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Supplementary Material to “The Challenges of Living with and Caring for 

a Child or Children Affected by Neuronal Ceroid Lipofuscinosis Type 2 

Disease: In-Depth Family Surveys in the United Kingdom and Germany” 

 

Challenges of Living with and  

Caring for a Child or Children Affected by CLN2 

(Late Infantile Batten Disease) 

Caregiver Survey 

 

Interviewer: 

• Each participant will need to have provided written consent or assent prior to the day 

of the family survey to allow data provided at the screening process to be made 

available to the ICON study team regarding the living/deceased status of participant’s 

child(ren) with CLN2 and indication of disease stage. Participants may also have been 

sent the Family Background Questionnaire for completion ahead of the family survey. 

• Please make sure that informed consent and/or assent has been obtained from each 

individual participant prior to commencing the survey. 

• Introductions would generally have occurred on arrival at the family home or other 

place of survey.  

• You will find out ahead of the survey whether the child with CLN2 has died. If they 

have please use past tense phrasing for questions. 

• Allow bereaved carers, when thinking about how they cared for the child they lost, to 

answer questions as they wish. However, if the carer is struggling to answer ask them 

to think about the month before their child died. 

• There are two parts to this survey and both parts must be completed by at least ONE 

family member: 

o Verbal interview  

o Written questionnaires  

• Where additional family members complete only one part, please ensure distinct ID 

numbers are ascribed to the relevant parts. 
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• If more than one caregiver is available for the survey, please conduct the sessions 

separately wherever possible. Some flexibility may be required if, for example: 

o The caregivers prefer to have survey session together 

o If not already completed, one caregiver may prefer to complete the Family 

Background Questionnaire while awaiting their time for the survey. 

• Use the name of the first names only of any family member, where this has been 

provided verbally by the first participant taking part in the survey (indicated in 

questions with italicised text in square brackets).  

• Please tick the “prefer not to answer” box for [QUAL] questions if the caregiver does 

not answer. 

 

Introduction 

• Thank you for being interested in this study. The purpose of this survey is to 

understand how caring for a child or children with Battens Disease CLN2 affects you 

and your family. We are speaking with families in UK, Germany and France. 

• All the information you provide will be anonymous. This means that when we report 

the results of this study we will not mention you or any family members by name or 

include any information that is likely to identify you and your family, such as the 

town you live in, names of hospitals or schools or the work that you do. 

• I am not a medical expert and my role is to ask questions and fully understand your 

answers. There are no right or wrong answers; we are just interested in understanding 

your experiences. You do not have to answer any questions you do not want to answer 

and you do not have to give me a reason for not answering. 

• This survey will last up to one and a half hours; it will start with some interview-style 

questions. I will then give you some questionnaires for you to complete. If you wish 

to stop or break at any point please let me know. 

• As mentioned in the consent form I would like to audio record the session to ensure I 

don’t miss any important information. I will let you know as soon as we switch the 

recorders on.  

• Do you have any questions about the study or about the consent form? 

• Collect completed consent form and provide a counter-signature; return one copy to 

the participant.  
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• Would you prefer me to use the term Batten, Batten Disease or CLN2? [Interviewer: 

adjust question phrasing based on response] 

• When I start the recording, I will need to give a couple of study reference numbers. 

• We will now start the recorders.  

 [Begin recording] 

 

This is study number 0439-0037. 

• This is interview number____. 

• This is caregiver interview 1/2. 

• Today’s date is _____. 

[Interviewer please adjust questions/phrasing if caregiver cares for more than one child with 

CLN2 to capture information for each child] 

For families currently caring for a child with CLN2: First, I would like to ask some 

questions about [the child with CLN2 you care for]. 

 If a family is currently caring for a child with CLN2 and has also lost a child with 

CLN2: We will talk more about your loss of [a child with CLN2] later, for now please 

think about [the child you currently care for]. 

For bereaved families: Later we will talk more about the loss [of your child] but first, I 

would like to ask some questions about [your child] and the challenges you faced as a carer 

when he/she was alive. [Please use alternative questions for bereaved families and adjust 

question phrasing if caregiver has lost a child with CLN2, e.g. do/did, are/were, 

care/cared or receives/received]. 

