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activity. Indeed, mitochondrial activity that is altered in CF plays a crucial
role in epithelial repair, and monitors cellular ATP and pH, both involved in
ciliary activity and mucin structure.

Methods: The studies were performed on primary culture of nasal
epithelial cells (hNEC) from patients with CF and CFBE41o- bronchial
epithelial cell line. We used multiscale differential dynamic microscopy to
assess cilia beat frequency and coordination. Mucins production and
localisation were investigated using RT-qPCR and confocal microscopy.
Airway epithelium repair was studied using the Incucyte life-cell imaging
analyser. Mitochondrial activity was investigated using the Seahorse
extracellular flux analyser.

Results: Our results suggest that SPMs increased ciliary beat frequency in
CF hNEC primary cultures. Several SPMs stimulated CFBE41o- cells repair
with various efficacy. SPMs did not significantly affect basal mitochondrial
respiration of CFBE41o- cells. However, specific SPMs restored mitochon-
drial respiration after TNF-a induced inflammation and alteration of
mitochondrial activity.

Conclusion: Our first results provided evidence of a role for several SPMs in
enhancing mucociliary clearance, epithelial repair, and mitochondrial
activity with various efficacy. This highlights a possible therapeutic benefit
of some SPMs in the CF airway disease.
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Background: Patients with cystic fibrosis (CF) are at high risk of developing
severe forms of viral respiratory infections. This study aimed at comparing
symptoms and clinical course of SARS-CoV2 infection with other
respiratory infections in patients with CE

Methods: We carried out a prospective multicentre cohort study within
the Italian CF Society involving 32 CF centres following 6,597 patients. CF
centres were contacted to collect baseline and follow-up data of all patients
who had reported symptoms suggestive of COVID-19 or who had had
contact with a positive/suspected case between the end of February and
July 2020. Symptoms and clinical course of the infection were compared
between patients who tested positive by molecular testing (cases) and
those who tested negative (controls).

Results: Thirty patients were reported from the centres, 16 of whom tested
positive and 14 negative. Fever, cough, asthenia and dyspnea were the most
frequently reported symptoms and their frequency were not significant
different between groups. Eight cases (50%) were hospitalised but none
required ICU admission. Two adults with a history of lung transplant
required non-invasive ventilation; none required ICU admission. All
patients fully recovered without short-term sequelae. Changes in FEV,
(percent of predicted) after recovery were not significantly different
between groups (median, interquartile range: 3.0%, —1.5, 5.5 among cases
and -3.0%, —-8.5, 6.3 among controls, P=0.48).

Conclusions: Symptoms and clinical course of SARS-CoV-2 infection in our
patients was not significantly different from other respiratory infections.
The clinical course of COVID-19 was relatively favourable, however CF
patients with severely impaired respiratory function and organ transplant

may develop complications and a negative outcome. The study is ongoing,
and we are recruiting patients during the second wave of the pandemic.
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Introduction: Patients suffering from cystic fibrosis (CF) are more
susceptible to recurrent or persistent pulmonary infections, which limit
their lungs’ capacity and can endanger their life. The evolution of SARS
CoV-2 infection in patients with CF is a subject of interest and needs further
research.

Aim: Evaluation of clinical signs of SARS CoV-2 in patients with CE
Methods: We evaluated 3 patients with CF, who supported COVID-19
during the July 2020 - January 2021 period. Patients were tested by RT-PCR
test when they presented symptoms.

Results: The COVID-19 diagnosis has been confirmed in two male patients
(7 and 10 years old) and a female patient of 30 years old. Fever, cough, and
dyspnea were the common signs, which indicated an exacerbation of
pulmonary infection. The child of 7 years with CF developed a mild form of
infection and was treated at home, while the other two patients were
admitted to hospital with severe infectious exacerbations. The hospitalised
child developed SARS CoV-2 infection in the context of chronic infection
with Pseudomonas aeruginosa and required O2-therapy due to decreased
SpO 2 (92-93%). The adult woman with CF and chronic lung infection with
Staphylococcus aureus showed a severe form of COVID-19 and pulmonary
exacerbation. All the cases presented had a favorable evolution.
Conclusions: The presence of comorbidities in patients with SARS CoV-2 is
a major risk factor, and in CF patients with chronic pulmonary manifesta-
tions, infection with SARS CoV-2 infection support severe course of disease
with intensive inpatient treatments.
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Objective: Since cytokine storm and hyperinflammation play a key role on
CF disease severity, severe CF patients should be considered to have an
increased risk of developing severe symptoms of COVID-19. In this
preliminary study, we evaluated whether there was a relationship
between clinical severity of CF siblings and their susceptibility to COVID-
19 infection.

Method: In our preliminary study, we used a targeted transcriptomic
approach (CF Profiler Array) obtained from nasal samples of three families
who had CF siblings harbouring same mutation but showing different
severity of CF phenotype. The siblings were classified as severe or mild CF
according to recurrent lung infection, hepatic involvement, and FEV,.
Results: In severe CF patients (n=4) compared to mild patients (n=3)
CXCL1 (FC:-3.53), CXCL2 (FC:-2,16), CXCL8 (FC:-5.41), IL1B (FC:-2.61),
SERPINAT1 (FC:-2.54), TNFSF10 (FC:-1.73) were found to be downregulated.
CXCL1, CXCL2, CXCL8 play critical role during infection control in
neutrophiles that release other chemotactic mediators and recruit
leukocytes. Additionally IL1B and TNFSF10 also affect activation of
leukocytes. In the case of COVID-19 infection, the expression of these
genes increases and leads to a cytokine storm. However our results show
that CXCL1, CXCL2, CXCL8, IL1B genes which have a function in IL-17, NFKB,
NLRP3 signaling pathways are downregulated in severe CF patients.
Significant evidence supports the role of IL-1B, NLRP3-dependent
inflammasome activation which is a central mediator of severe COVID-19
in the pathogenesis of acute lung injury. However, downregulation of
inflammatory pathways is detected in severe forms of CE

Conclusion: The results of our preliminary study strengthens the
hypothesis that severe forms of CF may constitute an advantage to mild
forms of CF in susceptibility to COVID-19 and CXC inhibitors may be a



