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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) 

Adult Sibling Survey 

 

Interviewer:  

• Please consider the following advice about the way the sibling may understand life-

limiting illnesses/death: 

▪ Adolescents aged 16-20 try to impart meaning to life and death, explore spirituality 

and meaning of life, and daydream about past/present which could harbour anxieties 

(failure at school, loss of social support, injury or serious illness) that accentuate 

their concerns and fears of death. 

• 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. Please also adjust for singular or plural 

siblings with CLN2. 

• Allow bereaved siblings, when thinking about how they helped care for the brother/sister 

they lost, to answer questions as they wish. However, if the sibling is struggling to 

answer ask them to think about the month before their brother/sister died. 

• Please insure the sibling has signed a consent form prior to taking part. 

• Please interview the sibling on their own. 

• Use 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). 
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• Please adjust question phrasing if sibling has lost a brother/sister with CLN2, e.g. 

do/did, are/were, care/cared or receives/received. 

• Please tick ‘prefer not to answer’ for [QUAL] questions the sibling does not answer. 

 

Introduction  

• My name is _______ I am a researcher and I am interested in finding out what it is/was 

like for you to live with a brother/sister with Batten Disease. The purpose of this survey 

is to understand how caring for a child or children with Battens Disease affects families. 

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

• What do you usually call the illness that [your brother/sister] has? CLN2 or Battens 

Disease or something else? Ok, I will use [the phrase the sibling just used] when I talk to 

you about this. 

• I am not a medical expert. My job is to ask you questions and make sure that I fully 

understand your answers. There are no right or wrong answers, we just want to 

understand what you feel and think about it.  

• I will be recording the interview so that I do not miss or forget anything that you say.  

• 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. 

• If you do not want to answer a question, that is OK, you can just tell me that you do not 

want to answer and you do not have to tell me why, I will just go on and ask the next 

question. 

• If you want me to stop recording at any time, that is also OK, you can just ask me to stop 

the recorder at any time, and again you do not have to tell me why you want me to stop, I 

will just stop it.  

• Do you want to ask me any questions about the interview study or consent form before I 

start the recorders? 

• I will now start the recorders.  

[Begin recording] 

• This is study number 0439-0037. 

• This is interview number____.  
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• This is the adult sibling interview 1/2. 

• Today’s date is _____. 

 

Life with CLN2 sibling 

1. Do you consider yourself the primary caregiver of [your brother/sister]? 

❑ Yes 

❑ No 

❑ Prefer not to answer 

 

2. Please can you tell me a bit how the diagnosis of [your brother/sister] 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 

 

3. What were you told about [your brother/sister]’s condition and by who? [QUAL] 

Probe: What can you remember and what was your understanding? 

Probe: Did this impact your relationship with [your brother/sister]? In what 

way? 

a) How has this changed? 

❑ Prefer not to answer 

 

4. Did or do you spend any time helping to take care of [your brother/sister]? 

❑ Prefer not to answer 

 

5.  How many hours do/did you spend providing care for on an average weekday? _____ 

[if difficult to answer probe for range of hours] 

❑ Prefer not to answer 

 

6. How many hours do/did you spend providing care for [your brother/sister] on an 

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

❑ Prefer not to answer 
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Life with CLN2 sibling 

7. What activities do/did you do with [your brother/sister]? [QUAL] 

Probe: Specifics of games, interactions (e.g. watch a film/play 

together/drawing/colouring etc.) 

b) Can you describe what it was like doing that with [your brother/sister]? 

❑ Prefer not to answer 

 

8. Are there any activities that you can/could not do with [your brother/sister] that you 

would/would’ve like to? [QUAL] 

a) Why can/could you not do those things? 

b) How does that make you feel? 

c) Does anyone else do them with you? Who? 

❑ Prefer not to answer 

 

9. Please briefly describe the care you provide(d) for [your brother/sister] and whether 

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

provide to a brother/sister without CLN2 of the same age. [QUAL] 

❑ Prefer not to answer 

 

10. How does helping take care of [your brother/sister] make you feel? [QUAL] 

Probe: Positives and negatives: emotions,  good times/concerns, physical pain – 

area/description of pain 

❑ Prefer not to answer 

 

11. Are/were there any things you cannot do because of how much you help(ed) take care 

of [your brother/sister]? 