 

About the child you care for 

1. Please could you briefly describe the symptoms [your child with CLN2] first presented 

with. [QUAL] 

❑ Prefer not to answer 

 

2. Caring families: How do you feel [your child with CLN2] is at the moment generally? 

[QUAL] 
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Probe: Side effects of medications currently taken and how these are managed. 

Bereaved families: Please could you briefly tell me how you feel your family is doing 

at the moment generally? 

❑ Prefer not to answer 

 

3. Is or has [the child with CLN2 you care] been in education? Please tick ONE. 

❑ Yes 

❑ No – skip to Q8 

❑ Prefer not to answer 

 

4. What kind of education do/did they receive? Please tick ONE. 

❑ Normal school 

❑ Special needs school 

❑ Government funded home tuition  

❑ Personally funded home tuition 

❑ Prefer not to answer 

 

5. Does/did [your child with CLN2] receive any extra support at school? [QUAL] 

Probe: Funding. 

❑ Prefer not to answer 

 

6. How does/did [your child with CLN2] get to school? Please tick and answer ONE. 

❑ Government funded transport, please specify type _______________________ 

❑ Personally funded transport, please specify type _______________________ 

❑ Other, please specify type and funding _______________________ 

❑ Prefer not to answer 

 

7. Has/Was [your child with CLN2]’s  education affected by CLN2? [QUAL] 

Probe: Child’s relationship with friends and teachers. 

❑ Prefer not to answer 
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8. Please rate your satisfaction with the level of care [your child with CLN2] 

receive(s/ed). Please tick ONE box per row. 

 
Very 

satisfied 
Satisfied Neutral Dissatisfied  

Very 

dissatisfied 
N/A 

Neurologists ❑ ❑ ❑ ❑ ❑ ❑ 

Pediatric consultant ❑ ❑ ❑ ❑ ❑ ❑ 

Occupational 

therapists 
❑ ❑ ❑ ❑ ❑ ❑ 

Charities ❑ ❑ ❑ ❑ ❑ ❑ 

Psychologists/ 

counselors 
❑ ❑ ❑ ❑ ❑ ❑ 

Nurses ❑ ❑ ❑ ❑ ❑ ❑ 

Physiotherapists ❑ ❑ ❑ ❑ ❑ ❑ 

Patient/Advocacy 

groups 
❑ ❑ ❑ ❑ ❑ ❑ 

Social services ❑ ❑ ❑ ❑ ❑ ❑ 

Teachers ❑ ❑ ❑ ❑ ❑ ❑ 

School support staff ❑ ❑ ❑ ❑ ❑ ❑ 

Healthcare 

professional groups 
❑ ❑ ❑ ❑ ❑ ❑ 

Respite care ❑ ❑ ❑ ❑ ❑ ❑ 

Palliative care ❑ ❑ ❑ ❑ ❑ ❑ 

 

Other – please 

specify: 

 

 

 

 

❑ ❑ ❑ ❑ ❑ ❑ 
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9. How satisfied are/were you with the communication between the different healthcare 

providers? Please tick ONE answer. 

❑ Very satisfied 

❑ Satisfied 

❑ Neutral 

❑ Dissatisfied 

❑ Very dissatisfied 

❑ Prefer not to answer 

 

10. Do you feel [your child with CLN2] is/was able to see all the healthcare professionals 

he/she needs/needed in the management of his/her disease? Please tick ONE answer. 

❑ Yes 

❑ No 

❑ Prefer not to answer 

 

 

11. Please briefly describe your feelings regarding the care received by [your child with 

CLN2] from his/her physicians/specialists. [QUAL] 

❑ Prefer not to answer 

 

 

12. Please rate your satisfaction with the level of support available for [the child with CLN2 

you care for] on the scale below. Please tick ONE box per row. 

 
Very 

satisfied 
Satisfied Neutral Dissatisfied 

Very 

dissatisfied 
N/A 

Disability benefits ❑ ❑ ❑ ❑ ❑ ❑ 

Education services                            ❑ ❑ ❑ ❑ ❑ ❑ 

Medical care ❑ ❑ ❑ ❑ ❑ ❑ 

Social services ❑ ❑ ❑ ❑ ❑ ❑ 

 

 

13. Please briefly describe your feelings regarding the level of support received by [your 

child with CLN2]. [QUAL] 

❑ Prefer not to answer 

a) How easy has it been to obtain support? 
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14. What you would like to see more of in terms of services/support for [your child with 

CLN2]. [QUAL] 

❑ Prefer not to answer 

 

 

Interviewer: Please make it clear the following questions related to the personal experience 

and opinions of the caregiver and are NOT about their child with CLN2. 

