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Introduction & Objectives
Smoking behaviours changed during the COVID-19 pandemic1 we sought to investigate smoking
behaviours in parents/carers of CYP post pandemic

Methods
We performed a questionnaire study of a total of 89 parents of CYP, known to the smoking
cessation clinic from King’s College Hospital.

Results
Sixty-one parents were interviewed, nine families had more than one person known to smoke.
Forty-one of the families had a child with asthma, seven with cystic fibrosis, one with chronic lung
disease, one with bronchiectasis, one with CPAM as an infant and one was known to have
aspiration pneumonitis.
Twenty-seven (44%) parents smoked less post-pandemic compared with during the pandemic;
32(52%) parents the same; two (3%) are smoking more (Table 1). A significantly greater
proportion of parents/carers smoked more during the pandemic compared to post pandemic.
More parents gave up smoking post pandemic compared with during the pandemic.
A total of 15 (25%) parents have stopped smoking out of whom 6 are vaping now. Of those
parents/carers who continue to smoke, they do so on an average of 11 times/day.
Thirty-eight (62%) parents have never worked and are full-time carers for their children. Fourteen
parents were working during and after the pandemic with no change in their working patterns.
Two parents had a mixture of working from home, and in their offices; seven parents have
returned to work. Two parents lost their jobs and have not been working for the past year.

Conclusions
More parents/carers smoked more during the pandemic compared to post, this highlights the
difficulty parents/carers had in smoking cessation during the pandemic. Over half of parents were

smoking the same or more post pandemic, causing significant harm to vulnerable CYP. Over
60% of parents/carers interviewed are full time carers for vulnerable children. There is increased
stress in non-working parents due to financial constraints,2 this may contribute to the ability to
stop smoking. Seven (11%) were vaping, which in itself is harmful to CYP. We need to encourage
parents/carers of CYP to stop smoking with motivation based tools3
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Introduction & Objectives
The number of patients presenting to paediatric EDs and PICUs in the UK decreased
substantially in 2020 due to the national lockdown strategy in response to the COVID-19
pandemic. Prior to the pandemic the most common conditions necessitating referral to the STRS
and admission to PICU were respiratory in particular: asthma, bronchiolitis, pneumonia, and
croup (1). Little documentation exist about the impact of the pandemic on paediatric respiratory
referrals. This study hypothesised that there would be an impact of COVID- 19 on patient’s
respiratory patterns and aimed to identify whether seasonality of respiratory diseases still existed
during the pandemic, and whether there were differences in respiratory condition referrals prior to
and after the first wave of the pandemic in the UK.

Methods

The study was conducted by adopting a quantitative approach using a retrospective chart
review. STRS receives approximately 1500 referrals to service from district general hospitals
(DGHs) to PICUs , and transfers approximately 950 patients annually of which approximately 40%
(450) are usually respiratory referrals (2). The data were collected from anonymised STRS medical
records. To be deemed appropriate for inclusion, participants were required to have received a
respiratory referral between January 2015 and December 2020 and be aged between 0 to 16 years.
The study conducted several analyses to assess the association between COVID-19 and paediatric
referral service delivery, including Kolmogorov-Smirnoff and Pearson’s bivariate correlations. The
alpha was set at α = 0.05.
The PICU and STRS data is collected for national audit purposes (PICANET). Ethics approval
was not sought for this study as it was registered as a service delivery audit(12180).

Results
A total of 3,002 subjects were included. The study identified a statistically significant difference
between the year and pattern of referrals (H(5) = 22.303, p < 0.001). The majority of admissions
occurred during autumn (n = 1,044; 34.8%) or winter (n = 970; 32.3%). Peaks in admissions
occurred in 2017 (n = 667; 22.2%) and 2018 (n = 695; 23.2%) while in 2020 the admission rate
decreased (n=351; 11.7%)(Figure:1).

