Supplementary Information
Jolles et al. Screening protocols to monitor respiratory status in primary immunodeficiency disease: findings from a European survey and subclinical infectcion working group 

Survey of Respiratory Monitoring Protocols in European Centres

Question 1 – Patient cohorts
Please enter the number of patients seen at your clinic based on their PID type, age (paediatric or adult) and whether they do / do not have lung disease.
Please note: only antibody deficient patients on Ig therapy should be included in this survey
If you do not treat some of these patient groups, please leave the respective field blank or mark as zero.
	
	Total number of paediatric patients
	Number of paediatric patients with progressive lung disease
	Total number of adult patients
	Number of adult patients with progressive lung disease

	CVID
	
	
	
	

	XLA
	
	
	
	

	SPAD
	
	
	
	

	ARAG
	
	
	
	

	Hypogamma 
	
	
	
	




The following questions in this survey are designed to give an overview of different monitoring approaches in PID patients with and without lung disease, rather than to compare monitoring in different types of PID. The patients are therefore grouped as follows:
· PID patients with no lung disease
· PID patients with bronchiectasis
· PID patients with other lung disease (e.g. fibrosing lung disease or granulomatous-lymphocytic interstitial lung disease)


If there are differences in how you monitor specific types of PID (e.g. CVID, XLA, etc) which you wish to highlight, please describe these differences in the comments.


Question 2 – Patient cohorts
Please enter the number of patients seen at your clinic, divided into adults and/or paediatric patients.
Please note: only antibody patients on Ig therapy should be included in this survey
If you do not see these patients, please leave the response blank or mark as zero.
	
	Total number of paediatric patients
	Total number of adult patients

	PID with no lung disease
	
	

	PID with bronchiectasis
	
	

	PID patients with other lung disease (e.g. fibrosing lung disease or granulomatous-lymphocytic interstitial lung disease)
	
	





Question 2a – frequency of routine clinic visits

Please indicate how frequently you see your patients for routine clinic visits in each of the patient groups below.

Please provide details for your paediatric and adult patients separately. If you do not see any patients for a patient group, then please leave the response blank or enter zero.

	
	Paediatric patients
	Adult patients

	PID with no lung disease
	
	

	PID with bronchiectasis
	
	

	PID patients with other lung disease (e.g. fibrosing lung disease or granulomatous-lymphocytic interstitial lung disease)
	
	




Question 3
How are PID patients with progressive lung disease treated at your centre? Please specify the number of patients on prophylactic antibiotics, IgG therapy, rituximab, or steroids
	
	
	Prophylactic Antibiotics
	IgG therapy
	Rituximab
	Steroids (inhaled/  systemic)
	Other (please specify in comments)
	Comments

	PID with no lung disease
	Paediatric
	
	
	
	
	
	

	
	Adult
	
	
	
	
	
	

	PID with bronchiectasis
	Paediatric
	
	
	
	
	
	

	
	Adult
	
	
	
	
	
	

	PID patients with other lung disease (e.g. fibrosing lung disease or granulomatous-lymphocytic interstitial lung disease)
	Paediatric
	
	
	
	
	
	

	
	Adult
	
	
	
	
	
	





The following five questions relate to monitoring methods used in PID patients, with the methods divided into categories as follows:
· Question 4: Clinical monitoring
· Question 5: Laboratory monitoring
· Question 6: Lung function testing
· Question 7: Imaging
· Question 8: Other screening tests

Please complete these questions for each of the patient groups, specifying how frequently the test is administered using the categories below. Please provide details for your paediatric and adult patients separately.
Frequency categories:
· Never – this monitoring test is never carried out at your centre
· Clinic visit – this monitoring test is carried out as part of the patient’s routine clinic visit
· As needed – this monitoring test is carried out outside of routine clinic visits, either when clinically indicated or scheduled less frequently than clinic visits



	
Question 4 – Clinical monitoring in PID patients
Please indicate how frequently you complete the following monitoring tests (using the categories ‘never’, ‘clinic visit’ and ‘as needed’, as described earlier) in each of the patient groups below.
Please provide details for your paediatric and adult patients separately. If you do not use a particular monitoring test in that type of patient then please leave the response blank or enter zero. If you have any further comments to make in relation to your answers, please provide these in the comment box.
	
	RTI frequency since last clinic
	Sinusitis frequency since last clinic
	Fever and purulent mucosity
	Antibiotic use since last clinic
	Prophylactic antibiotics
	Clinical examination
	Exercise tests (e.g. 5/6 min walking test)
	Missed school/ work days
	Fatigue assessment (please specify in comments)
	Quality-of-life assessment
	Other (please specify in comments)
	Comments

	PID with no lung disease
	Frequency of testing in paediatric patients
	
	
	
	
	
	
	
	
	
	
	
	

	
	Frequency of testing in adult patients
	
	
	
	
	
	
	
	
	
	
	
	

	PID with bronchiectasis

	Frequency of testing in paediatric patients
	
	
	
	
	
	
	
	
	
	
	
	

	
	Frequency of testing in adult patients
	
	
	
	
	
	
	
	
	
	
	
	

	PID patients with other lung disease (e.g. fibrosing lung disease or granulomatous-lymphocytic interstitial lung disease)
	Frequency of testing in paediatric patients
	
	
	
	
	
	
	
	
	
	
	
	

	
	Frequency of testing in adult patients
	
	
	
	
	
	
	
	
	
	
	
	





Question 5 –Laboratory monitoring in PID patients
Please indicate how frequently you complete the following monitoring tests (using the categories ‘never’, ‘clinic visit’ and ‘as needed’, as described earlier) in each of the patient groups below.
Please provide details for your paediatric and adult patients separately. If you do not use a particular monitoring test in that type of patient then please leave the response blank or enter zero. If you have any further comments to make in relation to your answers, please provide these in the comment box.
	
