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QUALITY OF HOME SPIROMETRY IN ADOLESCENT
CF AND BRONCHIECTASIS PATIENTS
Mir, H.; Choudhury, R. Children’s Respiratory and Sleep, Royal
London Hospital, London, United Kingdom
Introduction: Spirometry requires maximum patient effort to achieve
acceptable and repeatable results. Verbal and visual feedback is given
to patients to correct technique and improve quality of spirometry data
in outpatient
clinics.Abstracts
This is in line with European Respiratory Society/
Poster
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American Thoracic Society 2005 criteria on acceptability and repeatability.
Sophisticated spirometers provide feedback to the patient on test performance and repeatability at home, in order to obtain good quality data in
the absence of a physiologist. Our aim is to determine the repeatability of
home forced expiratory volume in one
second (FEV1 ), forced vital capacity
(FVC) and peak expiratory flow (PEF) data collected using the Air Next
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to compare
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Conclusion: Using the Air Next device, 74% of CF and bronchiectasis
patients were able to produce reproducible spirometry at home. The device
provides instant feedback which aided patients in the absence of coaching
and guidance from trained physiologists. All sessions had FEV , FVC
and PEF measurements recorded, so
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Background: Cystic fibrosis transmembrane conductance regulator
(CFTR) mutations result in defective bicarbonate transport
and cultivate an
2
acidic pH in cystic fibrosis (CF) airways. Pulmonary exacerbations promote
the release of prostaglandin E2 (PGE2 ). Prior studies showed PGE2 stimulates CFTR-dependent and -independent HCO3- secretion in the intestine,
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the latter of which occurs through PAT-1 mediated Cl-/HCO3 - exchange. In
contrast, we previously found that this process is entirely CFTR-dependent
in the airways.
Aim: To determine if differential PGE2 receptor and/or Cl-/HCO3 exchanger expression and/or activation can explain the difference in HCO3 secretory mechanisms between airways and intestine.
Methods: Primary human bronchial epithelial cell cultures (HBECs)
and patient-derived human duodenal enteroid cell cultures (both differentiated and undifferentiated) were used. Anion secretion
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3
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Introduction: Variation in
is a major determinant of disease
severity in individuals with CF but is typically limited to description of
single variants. To explore the role of intragenic modifiers, we performed
detailed analysis of the region surrounding CFTR in 5,058 individuals with
CF who underwent whole genome sequencing. We report here the unexpected finding of a severe reduction in the number of heterozygous DNA
variants (region of homozygosity; ROH; defined using BCFtools (NaraBackground: Cystic fibrosis transmembrane conductance regulator
simhan, et al. 2016)) surrounding CFTR in 1.4% of the cohort.
(CFTR) mutations result in defective bicarbonate transport and cultivate an
https://onlinelibrary.wiley.com/reader/content/10.1002/ppul.25089/format/pdf/OEBPS/pages/22.page.xhtml
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Methods: Individuals recruited by the CF Genome Project from Johns
acidic pH in cystic fibrosis (CF) airways. Pulmonary exacerbations promote
Hopkins Univ (CF Twin and Sibling Study and CFRD Study), the Univ of
the release of prostaglandin E (PGE ). Prior studies showed PGE stimuNorth Carolina (Genetic Modifier Study and the Genetic Modifier Study of
lates CFTR-dependent and -independent HCO secretion in the intestine,
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