Caring families: Thank you. I would now like to talk about your role as a carer. 

If family is currently caring for a child with CLN2 and has also lost a child with CLN2 

add: When you answer please think about the child you care for. Later we will talk more about 

[the child with CLN2 you lost]. 

 

Caring Role 

15. Do you consider yourself the primary caregiver of [the child with CLN2]? 

❑ Yes 

❑ No 

❑ Prefer not to answer 

 

 

16. Please can you tell me a bit how the diagnosis of [your child with CLN2] has affected 

you. [QUAL] 

Probe: Can you tell me what happened at the time of diagnosis? 

Probe: Can you describe your experiences around specific stages in the disease 

journey? (e.g. loss of abilities, hospitalization, respite care) 

❑ Prefer not to answer 

 

 

17. How many hours do/did you spend providing care for [your child with CLN2] on an 

average weekday? _____ [if difficult to answer probe for range of hours] 

❑ Prefer not to answer 

 

18. How many hours do/did you spend providing care for [your child with CLN2] on an 

average weekend day? _____ [if difficult to answer probe for range of hours] 

❑ Prefer not to answer 
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19. Please briefly describe the care you provide(d) for [your child with CLN2] and whether 

you feel the care you provide(d) is substantially different to the care that would be 

provided to a child without CLN2 of the same age. [QUAL] 

❑ Prefer not to answer 

 

Nutrition and Feeding 

20. Please indicate whether you experience(d) any of the following during meal times. 

Please tick ONE answer. 

❑ Difficulty eating meals together as a family at home 

❑ Difficulty going out for meals as a family 

❑ Difficulty with choking or swallowing 

❑ My child with CLN2 requires artificial nutrition 

❑ My child with CLN2 eats by gastrostomy 

❑ None of the above 

❑ Prefer not to answer 

 

21. Please briefly describe the impact CLN2 has had on meal times. [QUAL] 

Probe: Impact and satisfaction with training of gastrostomy or artificial nutrition 

if reported above. 

❑ Prefer not to answer 

 

Employment 

22. Please indicate if you have experienced the following impacts from caring on your 

employment. Please tick ALL that apply.  

❑ Not applicable as not currently employed 

❑ Unable to travel for meetings 

❑ Used annual leave and/or sick time for caring responsibilities 

❑ Turned down greater job responsibilities 

❑ Restricted shifts/times you can work 

❑ Reduced hours at current job 

❑ Reduced responsibilities at current job 

❑ Found a job with less hours  

❑ Found a more flexible job  

❑ Found a job with less responsibilities  

❑ Took a lower paying job  

❑ Gave up full-time work for part-time work  
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❑ Gave up a paying job 

❑ None 

❑ Prefer not to answer 

 

23. Has/Was your current employer been flexible about your time commitments related to 

caring? Please tick ONE answer. 

❑ Yes 

❑ No 

❑ Not applicable as not currently employed. 

❑ Prefer not to answer 

 

24. Please briefly describe any other ways caring has impacted your employment. [QUAL] 

❑ Prefer not to answer 

 

Finances and Home 

25. Understanding Society item about financial management [removed].   

  

26. Please indicate how you have funded any of the following purchases for [your child 

with CLN2]. Please tick ONE box per row. 

 

Self or 

family 

funded 

Government 

funded 

Other 

grant or 

through 

donation 

N/A 

Cost of moving to a more accessible 

property 
❑ ❑ ❑ ❑ 

Cost of buying a more accessible 

property 
❑ ❑ ❑ ❑ 

Structural adaptions to home (e.g. 

install ramps, widen doorways, 

change flooring) 

❑ ❑ ❑ ❑ 

Equipment for the home (e.g. stair 

lifts, special bathing equipment)  
❑ ❑ ❑ ❑ 

Feeding equipment/gastrostomy 

machine 
❑ ❑ ❑ ❑ 

Wheelchair ❑ ❑ ❑ ❑ 
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27. Please describe the impact of any of the changes mentioned above. [QUAL] 

❑ Prefer not to answer 

 

28. Please indicate whether you have experienced the following impacts due to the 

financial burden/constraints from CLN2. Please tick ALL that apply. 

