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Results: Fifteen children with CF were included (median age 13.5 years;
range 3-17.5 years). The median AHI was 0.7 (0-3.5). While 53.3% of pa-
tients had no sleep apnea, 46.7% exhibited mild obstructive sleep apnea.
Median nocturnal oxygen saturation was 89% (83%-95%), and 73.3% of
patients required nocturnal oxygen supplementation. Hypoventilation was
not observed. Median FEV; z-score was -6.87 (-8.75;2.78).No significant
difference was found between children with and without sleep apnea
regarding PFT parameters (p=1.000) or oxygen needs (p=0.87). Children
with mild sleep apnea underwent PSG at a significantly younger age (median
10 vs 14.5 years; p=0.042). No significant correlation was found between
AHI and PFT parameters (r=0.077; p=0.786).

Conclusions: Mild sleep apnea was detected in nearly half of the children.
High nocturnal oxygen requirements (73.3%) likely reflect the selection of
patients with suspected respiratory failure. In this cohort, PFT results were
not significantly associated with sleep apnea. Larger studies are needed to
further elucidate these relationships.
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Sleep quality in adults with cystic fibrosis: preliminary findings
from the CF-Tracker study
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Background: Sleep disturbance is common in adults with cystic fibrosis (CF)
and is likely multi-factorial. Both subjective and objective assessments
demonstrate impaired sleep quality, but data is limited on which individuals
with CF are more affected and how sleep relates to clinical parameters.
Methods: Clinically stable adults with CF were recruited as part of the CF-
Tracker study, an ongoing longitudinal observational study investigating and
profiling pulmonary exacerbations. Subjective sleep quality was assessed
using the Pittsburgh Sleep Quality Index (PSQI; good is <5). Objective sleep
was measured at home over one month using wrist actigraphy.

Results: Data are available from the first 44 study participants; 25 (57%)
were female, median age of 39 years (range 20-77). Median FEV1 (FEV1pp)
was 59.7% predicted (range 25.2-103.7). Subjective sleep quality was
impaired, with a median global PSQI score of 6 (range 1-14); 23 (52%) re-
ported PSQI > 6. The median PSQI sleep efficiency component score was 1
(75-84% sleep efficiency). No statistically significant associations were
observed between PSQI score and sex (Mann-Whitney U test), age, BMI,
FEV1pp, or reported breathlessness (Spearman’s rank correlation). To date
11 participants have completed actigraphy monitoring for mean duration of
30 days (IQR range 14-43). Mean sleep duration was 6.9 hours per night, and
median actigraphy-derived sleep efficiency was 85.3% (IQR range 74.9-
90.4%).

Conclusion: Adults with CF report impaired subjective sleep quality, with
objective measures indicating reduced sleep duration and efficiency.
Ongoing recruitment and longitudinal follow-up within CF-Tracker will
enable evaluation of relationships between sleep, disease severity, and pul-
monary exacerbations.

Funding: LifeArc/Cystic Fibrosis Trust Innovation Hub Network.
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2789+ 5G>A variant: a nationwide registry-based analysis
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Objectives: 2789+5G>A variant is reported most frequently in Tiirkiye
among European countries in ECFSPR 2023 annual data report.This study
aimed to evaluate the demographic and clinical characteristics of patients
carrying the 2789 +5G>A variant registered in the CF Registry of Tiirkiye
(CFRT).

Methods: 2024 annual data of patients carrying 2789 + 5G>A variant were
retrospectively analyzed within this cohort. Findings were compared with
282 patients homozygous for the F508del variant registered in the same
database.

Results: 96 patients carrying 2789+5G>A variant (median age:10.37
years) were included. Compared with F508del homozygotes,patients with
2789+ 5G>A were diagnosed at a later age (median 0.33 vs 0.25 years;
p<0.0001). Nutritional status was significantly better in the 2789 +5G>A
group, with higher BMI z-scores in patients under 18 years (median
0.14vs—0.70; p<0.0001). Lung function was also superior (median
FEV1:94.5% vs 90.0%; p=0.044), and sweat chloride levels were signifi-
cantly lower (84.76+23.37 vs 92.44+22.49 mmol/L; p=0.005). F508del
homozygotes experienced more pulmonary exacerbations (19.1% vs 9.4%;
p=0.026) and had higher rates of Pseudomonas aeruginosa colonization
(29.1% vs 18.7%; p=0.044). Pancreatic sufficiency was significantly more
common in 2789+5G>A patients (p<0.0001); also, acute pancreatitis
occurred more frequently in this group as expected (2.1% vs 0%; p=0.012).
CF-related diabetes (11% vs 1%) and liver disease (34.7% vs 9.4%) were
significantly more prevalent in F508del homozygotes (p<0.0001).
Conclusions: The 2789+5G>A variant is associated with a milder CF
phenotype, including later diagnosis, better nutritional status, and preserved
lung function. Despite lower therapeutic burden and higher pancreatic suf-
ficiency,these patients have an increased risk of acute pancreatitis, high-
lighting the need for variant-specific clinical follow-up.
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elexacaftor/tezacaftor/ivacaftor in the paediatric setting: a
Slovenian single- centre experience

J. Rodman Berlot "2, Z. Jagodic I B. Salobir ®, S. Skrgat %2 U. Krivec 2.
YUniversity Children's Hospital Ljubljana, Department of Paediatric
Pulmonology, Ljubljana, Slovenia; *Faculty of Medicine, University of
Ljubljana, Ljubljana, Slovenia; 2University Medical Centre Ljubljana,
Department of Pulmonary Diseases and Allergy, Ljubljana, Slovenia

Objectives: The transition from paediatric to adult cystic fibrosis (CF) care
is a vulnerable period associated with decreased adherence and clinical
deterioration. During the initial rollout of elexacaftor/tezacaftor/ivacaftor
(ETD) in Slovenia, a temporary strategy was implemented whereby adoles-
cents approaching transition received ETI initiation within their established
paediatric team to preserve therapeutic relationships.