Conclusions
PICU admissions and paediatric retrievals changed throughout the UK during the first COVID-19related shutdown, which occurred in the early stages of the lockdown itself. COVID-19 pandemic
impacted the admission of children to hospitals and STRS among paediatric retrievals due to the
reduction in hospitalisations compared to previous years.
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Introduction & Objectives
Asthma is common but often misdiagnosed, especially when relying on clinical assessment alone.
Spirometry, bronchodilator reversibility and fractional exhaled nitric oxide testing are objective
recommended tests to confirm diagnosis. However, access to these tests is not available in most
healthcare settings and spirometry is often normal when the patient’s asthma is stable. Peak expiratory
flow rate (PEFR) measurements are inexpensive and widely available but there is currently insufficient
evidence to support its use in the asthma diagnostic pathway, except as a 2-week peak flow diary.
Aim: To conduct a systematic review to understand available literature on the usefulness of repeated peak
expiratory flow rate measurements in making a diagnosis of asthma in children and adults over the age of
5 years.

Methods
To conduct a systematic review to investigate the diagnostic value of repeated PEFR measurements in the
asthma diagnostic pathway. We constructed search strategies to conduct a systematic review of the
available literature. This produced a library of relevant clinical studies from January 1946 to December
2021 from the MEDLINE, COCHRANE, EMBASE, EMCARE and CINAHL databases. This systematic
review will include randomised controlled trials, cohort studies, systematic reviews and meta-analyses
which explore the diagnostic accuracy of repeated PEFR measurements in identifying children with
asthma. Quality Assessment of Diagnostic Accuracy Studies (QUADAS-2) will be used to evaluate the
methodological quality of selected studies. A narrative synthesis will be conducted if a meta-analysis is not
possible because of heterogeneity.

Results
Our search strategy yielded 2079 studies from MEDLINE, 878 from COCHRANE, 830 from EMBASE, 151
from EMCARE and 69 from CINAHL. Title and abstract screening is complete and yielded 94 articles for
Full Text Review.

Conclusions
Questions for discussion
•
•
•

What practical strategies for using peak flows in clinical practice should we look for in the
literature?
What pitfalls should we explore?
Are peak flow meters available in primary care in low resource settings?

PROSPERO registration: 272922
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Introduction & Objectives
The UK has one of the highest prevalence, emergency admissions and death rates for childhood asthma in
Europe1 but does not have a formal risk stratification system in place to identify high risk children and
young people (CYP) and prioritise their review.
To use centralised primary and secondary NHS healthcare data combined with Equality of Care Lead
Insights for Patient Safety and Engagement (ECLIPSE) parameters to identify those children with asthma
at an enhanced risk of emergency hospital admissions through data driven predictive modelling.

Methods
A prospective open cohort study: NHS England & Improvement CYP Transformation Team worked in
partnership with the East of England (EoE) Clinical Commissioning Groups to analyse emergency hospital
admission activity for children with a diagnosis of asthma, asthma on an identified inhaler, on an inhaler
and no diagnosis of asthma identified, in relation to (i) Equality of care indicators: (Geo-demographic
deprivation, Age, Gender, Mental Health, Smoking Status and Exposure, Ethnicity, Learning Disability) (ii)
medication usage (inhaler utilisation, prednisolone courses, montelukast courses), (iii)Association of other
phenotypes (iv) coded data from the primary care asthma reviews.
The first data interrogation was carried out in March 2022.
Children were stratified into four groups very high, high, moderate and low risk. Hazard ratios (HRs) are
estimated using bivariate and multivariate Cox regression analyses. Discrimination was assessed using
receiver operating characteristic (ROC) curves. Calibration was assessed using pseudo-R2 estimates.

