect impact.

+ Unification and standardization of CF care in Czech CFC

« Knowledge sharing with other CFC and patient organizations
plan Jan 2018 - Czech CF team 10 vist CF Cantre in Utrecht - WKZ

+ Explain to CFC importance of benchmarking for further quality care
improvement

This project covers only Preparation stage.
We wil apply for another grant 10 fun the ive process as folows:
+ Pllot: two CFC - trial, data evaluation
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4 Kids
A Game to Develop Coping Skills in Children Living With Cystic Fibros

BENERAL OBJECTIVES

« Minimise the complications caused by the illness

= Improve the quality of Iife of the people with Cystic Fibrosis

* Increase their functional capacities,

* Assist the people within the rural community with Cystic Fibrosis
with their main difficulties of access to the services

The program is intended for all people with Cystic Fibrosis in the

rural community of Galicia, once the program had started and having

gving it the necessary publicity, people who did not know the

sssociation contacted us to access the program  consequently

because of that the number of beneficiaries increases progressively

Before we started the program we attended 180 people and at NUMBER SESSION/USER
this moment we are approaching 200 people growing gradually over At this moment the two physiotherapists who attend
time. Galicia are performing sessions of physiotherapy to
R people with Cystic Fibrosis at least once a week, the
w results achieved are very satisfactory since there
= 10 were people who did not perform their physiotherapy
Conducting physiotherapy sessions at home in the rural community daily and thanks to the program it is getting control
reaching each and every place and adherence.
where they require it

L oeNEs T =

o o et o ey o o o i s o s o et
The main problem we encountered was hiring one of

the physiotherapists as  there are  no

physiotherapists with experience and sufficient

training in respiratory physiotherapy.

validated (onky & monthe)

associated with quality of life, In the future we would focus on encouraging sports
“the sr.gg' At first, a reduction in the complications of the. and physical n;t_ivity in people witlr:‘ timi:ﬂ ﬁ'hdmis:yy
- 5T Georgs's stionnaire disease and an increase of adherence to creating a training plan that would be c: out
g’- mmd. g:la:.;:vyng:‘:mﬁwﬁm treatment are perceived. the physiotherapist.

Pr—— T ——
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Anticipatory Guidance Tools to Facilitate Successful Transitions in Care

o, L phanie Fiigno, PhD, Nik

ot OH, Ur

foviectie __________________Jooiverabies

developmental miestones rolated to CF care

* Empower patients to leam essential self-management skills
* Help patients to become more active participants in the transition

help their children achieve this goal

« Children from birth 1o 21 years and their caregivers

Marco Magri, Consiglio direttivo LIFC, V Forum FC Napoli

Audienos Deliverable

The cystic fibrosis S
community, including careDate Tracking
le with CF, their b 5
s Bl
activity type [duration |
systems. The rates
collaboration has the *Communication
ability to provide grants. *Collaborative
across the nation. Sponsorships

Next Steps

.
.

Physical
Activity

Objective
Proude grants for athietic
activities between
organizations with
organically overlapping
missions - Supporting
active lfestyles for
comi
o earcise.
Through this collaboration,
‘we become the
Data
58 grants awarded
23 states represented
Age range 2-57 years
(Average age 22.5)
Average FEV 67.625%

Challenges
Meeting the needs of
the adult CF
population | Financial
limitations of our
organizations | How to
track usage rates

P sunnises ﬂwmm Q) seowm

ﬁ‘wm P LT §‘ htadrdog
fomm fooim v
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know that the recipient
is using what they've

ﬂ!ﬂmulloﬂs‘p:y the
activity provider directly

attendance, and daily
activity. Some options
considered include self-
reporting at various.
intervals, activity logs,
checking in directly with
the provider, and activity
trackers (i.e. fitbits),

Exercise
improves lung
function, mental
health, and
community
engagement

Jessika| 23| CDBF
rolter -;hv‘r:” \::- found self.

confidence, passion, and
friendship:
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Fine progetti.
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Stato dell’arte del progetto LIFC

Attualmente sono stati individuati circa 10 pazienti seguiti dal Centro
Trapianti della Lombardia.

La maggiore difficolta che abbiamo incontrato e trovare personale
qualificato per monitorare i dati. Attualmente e stato impiegato un
fisioterapista a Milano.

Ia LIFC

Lega ltaliana
'L Fib%osi Cistica
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Passi successivi

Identificare nuovi pazienti e nuovo personale qualificato.

Dopo un anno dall’avvio del progetto (settembre 2017) si potranno
analizzare i risultati ottenuti attraverso la realizzazione di report.

la LIFC
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Vertex Innovation Forum - Milton Park 20/11

La LIFC e stata invitata a partecipare al meeting che si legge nel titolo.

Sono stato al meeting che si e svolto presso i laboratori di Ricerca della
Vertex in Europa a Milton Park - Abingdon, Oxforshire (UK)

L’obiettivo del meeting e stato il confronto fra diversi e qualificati player
del settore al fine di identificare nuove strategie e prodotti per la cura
delle Fibrosi Cistica.

la LIFC

Lega Italiana
" Fibgrosi Cistica
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Alcune foto di Milton Park

la LIFC
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Marco Magri, Consiglio direttivo LIFC, V Forum FC Napoli



/ /

Alcune foto di Milton Park
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Alcune foto di Milton Park
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Alcune foto di Milton Park
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Alcune foto di Milton Park

CORNING

LIFC

Fibrosi Cistica
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Avanti e veloci !
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