Methods: A retrospective analysis was conducted on adolescents who
received ETI initiation in paediatric care prior to transition between 2021
and 2024. We analysed ppFEV; and BMI one year before transition, during
the transition year, and one year post- transition. The Friedman test was
employed for three-group comparisons, and the Wilcoxon signed-rank test for
two-group comparisons. Adherence to therapy and pregnancy outcomes were
documented.

Results: Thirteen young adults with CF (62% female) were included in the
study. Mean age at transition was 22.8+1.7 years. No significant changes
were observed in the median ppFEV; (98 before vs 90 during vs 87 % after
transition; p=0.679) or median BMI (21.7 vs 21.7 vs 22.0 kg/mz; p=0.739).
The change in ppFEV; before and after transition was not significant (2 vs
0 %; p=0.814). ETI adherence remained excellent, consistent with real-
world adolescent data. Three of eight females (38%) became pregnant during
the transition year (one planned, two unplanned).

Conclusions: Initiating ETI in adolescents whilst under paediatric care
facilitated a smooth transition without clinical deterioration. High adherence
likely reflected the preservation of therapeutic relationships. The 38%
pregnancy rate highlights the urgent need for earlier reproductive health
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counselling in adolescents receiving ETI, as pregnancy rates have increased
substantially in the ETI era. Family planning discussions should become
routine in adolescent CF care and transition preparation, ideally beginning
well before the transition occurs.
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From the ground up: building sustainable cystic fibrosis care in
challenging regions — an example from Kosovo
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Background: Global cystic fibrosis (CF) care has advanced, but disparities
remain in low-resource settings. In Kosovo, access to specialised CF services
has been limited by geographic, economic, and educational barriers. A
collaborative initiative was launched to establish a sustainable, multidisci-
plinary CF care model adapted to local needs.

Objectives: To present the development, implementation, and early out-
comes of a sustainable CF care framework in Kosovo.

Methods: A needs assessment identified healthcare capacity, patient
numbers, diagnostic gaps, and system limitations. Capacity building included
training for clinicians, nurses, physiotherapists, and dietitians, and devel-
opment of diagnostic services and care protocols aligned with European CF
Standards. Partnerships with an international Twinning Project, regional CF
centres, NGOs, and patient organisations enhanced expertise, equipment
access, and therapies. Sustainability planning focused on integrating CF
services into public hospitals and establishing local training pathways.
Results: Within three years, Kosovo established its first multidisciplinary CF
unit, improved diagnostics via sweat testing, newborn screening, and genetic
analysis, and increased patient follow-up. Standardised care pathways, pro-
fessional development, and specialist visits were implemented. Patient or-
ganisations supported awareness and access. Early outcomes show improved
monitoring, care coordination, and treatment adherence despite resource
constraints.

Conclusions: Sustainable, high-quality CF care can be built from the ground
up in resource-limited settings through targeted capacity building, local
ownership, and international collaboration, offering a model for equitable
global CF care.
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Introduction and Aim: CFSPID describes infants with a positive newborn
screening result for cystic fibrosis (CF) who do not meet diagnostic criteria
and therefore require clinical follow-up. We aimed to evaluate the clinical
and genetic features of CFSPID in patients followed at our center under the
IRT/IRT protocol.

Methods: CFSPID patients followed between 2017 and 2025 were retro-
spectively reviewed. Age, sex, clinical findings, sweat chloride, CFTR ge-
netics, and pancreatic status were recorded.

Results: Nineteen patients were included, of whom 12 (63.2%) were female.
The mean age was 12+11.2 (1-56) months and the mean sweat chloride was
38.1+7 mmol/L (20.6-58.2). No patient had pseudo-Bartter syndrome,
pancreatic insufficiency, or additional clinical findings. The mean follow-up
time was 12.44+11.8 (2-48) months. The mean daily weight gain at presen-
tation was 29.845.6 (21-39) g/day, and growth percentiles remained
normal. Six patients had no CFTR variant. Nine had one variant (3 CF-
causing, 1 CFTR-related disorder—causing, 2 VUS, 2 non-disease-causing, 1
not in databases) and four had two variants (2 VUS/non-disease-causing, 1
non-disease-causing/non—disease-causing, 1 CFTR-related disorder—
causing/not in databases). The mean follow-up duration was 16.41+18.13
(1-60) months. During follow-up, 2 patients (10.5%) could not be classified
because their variants were not found in the database, whereas 17 patients
(89.4%) continued to be followed with a diagnosis of KFKOT.

Conclusion: Most CFSPID patients remain asymptomatic; therefore, longi-
tudinal follow-up is crucial to allow timely identification of clinically sig-
nificant manifestations while minimizing unnecessary medical interventions.