❑ Cut down on leisure travel/holiday 

❑ Cut down on social activities/going out 

❑ Cut down on other family spending 

❑ None 

❑ Not applicable 

❑ Prefer not to answer 

29. Please briefly describe how caring has financially impacted you and your family, and 

please describe the areas of greatest financial burden (examples of areas of financial 

burden include lost income, limiting family spending in other areas to pay for CLN2 

expenses etc). [QUAL] 

❑ Prefer not to answer 

 

Relationship 

30. Are you married or living with a partner? Please tick ONE answer. 

❑ Yes 

❑ No – skip to Q32 

❑ Prefer not to answer 

 

31. Understanding Society item about ] happiness in a relationship [removed].  

 

32. Please indicate whether you have experienced the following impacts on your family life 

due to caring. Please tick ALL that apply. 

❑ Limited time spent with spouse or other family members 

❑ Strained relationship with partner 

❑ Relationship with other family members suffered 

❑ Siblings cannot live a “normal” life 

Adapt family car ❑ ❑ ❑ ❑ 

Hotel accommodations for overnight 

travel to hospital appointments 
❑ ❑ ❑ ❑ 
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❑ None of the above 

❑ Prefer not to answer 

 

33. Please briefly describe how caring has impacted your family life. [QUAL] 

❑ Prefer not to answer 

 

General Social Life 

34. Please indicate the impact caring has had on your social life.  

Please tick ALL that apply. 

❑ Limited/no time to spend with friends 

❑ Friendships have suffered 

❑ No time for self 

❑ Cannot leave home due to caring responsibilities 

❑ Caring has not had an impact on my social life 

❑ None of the above 

❑ Prefer not to answer 

 

35. Please briefly describe how caring has impacted your social life. [QUAL] 

❑ Prefer not to answer 

 

Health 

36. Please indicate whether caring has had impact on your physical health in the following 

areas (including making existing conditions worse). Please tick ALL that apply. 

❑ Repetitive strain injury 

❑ Stress 

❑ Lack of sleep 

❑ Ulcers 

❑ GI issues 

❑ Back pain from carrying 

❑ Arthritis 

❑ Asthma 

❑ Chronic undiagnosed pain 

❑ Diabetes 

❑ Epilepsy 

❑ Migraines 

❑ Caring has not had an impact on my health problems 

❑ I do not have any health problems 

❑ Prefer not to answer 

❑ Other, please specify: __________________________ 
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37. Please briefly describe the impact caring has had on your physical health. [QUAL] 

❑ Prefer not to answer 

 

38. Please indicate whether caring has had the following impacts on your 

emotional/psychological health. Please tick ALL that apply. 

❑ More positive outlook 

❑ Feeling burdened 

❑ Anxiety 

❑ Depression 

❑ Receive(d) therapy 

❑ Taking medication for other CLN2 related impacts 

❑ Feeling the needs of the child with CLN2 comes before your own 

❑ Caring has not had an impact on my health problems 

❑ I do not have any health problems 

❑ Prefer not to answer 

❑ Other, please specify: __________________________ 

 

39. Please briefly describe the impact caring has had on your emotional/psychological 

health. [QUAL] 

Probe: Probe for medications being taken. 

❑ Prefer not to answer 

 

Sleep 

40. Understanding Society item about hours of sleep (removed).  

 

 

41.  Did/has caring for [your child with CLN2] affected your sleep routine? [QUAL] 

Probe: Probe into nighttime caring and effect on daily functioning. 

❑ Prefer not to answer 

 

Support 

42. How have you found managing the care and support needs of [your child with CLN2]? 

[QUAL] 

Probe: Probe into keeping track of/getting to appointments and prescriptions. 

❑ Prefer not to answer 
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43. Please rate your satisfaction with the level of support (Support is assistance or items 

that help make caring more manageable for you as a carer) YOU receive as a carer on 

the scale below. Please tick ONE box per row. 