Results
The health care records of 704,296 CYP in the East of England were evaluated. 69,171 either had a
diagnosis of asthma or were identified to be actively utilising inhalers.
Children were stratified into four groups very high, high, moderate and low risk. The hazard ratios for
emergency admissions of each group were: 6.28 (4.23-8.33), 2.36 (2.22-2.50), 1.58 (1.36-1.80) and 0.75
(0.6-0.88).
424 CYP were defined as very high risk (black bar), 1108 high risk (red bar), 18,603 moderate risk (orange
bar), and 49,036 low risk (green bar)

Table

1
Current data will be presented at the conference.

Conclusions
The use of population healthcare data in combination with equality of care parameters has a high level of
prognostic ability to identifying children at risk of emergency admissions with asthma.
Identification of individual records can be achieved to allow a Practice or a clinically appropriate community
team to identify individual patients.
This is organic methodology that can be be used frequently (i.e monthly) at scale, to identify the atrisk records and subsequently individual CYP patients with asthma for prioritised review.
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Introduction & Objectives
Episodes of acute wheeze comprise a significant proportion of unplanned paediatric hospital admissions in
the UK. The UK has amongst the highest asthma-related mortality rates in Europe, and emergency
admissions correlate with socio-economic deprivation within populations(1). The National Review of
Asthma Deaths in 2014 concluded that most asthma-related morbidity & mortality is preventable with the
implementation of basic care interventions, such as timely follow-up and the use of personalised asthma
plans(2). However, basic asthma care levels across the UK are poor(2). A local audit identified wide
variation in discharge practices in our Trust for children admitted with wheeze, which was not always
consistent with BTS/SIGN guidance(3,4). BTS/SIGN considers episodes of acute wheeze ‘failure(s) of
preventive therapy’, and an opportunity to ‘avoid further severe episodes’(4). We attempted to utilise acute
admissions as opportunities to improve basic care, via the initiation of a standardised discharge pathway
for all children aged ≥1 year admitted with acute wheeze, which aligned with BTS/SIGN standards.

Methods
A retrospective study of electronic patient records of all children admitted with acute wheeze to a
large, inner-city teaching hospital during November 2020 was performed, to characterise baseline
discharge practises. A standardised discharge proforma was then designed (fig. 1), which aligned
with BTS/SIGN discharge guidance(3). Proforma completion was made mandatory for all children
≥1 year of age admitted with acute wheeze, regardless of diagnosis (i.e. viral-induced wheeze vs
asthma). This was introduced in June 2021 and was supported with staff education sessions, and
the case notes of children admitted in November 2021 were re-audited post-intervention.

Results
28 children were admitted in November 2020 with acute wheeze, and 37 children were admitted
post-intervention in November 2021. Results pre & post-intervention are summarised in figure 2.
Post-intervention, approx. 40% more patients were reviewed by the asthma team in hospital, and
approx. 60% more children were provided with a written personalised asthma plan. The first audit
cycle identified variable practice in advice given regarding salbutamol use at discharge. Local
guidance was changed in line with GINA recommendations(5), and post-intervention, the use of
salbutamol weaning regimes fell by ~85%.

Conclusions
Implementation of a standardised discharge bundle for acute wheeze improved compliance with
BTS discharge guidance, in all areas measured, with the caveat that pre-intervention practice
may have been influenced by the Covid-19 pandemic. Our expectation that this significant
increase in clinical workload will translate into better outcomes (e.g. reduced
exacerbation/admission rates, improved symptom control), and we plan to examine this in future.
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Introduction & Objectives
Symbicort is a single inhaler that combines budesonide, an inhaled corticosteroid (ICS) and formoterol, a
long-acting beta-2 agonist (LABA). Though unlicensed for those <12 years, its use as maintenance and
reliever therapy (MART)(1) is recommended in the treatment of severe asthma in children ≥6 years using
a Turbohaler device. There is a paucity of data on its use in younger children(2).
We describe a series of three preschool children with severe asthma who were started on Symbicort as
MART (SMART) using a metred-dose inhaler (MDI) and spacer device at GNCH.

Methods
A retrospective review of electronic case notes was performed. Data were collected on demographics, comorbidities, markers of inflammation and indicators of disease severity before and after introduction of
SMART. Patients were followed up until the present time (April 2022).