❑ Socialize with friends 

❑ Have friends at home (probe for the reasons why, i.e. not wanting to bring them 

home, not enough space, house adaptions) 

❑ Watch TV 

❑ Sleep 

❑ Holidays 

❑ Work/Study 
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❑ Play      

❑ Other, please describe:         

❑ Prefer not to answer 

 

12. Has your family made any special changes in your house (for example moving your 

sister/brothers bed to the living room or somewhere else in the house) or have they 

added any special things (i.e. equipment) at home that help’s [your brother/sister]? 

[QUAL] 

Probe: Chairs/toilet aids/specialist/hospital bed/specialist bath or shower/ramps 

a) What do you think about the changes? 

b) Do people, like your friends, say anything about the changes or special equipment 

[special things/house adaptions]? What do they say? 

c) Have the changes or special equipment stopped you from having friends at home? 

Why? 

❑ Prefer not to answer 

 

About your life 

13. In what way do you think your life is different because [your brother/sister] has 

[CLN2/Batten], compared to other children/people who do not have a sister/brother 

who has [CLN2/Batten]? [QUAL] 

a) Has this always been the same? 

Probe: For siblings who have lost a brother/sister ask about how their life was 

different to others when their sister/brother was alive; as well as how 

their life is different to others now because of this experience in having 

had a sibling with CLN2  

❑ Prefer not to answer 

 

14. Understanding Society item about hours of actual sleep [removed]  

 

15.  Did/has caring for [your brother/sister] affected your sleep routine? [QUAL] 

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

❑ Prefer not to answer 
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Employment and finances 

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

employment: 

❑ 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  

❑ Gave up a paying job 

❑ None 

❑ Prefer not to answer 

 

 

17. Has/was your current employer been flexible about your time commitments related to 

caring? 

❑ Yes 

❑ No 

❑ Not applicable as not currently employed. 

❑ Prefer not to answer 

 

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

❑ Prefer not to answer 

 

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

financial burden/constraints from CLN2: 

❑ 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 
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Health 

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

areas (including making existing conditions worse): 

❑ 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: __________________________ 

 

21. Please briefly describe the impact caring has had on your physical health. [QUAL] 

❑ Prefer not to answer 

 

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

emotional/psychological health. 

❑ 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: __________________________ 
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23. Please briefly describe the impact caring has had on your emotional/psychological 

health. [QUAL] 

Probe: Probe for medications being taken. 

❑ Prefer not to answer 

 

Quality of Life 

24. Understanding Society item about quality of life [removed] 

 

25. European Social Survey question on happiness [removed]  

 

26. Can you please describe any ways caring impact(s/ed) your quality of life. [QUAL] 

❑ Prefer not to answer 

 

Loss of a sibling with CLN2 

Interviewer: Skip this question if sibling has not lost a brother/sister with CLN2. 

 

27. Please briefly describe the impact the loss of [your brother/sister] has had on you. 

[QUAL] 

Probe: Impact of social life and physical/emotional health. 

❑ Prefer not to answer 

 

Family planning 

28. Has the diagnosis of [your brother/sister] affected any plans you had for your future? 

[QUAL] 

a) In what way? 

b) Has it, for example, influenced your plans of having a family?  

c) Have you been genetically screened? Please describe. 

❑ Prefer not to answer 
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Positive impact of having a child diagnosed with CLN2 

29. What positive experience have you gained from caring for [your brother/sister]? 

[QUAL] 

Probe: What have you learned? Lessons to take forward? 

❑ Prefer not to answer 

 

30. Is there anything else you would like to tell me about what it is like for you to have a 

brother/sister with CLN2? 

❑ Prefer not to answer 

 

31. That was my last question. Do you have any questions for me before we look at some 

questionnaires? 

❑ Prefer not to answer 

 

Questionnaires 

• I would now like you to complete a few questionnaires. 

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

• Interviewer: Please not the number of questionnaires depends on whether the sibling is 

employed or actively involved in caring. 

• Sequence of questionnaire administration is:  

▪ EQ-5D-5L 

▪ PedsQL: Family Impact Module – Please point out to the adult sibling that this 

questionnaire refers to ‘your child’ but they should think of ‘your sibling’ when 

answering. 

▪ If employed: WPAI Work Productivity and Activity Impairment Questionnaire: 

Specific Health Problem 

▪ If involved in caring: 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] 