 
Very 

satisfied 
Satisfied Neutral Dissatisfied  

Very 

dissatisfied 
N/A 

Your partner ❑ ❑ ❑ ❑ ❑ ❑ 

Other family 

members                               
❑ ❑ ❑ ❑ ❑ ❑ 

Friends      ❑ ❑ ❑ ❑ ❑ ❑ 

Support at school               ❑ ❑ ❑ ❑ ❑ ❑ 

Support at work  ❑ ❑ ❑ ❑ ❑ ❑ 

Patient / Advocacy 

groups 
❑ ❑ ❑ ❑ ❑ ❑ 

Government support ❑ ❑ ❑ ❑ ❑ ❑ 

Faith groups ❑ ❑ ❑ ❑ ❑ ❑ 

Palliative care ❑ ❑ ❑ ❑ ❑ ❑ 

Respite care ❑ ❑ ❑ ❑ ❑ ❑ 

Psychologists/ 

counselors 
❑ ❑ ❑ ❑ ❑ ❑ 

Healthcare 

professionals 
❑ ❑ ❑ ❑ ❑ ❑ 

 

44. Please briefly describe your feelings regarding the support YOU received as a carer. 

[QUAL] 

❑ Prefer not to answer 

 

45. What would you like to see more of in terms of services/support for YOU as a carer? 

[QUAL] 

❑ Prefer not to answer 
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Quality of Life 

46. Unerstanding Society question life satisfication (removed). life: 

 

 

47. European Social Survey question on happiness (removed). 

 

 

48. Can you please describe any ways caring impacts your quality of life. [QUAL] 

❑ Prefer not to answer 

 

 

Loss of a child with CLN2 

Interviewer: If the caregiver has lost a child with CLN2 continue with this section, if they 

have not go to next section (this section may be removed prior to the survey). 

 

I would now like to talk to you about the loss of [your child with CLN2/Battens], please 

remember that you do not have to answer any questions you do not want to answer, just ask 

me to move on if there is a question you do not want to answer. 

 

49. Please indicate in what way losing [your child with CLN2] currently impacts the 

following. Please tick ONE box per row. 

 

 More  
About 

the same 
Less  N/A 

Stress levels ❑ ❑ ❑ ❑ 

Anxiety levels ❑ ❑ ❑ ❑ 

Feeling depressed      ❑ ❑ ❑ ❑ 

Having migraines ❑ ❑ ❑ ❑ 

Feeling burdened ❑ ❑ ❑ ❑ 

Frequency of therapy ❑ ❑ ❑ ❑ 

Having aches and pains ❑ ❑ ❑ ❑ 
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Feeling motivated to socialize with 

friends of family 
❑ ❑ ❑ ❑ 

Feeling motivated to take part in 

hobbies or activities 
❑ ❑ ❑ ❑ 

Having a positive outlook ❑ ❑ ❑ ❑ 

Being able to get a full night sleep ❑ ❑ ❑ ❑ 

 

 

50. Please briefly describe the impact the loss of [your child with CLN2] has had on your 

family life. [QUAL] 

❑ Prefer not to answer 

 

51. Please briefly describe the impact the loss of [your child with CLN2] has had on your 

life outside as your family, such as work or hobbies you do on your own. [QUAL] 

❑ Prefer not to answer 

 

52. Please briefly describe the impact the loss of [your child with CLN2] has had on your 

physical and psychological/emotional health. [QUAL] 

❑ Prefer not to answer 

 

53. Please rate your satisfaction with the level of support YOU received after losing [your 

child with CLN2] on the scale below. Please tick ONE box per row. 

 

 
Very 

satisfied 
Satisfied Neutral Dissatisfied  

Very 

dissatisfied 
N/A 

Your partner ❑ ❑ ❑ ❑ ❑ ❑ 

Other family 

members                               
❑ ❑ ❑ ❑ ❑ ❑ 

Friends      ❑ ❑ ❑ ❑ ❑ ❑ 

Support at school               ❑ ❑ ❑ ❑ ❑ ❑ 

Support at work  ❑ ❑ ❑ ❑ ❑ ❑ 
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Patient /Advocacy 

groups 
❑ ❑ ❑ ❑ ❑ ❑ 

Government support ❑ ❑ ❑ ❑ ❑ ❑ 

Faith groups ❑ ❑ ❑ ❑ ❑ ❑ 

Psychologists/ 

counselors 
❑ ❑ ❑ ❑ ❑ ❑ 

Healthcare 

professionals 
❑ ❑ ❑ ❑ ❑ ❑ 

Hospice ❑ ❑ ❑ ❑ ❑ ❑ 

Palliative care ❑ ❑ ❑ ❑ ❑ ❑ 

 

54. How did the needs of other family members in your household change? [QUAL] 

a) If there is a sibling: How did you prepare the brother/sister of [your child with 

CLN2] to accept and/or deal with the passing of their sibling? 