Results
All were male and <5 years old at the start of SMART. All required intensive care due to severe wheeze in
the first 2 years of life. A diagnosis of early-onset asthma was made on the basis of clinical history,
evidence of underlying inflammation (raised IgE and eosinophil count) and the exclusion of other
pathologies (all underwent CT chest, bronchoscopy and immunology tests).

Each child had a severe disease course characterised by frequent exacerbations, hospital attendances
and interval symptoms. Asthma treatment pre-SMART included high-dose combined ICS and LABA,
leukotriene-receptor antagonists, methylxanthines and low-dose OCS. All demonstrated evidence of good
concordance with treatment.
All had improved asthma control since the introduction of SMART (follow up range 5-11 months). All
required only one boost of OCS. Those on maintenance OCS were successfully weaned off. Only one
child had a hospital admission after his longest period of stability. There were ongoing interval symptoms
in two patients, with complete resolution in one.

Conclusions
We propose that SMART using an MDI can be used to reduce the use of inhaled and systemic
corticosteroids in preschool aged children with a high asthma disease burden despite maximal standard
therapy. As there are limited data in children with asthma aged ≤5 years, further research is needed to
establish its efficacy as a treatment strategy in this group.
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Introduction & Objectives
Nebulised Magnesium Sulphate (MgSO4) has been introduced as a recommendation in the treatment of acute
asthma in secondary care1, however the evidence for this is varied, showing modest, non-significant benefits in most
cases, with most benefits seen in those with severe symptoms2,3. The aim of this study was to determine if, and when
nebulised MgSO4 was being given to children presenting with either Viral Induced Wheeze (VIW) or asthma
exacerbations in a District General Hospital in the East of England. Furthermore, to determine whether early MgSO4
use shortened hospital stay for these children.

Methods
All paediatric patients presenting to the Emergency Department or Children’s Assessment Unit with a diagnosis of
VIW or asthma between October-December 2020 were identified. Those staying in hospital for >8 hours were
isolated, and the notes examined. They were split into groups depending on age (2-5 years, and >5 years) to
determine severity (mild/moderate, severe, and life-threatening) as per the British Thoracic Society (BTS)
classifications1. Drug charts were used to see whether patients received nebulised MgSO4, and if so, how long after
initial presentation. Finally, length of stay (LOS) was compared with MgSO4 use and the timeline in which it was
given.

Results
51 children >2 years were admitted with the above criteria. 8 (16%) were classified as mild/moderate, 40 (78%) were
severe, and 3 (6%) were life-threatening. 1 (12.5%) patient with mild/moderate asthma received MgSO4, 19 (47.5%)
patients with severe asthma received MgSO4, and all those with life-threatening asthma received MgSO4. The
average LOS for patients who did not receive MgSO4 was 19.2 hours, patients receiving MgSO4 in the first hour was
29.4 hours, patients receiving it in 1-3.9 hours was 26.2 hours, patients receiving it in 4-7.9 hours was 22.5 hours,
and patients receiving it >8 hours from presentation was 35.5 hours.

Conclusions
Early administration of nebulised MgSO4 does not appear to shorten hospital stay, however MgSO4 given >8 hours
since presentation is associated with longer hospital stays. These findings may be confounded by the fact that
children who are more unwell, and thus more likely to have a prolonged stay, are likely to receive MgSO4 earlier.
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Introduction & Objectives
The pathophysiology of acute airway obstruction underlying the symptom of wheeze in the
preschool age group is heterogeneous. Eosinophilic airway inflammation is implicated in a
proportion, and daily inhaled corticosteroids can provide effective symptom control in children
with a peripheral eosinophil count >300 cells/µL. However, the use of oral corticosteroids to treat
acute wheeze attacks in the preschool group as a whole is ineffective. Despite this the treatment
of children admitted to hospital often includes oral corticosteroids. We hypothesised that
preschool children with peripheral eosinophilia admitted with acute wheeze would show a
differential response to treatment with oral corticosteroids as indicated by length of stay.