	CRP
	IgG trough levels
	Ig subclasses trough (IgG2 and 3)
	IgA and IgM monitoring in cases where these were not decreased when Ig substitution was started
	Specific antibodies
	Sputum microbiology
	Viral swabs for PCR
	Elastase in sputum
	Deep sequencing
	Liver enzymes (to screen for potential product-borne infection)
	Other (please specify in comments)
	Comments

	PID with no lung disease
	Frequency of testing in paediatric patients
	
	
	
	
	
	
	
	
	
	
	
	

	
	Frequency of testing in adult patients
	
	
	
	
	
	
	
	
	
	
	
	

	PID with bronchiectasis

	Frequency of testing in paediatric patients
	
	
	
	
	
	
	
	
	
	
	
	

	
	Frequency of testing in adult patients
	
	
	
	
	
	
	
	
	
	
	
	

	PID patients with other lung disease (e.g. fibrosing lung disease or granulomatous-lymphocytic interstitial lung disease)
	Frequency of testing in paediatric patients
	
	
	
	
	
	
	
	
	
	
	
	

	
	Frequency of testing in adult patients
	
	
	
	
	
	
	
	
	
	
	
	





Question 6 –Lung function testing in PID patients
Please indicate how frequently you complete the following monitoring tests (using the categories ‘never’, ‘clinic visit’ and ‘as needed’, as described earlier) in each of the patient groups below.
Please provide details for your paediatric and adult patients separately. If you do not use a particular monitoring test in that type of patient then please leave the response blank or enter zero. If you have any further comments to make in relation to your answers, please provide these in the comment box.
	
	FEV1
	FVC
	TLCO
	PEFR
	FEF 25-75
	Other (please specify in comments)
	Comments

	PID with no lung disease
	Frequency of testing in paediatric patients
	
	
	
	
	
	
	

	
	Frequency of testing in adult patients
	
	
	
	
	
	
	

	PID with bronchiectasis

	Frequency of testing in paediatric patients
	
	
	
	
	
	
	

	
	Frequency of testing in adult patients
	
	
	
	
	
	
	

	PID patients with other lung disease (e.g. fibrosing lung disease or granulomatous-lymphocytic interstitial lung disease)
	Frequency of testing in paediatric patients
	
	
	
	
	
	
	

	
	Frequency of testing in adult patients
	
	
	
	
	
	
	






Question 7 –Imaging in PID patients
Please indicate how frequently you complete the following monitoring tests (using the categories ‘never’, ‘clinic visit’ and ‘as needed’, as described earlier) in each of the four patient groups below.
Please also specify organs screened in the comments box.
Please provide details for your paediatric and adult patients separately. If you do not use a particular monitoring test in that type of patient then please leave the response blank or enter zero. If you have any further comments to make in relation to your answers, please provide these in the comment box.
	
	High-resolution CT
	Specify organ studied by high-resolution CT
	MRI
	Specify organ studied by MRI
	X-ray
	Specify organ studied by X-ray
	Abdominal ultrasound
	Specify organ studied by abdominal ultrasound
	Other (please specify imaging method and organ in comments) 
	Comments

	PID with no lung disease
	Frequency of testing in paediatric patients
	
	
	
	
	
	
	
	
	
	

	
	Frequency of testing in adult patients
	
	
	
	
	
	
	
	
	
	

	PID with bronchiectasis

	Frequency of testing in paediatric patients
	
	
	
	
	
	
	
	
	
	

	
	Frequency of testing in adult patients
	
	
	
	
	
	
	
	
	
	

	PID patients with other lung disease (e.g. fibrosing lung disease or granulomatous-lymphocytic interstitial lung disease)
	Frequency of testing in paediatric patients
	
	
	
	
	
	
	
	
	
	

	
	Frequency of testing in adult patients
	
	
	
	
	
	
	
	
	
	






Question 8 –Other screening tests
Please indicate how frequently you complete the following monitoring tests (using the categories ‘never’, ‘clinic visit’ and ‘as needed’, as described earlier) in each of the four patient groups below.
Please provide details for your paediatric and adult patients separately. If you do not use a particular monitoring test in that type of patient then please leave the response blank or enter zero. If you have any further comments to make in relation to your answers, please provide these in the comment box.
	
	Bronchoscopy
	Biopsy
	Bronchoalveolar lavage
	Other (please specify in comments)
	Comments

	PID with no lung disease
	Frequency of testing in paediatric patients
	
	
	
	
	

	
	Frequency of testing in adult patients
	
	
	
	
	

	PID with bronchiectasis

	Frequency of testing in paediatric patients
	
	
	
	
	

	
	Frequency of testing in adult patients
	
	
	
	
	

	PID patients with other lung disease (e.g. fibrosing lung disease or granulomatous-lymphocytic interstitial lung disease)
	Frequency of testing in paediatric patients
	
	
	
	
	

	
	Frequency of testing in adult patients
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Question 9
Please state what local or national guidelines you follow (if any) for screening in PID and the publication date, or do you monitor and treat on an individual basis?
	



Question 10
 What percentage of your PID patients are regularly seen by chest physicians? 
	


 
Question 11
What percentage of chest and sinus exacerbations do not have microbiology tests performed? 
	



 Question 12
Do you have any suggestions for ways to monitor patients which are not currently undertaken? If yes, please give details.
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