❑ Prefer not to answer 

 

55. If caregiver is caring for another child with CLN2: Has the loss of [your first child 

with CLN2] affected the way you care for [your second child with CLN2]? [QUAL] 

Probe: What things do you do differently or the same? 

❑ Prefer not to answer 

 

56. Is there anything else about the loss of [your child with CLN2] that you would like to 

discuss? [QUAL] 

❑ Prefer not to answer 
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Sibling without CLN2 

Interviewer: skip this section if the child with CLN2 does not have any other siblings, DO 

NOT skip if child does have a sibling but the sibling is not taking part. 

 

57. What have you told [your child with CLN2]’s brother/sister about their CLN2? 

[QUAL] 

a) What is the siblings understanding of CLN2? 

b) How did you tell their brother/sister about CLN2? 

c) Has having CLN2 impacted the sibling’s relationship with their brother/sister 

with CLN2? In what way? 

d) How do you think they are coping/coped with the loss? 

❑ Prefer not to answer 

 

 

Family planning 

I would now like you ask you about your family and your thoughts and feelings about the 

future. 

Interviewer: if caregiver has lost a child with CLN2 AND no longer cares for a child with 

CLN2 go to Q60 

 

58. How often do you think about the future and how the care needs of [your child with 

CLN2] may change? Please tick ONE answer. 

❑ All of the time 

❑ Most of the time 

❑ More often than not 

❑ Occasionally 

❑ Rarely 

❑ Never 

❑ Prefer not to answer 
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59. How satisfied are you with any advice on the future care needs of [your child with 

CLN2] you have received? Please tick ONE box per row. 

 
Very 

satisfied 
Satisfied Neutral Dissatisfied  

Very 

dissatisfied 
N/A 

Healthcare 

professionals 
❑ ❑ ❑ ❑ ❑ ❑ 

Patient /Advocacy 

groups 
❑ ❑ ❑ ❑ ❑ ❑ 

Charity groups ❑ ❑ ❑ ❑ ❑ ❑ 

Faith groups ❑ ❑ ❑ ❑ ❑ ❑ 

Psychologists/ 

counselors 
❑ ❑ ❑ ❑ ❑ ❑ 

Family members                               ❑ ❑ ❑ ❑ ❑ ❑ 

Friends      ❑ ❑ ❑ ❑ ❑ ❑ 

 

60. Have you had any of the following? Please tick ALL that apply. 

❑ Siblings genetically screened for CLN2 

❑ Genetic screening for CLN2 during pregnancy 

❑ Changes in the way you use contraception 

❑ None of the above 

❑ Prefer not to answer 

 

61. Has the diagnosis of [your child with CLN2] affected any plans you had for the future 

of your family? [QUAL] 

a) In what way? 

b) Has it, for example, influenced your plans of having further children?  

❑ Prefer not to answer 

 

Positive impact of having a child diagnosed with CLN2 

62. What positive experience have you gained from caring for [your child with CLN2]? 

[QUAL] 

❑ Prefer not to answer 
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Questionnaires 

63. Thank you for answering my questions I would now like you to complete some 

questionnaires. However before I give you the questionnaires is there anything else 

you’d like to tell me about your experience of caring for a child with CLN2? [QUAL] 

❑ Prefer not to answer 

 

I have four questionnaires for you to complete, I will give these to you one at a time.  

 

If you are unsure about any questions or would like me to read these to you, please ask. 

 

Interviewer: the sequence of questionnaire administration is –  

• EQ-5D-5L 

• PedsQL: Family Impact Module 

• WPAI Work Productivity and Activity Impairment Questionnaire: Specific Health 

Problem 

• QOLLTI-F Quality of Life During Serious Illness – Family Carers 

o For bereaved families instruct them to miss questions 1, 3, 9, 12, 13, 14, and 17 

of QOLLTI-F. Alternatively put a line through those questions prior to giving 

out this measure. 

[All measures removed] 