Methods
Children admitted between 1st January and 31st December 2021 with acute wheeze, and aged
between 12 and 60 months were identified. Those children who had a peripheral eosinophil count
on admission and received treatment with oral corticosteroids were selected. Length of stay was
calculated as the time between treatment initiation and decision to discharge. Children were
divided into two groups; those with an eosinophil count above 300 cells/µL (eosinophil high) and
those below 300 cells/µL (eosinophil low). Comparisons were performed using Mann-Whitney U
Test.

Results
252 preschool children were admitted with wheeze. 82 children (median age 29 months, range
12-60) had an eosinophil count recorded on admission and received treatment with oral
corticosteroids. 22/82 (26.8%) had an eosinophil count >300 cells/µL (median age 29 months,
range 13-60). 60/82 (73.1%) had an eosinophil count <300 cells/µL (median age 29 months,
range 12-60). The median length of stay was not significantly different for the eosinophil low
group, median stay 41.5 hours (range 14-204.5); and the eosinophil high group, median stay
46.75 hours (range 21-251) (p=0.089).

Conclusions
There was no significant difference in the length of stay of preschool children admitted with acute
wheeze and treated with oral corticosteroids as determined by blood eosinophil count. The
eosinophil high group was small thus a type one error cannot be excluded. Identifying larger
cohorts, and comparisons of length of stay including children not treated with oral corticosteroids
in both eosinophil high and eosinophil low groups maybe helpful.
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Introduction & Objectives
Background: Many preterm infants are born with immature respiratory systems and are regularly
discharged on home oxygen1. Both hypoxia and hyperoxia are associated with side effects2.
Therefore, guidelines concerning appropriate administration and weaning oxygen are essential.
Currently, oxygen saturation reference ranges for neonates born after 32 weeks gestation are
incomplete.
Aims: To observe changes in peripheral oxygen saturation indices over the first 5 weeks of life in
infants born after 32 weeks gestation and how these indices differ between term and preterm
infants.

Methods
Infants were recruited to the one of 2 groups: 32-36 weeks gestation (preterm) or 37-42 weeks
gestation (term) prior to discharge from hospital. Overnight pulse oximetry recordings took place
at home at 7, 14, 21, 28 and 35 +/- 3 days of postnatal age.

Results
Here we report preliminary data on 36 pulse oximetry recordings from 8 infants (4 preterm and 4
term) Peripheral mean oxygen saturations increased in both preterm from 95.1% (interquartile
range 93.3%-96.5%) to 96.5 (96.1-96.6%) and in term infants from 94.4% (93.8%-95.0%) to
96.6% (95.1%-97.6%) during the period of study. The number of oxygen desaturations ≥4%/hour
from baseline (ODI4) were measured. Preterm infants displayed an increase in ODI4 from week 1
to 2 from 26.3 (21.9-38.4) to 41.3 (27.1-58.9), before then falling to 23.9 (16.9-29.1) in week 5.
Term infants did not demonstrate this rise in desaturations, instead the ODI4 progressively
declined from 56.4 (41.3-71.5) to 17.7 (12.4-27.5).

Conclusions
This preliminary data suggests that preterm infants are affected by deep transient desaturations
that increase in severity over the first 2 weeks of life before gradual resolution, which is not seen

in term infants. We hypothesise that this reflects greater vulnerability to increased metabolic
demands in the postnatal period which is exacerbated by smaller functional residual capacity in
preterm infants. The study is ongoing and aims to define patterns and reference ranges for
oxygen saturation parameters across the moderate-late preterm and early term infant spectrum.
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Introduction & Objectives
A large case-series (Cook et al, 2016) described only one (0.8%) serious respiratory infection in
119 cases.

Methods
We present two recent cases of severe infection in children with antenatally diagnosed CPAMs.

Results
The first patient is a 1-year-old girl whose first CT identified multiple anterior-segment right upper
lobe cysts of varying size, the dominant cyst measured 2.5cm. There was a central tubular lesion
with dependent debris, potentially in-keeping with a second larger cyst with prior infection or
bronchocoele. There was over-inflation of the affected segment with some depression of the right
middle lobe and anterior mediastinal lung herniation. It was recommended that she proceed to
excision around her first birthday. She remained asymptomatic up until the month leading to
surgery, when she developed fever, coryza and CRP >160. Chest x-ray showed expansion of the
lesion and new consolidation. She was managed with prolonged intravenous, then oral

antibiotics. She was admitted for right upper lobectomy with good clinical and radiological
recovery. Histopathological analysis showed significant active chronic inflammation and features
most consistent with a type 2 CPAM. Molecular studies found no pathogenic mutations (DICER1
negative).
The second case had an initial CT which showed a poorly defined area of multi-cystic change
with mass effect in the left lower lobe (3.5 x 3.5cm), with an associated small area of
subpleural consolidation. This patient was followed up on an annual basis without clinical
symptoms and was due to undergo repeat surveillance CT during the pandemic period which was
deferred. At age 7, she picked up a COVID infection with fever but no respiratory symptoms.
However, 2 weeks later - having been well in the interim, she developed further fever, persistent
cough, and left-sided chest pain. The chest x-ray showed a new round left-sided opacification
which was treated with prolonged IV antibiotics via PICC line. She had complications with
suspected line infection and drug reaction during this period and is currently awaiting excision
surgery which is expected to have taken place prior to conference.

Conclusions
Further evidence on the natural history of these lesions is needed to guide which patients will
benefit from timely surgical excision.
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Introduction & Objectives

Introduction
EGPA is a systemic necrotizing vasculitis that affect small to medium sized vessels. It
is a rare disease and can present as eosinophilic asthma. There are no specific
diagnostic criteria. We are presenting a case of EGPA that was initially treated as
severe asthma.
Aim
To highlight a rare condition that if diagnosed early and treated optimally can increase
the patient’s life expectancy and decrease associated comorbidities.

Methods
Description
A 7-year-old boy with severe recurrent wheeze was transferred to our tertiary
respiratory unit for a specialist advice. He was on Seretide, Cetirizine, Montelukast and
Salbutamol. Despite maximal treatment, he had recurrent hospital admissions. His
FEV-1 was significantly reduced (35%). He lost 1kg in 6 weeks and had significant
back, shoulder and abdominal pain. He was admitted for monitoring and
investigations. Multiple specialities were involved. His CXR revealed patchy
consolidation and abdominal USS viewed splenomegaly measuring 9 cm in length.
The testicular USS suggested vasculitis/ischaemia and the surgical exploration
confirmed torsion of the testicular appendix
His blood results showed persistent significantly high eosinophilia (17.3), raised WCC
and raised LDH.
His liver and renal screens were normal. His rheumatoid and connective tissue
disease workup were negative (ANA, ANCA, IG and anti CCP). Malignancy was
considered as a possible cause; however, cell markers and bone marrow slide were
negative. His IgG for Aspergillus Fumigatus was negative.

Results
In view of recurrent wheeze, weight loss, abdominal pain and very high eosinophilia,
EGPA was suspected. The CT chest showed pericardial and pleural effusion with
scattered parenchymal lung nodules and small volume bilateral hilar lymphadenopathy
supporting a diagnosis of EGPA.
He improved on IV methylprednisolone and IV co-amoxiclav.

Conclusions
EGPA is associated with blood and tissue eosinophilia. One should consider EGPA in
patients not responding to maximal asthma therapy, especially if there are any
additional systemic signs. Other causes of reactive eosinophilia should be excluded
such as Aspergillus, parasites and leukaemia. Detecting pulmonary infiltrates and

effusion on CT scan with extrapulmonary vasculitis signs helped aid the diagnosis.
High dose glucocorticoid therapy is the treatment of choice to achieve remission.
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Introduction & Objectives
There is limited evidence about the role of pulmonary function testing in the diagnosis and
management of children with tracheobronchomalcia (TBM), which causes airway obstruction.
What evidence is available primarily involves techniques which are either invasive or require
significant patient co-operation, e.g. sedated VmaxFRC, spirometry. [1]
TBM may cause bronchodilator unresponsive wheeze. Beta 2 agonist use has been
demonstrated to worsen airway obstruction with reduced VmaxFRC in children with TBM [2],
presumed to be due to reduced airway smooth muscle tone.

Methods
Forced Oscillometry Technique (FOT) is a non-invasive technique measuring airway resistance
and reactance, which requires minimal co-operation and therefore can be performed in children
as young as two years. The patient creates a seal with their lips around a mouthpiece, while
wearing a noseclip, for the duration of ten tidal breaths. Bronchodilator response can be

assessed by repeating the measurement after administration of 400 micrograms of salbutamol,
given via a spacer. Paediatric predicted values are available [3, 4].

Results
We present a case where FOT in a child with known TBM showed increased airway resistance
(10.11 ± 3.60 cmH2O/(L/S), 163.6% of predicted) and reactance (-2.97 ± 4.20 cmH2O/(L/S),
229.5% of predicted), indicating severe obstruction. Furthermore there was measureable
deterioration on administration of beta 2 agonist, with airway resistance rising 30.4% (to -2.97 ±
4.20 cmH2O/(L/S), 229.5% of predicted). Figure 1.

Conclusions
This application of FOT helps to improve management by shaping personalised treatment plans
and may reduce iatrogenic harm.
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Introduction & Objectives
Sleep Disordered Breathing (SDB) is very common in children with neuromuscular diseases
(NMD) and is often under-diagnosed, especially in a developing country like India. With this case
series we attempt to address the importance of respiratory care in children with NMD which
improves their quality of life and decreases morbidity and mortality, more so in the current era
with disease modifying treatment (DMT) being available in our country.

Methods
This is a retrospective observational study. We included children with NMD up to 18 years of age
who had undergone Level-1 Polysomnography (PSG) between January 2018 to January 2022
along with the details of children who were started on home mechanical ventilation (HMV), the
treatment given along with the rate of hospitalization and mortality.

Results
92 children (63% Male and 37% Female) diagnosed with NMD with a mean age of 7 years 4
months when the PSG was done were included in the study. Majority of our cohort had spinal
muscular atrophy (SMA, n=57), followed by Duchenne muscular dystrophy (DMD, n=21) and
remaining had other NMD (n=14).
The PSG findings showed a median sleep efficiency of 72.5%. The median Apnoea-Hypopnea
Index (AHI) was 9.05 per hour of total sleep time, with 73% of children having moderate to severe
OSA.
HMV was initiated in 79/92 (85%) of children. 30/52 (57%) of children with SMA 1 and 2 received
DMT in the form of gene therapy (n=9), Risdiplam (n=10) and Spinraza (n=11). 15/21 children
with DMD were on steroids (deflazacort) and two had received Ataluren. Optimizing care in these
children reduced hospital admissions and improved quality of life. Two children with SMA1
expired due to respiratory failure

Conclusions
•
•
•

SDB when untreated results in respiratory failure, which is a common cause of morbidity
and mortality in children with NMD.
PSG helps identify children with SDB early so that they can be initiated on HMV, which
reduces the rate of hospitalization and prolongs life span.
To the best of the author’s knowledge, this is the largest case series of children with NMD
in India who had a PSG done and were started on home mechanical ventilation.
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Introduction & Objectives
In recent years, CFTR modulators have revolutionised CF care with improvements in lung
function, nutritional status and expected survival(1). They are generally well-tolerated; however,
real-world studies indicate the frequency of discontinuation due to adverse events (AE) may be
higher than observed in clinical trials(2).

Methods
We report two cases, where CFTR modulators had to be discontinued due to a significant impact
on mood.

Results
Case 1:
A 16 year old diagnosed with CF at 15 years of age after referral for nasal polyps. Her genotype
is Delta F508: 3272-26A->G, pancreatic sufficient with normal spirometry and a sports
enthusiast. Within a month of starting Kaftrio she reported constant tiredness with no energy or
motivation. She stopped doing her usual activities including sports and training.
Following further investigations and discussions, Kaftrio was discontinued. Within days she
reported improved energy levels and mood, feeling like a completely different person off Kaftrio.
Case 2:A 9 year old with CF was started on Symkevi. Genetics identified one delta F508
mutation and an unidentified second mutation. His sweat chloride was 109mmol/L and he was
pancreatic insufficient. His mother described him as a previously happy boy but interaction with
family members decreased gradually, and he appeared to be sad often after starting the drug. He
expressed thoughts of self-harm and suicidal ideation, with feelings of constant sadness. He was
concerned more about having CF and a feeling of difference from his peers.
Following cessation of Kaftrio, his mood improved rapidly and mum reported that she could hear
him laugh and sing again. His feelings of sadness gradually improved, returning to baseline over
the next couple of months.
Both children remain off CFTR modulators at present and plans to reintroduce treatment are
currently under discussion.

Conclusions
•
•
•

It is important for healthcare providers to be aware of potential changes in mood so that
timely action can be taken.
Behavioural side effects are difficult to identify, hence close monitoring and identification
with mood questionnaires would be prudent.
It is important for CF centres to report AE, including behavioural change, to augment our
current knowledge of the impact of CFTR modulators and potential management
strategies.
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Introduction & Objectives
Laryngeal web is a rare malformation (1) Onset usually during infancy with respiratory distress, stridor,
and an unusual cry
Surgical intervention aims to maintain a patent airway and good voice quality.
Primary immunodeficiency disorders are defects in the innate immune system. .Leucocyte adhesion
defect(LAD) is a rare PID characterized by impaired migration of neutrophils through the vascular
endothelium to the site of infection(hence functional defect).Delayed separation of the umbilical cord,
recurrent skin infections and absent pus formation at the sites of infection are hallmark of LAD as in our
patient. Laryngeal web with primary immunodeficiency is a rare association.

Methods
3-year-old boy presented with noisy breathing.History of delayed fall of the umbilical cord ,delayed wound
healing with absence of pus formation present.He had recurrent nasal bleeds and past admissions for
severe pneumonia . He was operated on for the glottic web at 1 of age but signs of upper airway
obstruction occurred after a few months again(Fig 1). Glottic Dilatation was done twice at an interval of 6-8
months .
On examination, growth was normal for age ,no murmur or other congenital anomaly or dysmorphism
Fungal infections over ear lobes and cheek, toenails, growth on upper eyelids, and a non-healing ulcer
right foot (fig 2a,2b,2c).
Lymphocytosis with a decreased neutrophil count. Platelet count was normal
Lymphocytosis with normal lymphocyte subset analysis
Normal CD4+INF-Y, CD4+IL17.
Immunoglobulin levels were normal for age
IgG-622 mg/dl
IgM-117
IgA-49.4,IgE-14.6
Flow cytometry was planned to assess leucocyte function.
Biopsy of vocal cord, nasal, and eye tissue reveal inflammatory growth.

Results
Our Patient had laryngeal web for which glottic balloon dilatation twice.
It is rare entity where granulation tissue removed second-time post dilatation.
Recurrence is reported .Our Patient with PID suspected LAD had skin infections since early infancy with
the absence of pus formation at the wound site which is a distinctive feature.
Individuals with LAD do not form abscesses because granulocytes cannot migrate to the sites of infection.

Lymphocyte subset analysis is normal as in our patient.
Flow Cytometry Analysis which demonstrates functional CD18 ,CD11(CD15a) (LAD I) was
planned. The child succumbed to Covid.

Conclusions
Rare case of Laryngeal web with recurrence.Association with Primary immunodeficiency suspecting
Leucocyte adhesion defects is a rare manifestation
High index of suspicion for PID should be there.
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