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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) 

Sibling Survey - Interviewer Brief 

 

Interviewer:  

• Please consider the following advice about the way children of different ages may 

understand life-limiting illnesses/death when talking to children of different ages: 

▪ Children aged 6-9 often understand that ‘bad’ things such as illness and death can 

happen but usually think that it only happens to others. They may fear they can also 

become ill and may not fully understand the concept of death 

▪ Ages 9-12 is a time of change between childhood and adolescence. Children at this 

age usually develop a more mature understanding of life-limiting illness, including 

the fear of death, there may be times when they may want to be held and comforted 

like a child but may also suppress feelings that are too intense. At this age children 

often realize that death occurs as a result of the deterioration of the body as well as a 

full range of internal and external causes. They can become concerned about 

relationship between illness and death but still tend to think death happens in old 

age. 

▪ Adolescents aged 10-14 are often more aware of how a family functions (finances 

and cause/effect of having brother with life-limiting illness) and how their actions 

affect the family. 

▪ Adolescents aged 14-17 often exhibit fight or flight response. Girls can be more 

dramatic whereas boys tend to isolate themselves. They can also rebel against 

parents and know it all, they might find it easier to talk to an adult outside of the 

immediate family. 

▪ 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 
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(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. 

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

brother/sister(s) 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(s) died. 

• Child under the age of consent will need their caregiver present – assent will need to be 

conducted.  

• Note the age of consent for market in which the study is taking place: UK16 years. 

• Siblings over age of consent do not require their caregiver to be present but sibling / 

caregiver might have preferences for caregiver to be present. 

• Speak directly to the sibling, even if the caregiver is present. 

• Ensure that the sibling has answered the question. If the caregiver answers redirect 

question at the sibling or probe sibling for a response. 

• Please avoid making any expression which could make carers or siblings feel guilty 

about not having the “right” feelings or do the “right” things; avoid criticizing, approving 

or disapproving the answers being given. 

• Some flexibility may be required if two siblings want to take part – they may be 

interviewed together if this is preferred. 

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

do/did, are/were, care/cared or receives/received. Also adjust for plurals where 

relevant e.g. brothers, sisters. 

• Before the sibling joins the interview reading the following to the caregiver: 

▪ During the interview with [name of sibling to be interviewed] it is important that 

s/he is allowed to answer each question in his/her own way. This includes giving 

them space to think about their answer. The language they use to express their 
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self and moments of silence are important parts of the interview and there is no 

need to rush them. 

▪ When we ask [name of sibling] to fill out the questionnaire, please allow them to 

do this privately as it is important they answer the questions themselves. If they 

need help with the questions, please let me help them. However, if [name of 

sibling] wants you to help them that is OK but please just help them read or 

understand what the question is asking, try not to answer for them or give them 

ideas about what their answer should be. 

• Before handing out the Kidscreen-27 and Item from Understanding Society, 

encourage the parent to allow the child to fill out the Kidscreen-27 on their own and 

separately, ask the parent to sit apart/away from the child at this point.   

• 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 or sister with Batten Disease.  

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

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

you about this. 

• 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 would like to record the interview so that I do not miss or forget anything that you say. 

Is that okay with you? 

• When we write about the things we have talked about today we will not mention you by 

name or include any information that would let other people know it was you who was 

talking, e.g. the name of your school or a friend. 

• I am also not allowed to tell anyone about anything you say today, unless it is directly 

related to your safety. For example, if you tell me that someone in your family makes 

you angry for any reason I will not tell them. However, if you tell me that someone has 

hurt you I have to tell a person that can help with that.   

• 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. OK? 
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• You can take as long as you like to answer my questions, you do not need to rush. 

• I want you to answer in your own words, no-one else here will interrupt you or answer 

for you, although I may ask you a question about your answer to understand you better. 

• 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 before I start the recorders? 

• We will now start the recorders.  

 

[Begin recording] 

• This is study number 0439-0037. 

• This is interview number____.  

• This is the sibling(s) interview. 

• Today’s date is _____. 

 

About interactions 

Interviewer: Start with a conversation opener and chose one of the two questions below to 

align with the age of the sibling. 

 

1. For children aged under 11: What is your favourite thing to do? [QUAL] 

a) Why do you like to do that? 

b) Do/did you do that with [your brother/sister]? 

Probe: Why? Why not? 

❑ Prefer not to answer 

 

For children Aged 11+: What kind of things do you enjoy doing? [QUAL] 

a) How did you get into that? 

b) Do/did you do that with [your brother/sister]? [adapt probe if needed] 

Probe: Why? Why not? 

❑ Prefer not to answer 
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2. 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 how it was doing that with [your brother/sister]? 

❑ Prefer not to answer 

 

3. 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 

 

About CLN2 

4. What do you know about [your brother/sister]’s [CLN2/Battens: use the name the 

participant mentioned at the start]? [QUAL] 

a) How does/did that make you feel? 

b) Do/did you go to the doctors with your parent/brother/sister? 

c) What is/was that like? How does/did it make you feel when you are there? 

❑ Prefer not to answer 

 

5. Do/did you spend any time helping take care of [your brother/sister]? [QUAL] 

Probe: Ask the sibling to describe how/what they do for each and why they help 

with this.  Please tick those below that are mentioned by the sibling. 

❑ Eating 

❑ Washing/bathing 

❑ Dressing  

❑ Playing 

❑ To help [your brother/sister] move around 

❑ Other mentioned by sibling: ________________ 

❑ Prefer not to answer 
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6. For each of the things we just discussed, how much time do/did you spend taking care 

of [your brother/sister; interviewer add type of activity as per list above to lines 

below]? 

❑ Every day ________________ 

❑ A few times a week________________ 

❑ Once a week________________ 

❑ Less________________ 

❑ Other mentioned by sibling: ________________ 

❑ Prefer not to answer 

 

7. How does/did 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 

 

8. Are there any things you can/could not do because of how much you help take care of 

[your brother/sister]? 

❑ Socialize/play 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 

❑ Play      

❑ Other, please describe:         

❑ Prefer not to answer 

 

9. 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/helped [your 

brother/sister]? [QUAL] 

Probe: Chairs/toilet aids/specialist/hospital bed/specialist bath or shower/ramps 
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a) What do/did you think about the changes? 

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

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

c) Have/did the changes or special equipment stopped you from having friends at 

home? Why? 

❑ Prefer not to answer 

 

About everyday life 

10. 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 

 

11.  How has/did having a brother/sister with [CLN2/Battens] affected your sleep:  

If < 11 years old: 

❑ I sleep all night     

❑ I sometimes wake up because of my brother/sister  

❑ I wake up a lot  because of my brother/sister  

❑ I wake up during the night for other reasons (not my brother/sister) 

❑ Prefer not to answer 

 

If >=11 years old: 

❑ My sleep is not at all disturbed by my brother/sister   

❑ My sleep is not very disturbed by my brother/sister   

❑ My sleep is fairly disturbed by my brother/sister   

❑ My sleep is very disturbed by my brother/sister   

❑ My sleep is extremely disrupted by my brother/sister 

❑ Prefer not to answer.  
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12. We have talked about some of the things that you might find/have found difficult about 

living with or helping take of [your brother/sister] but can you tell me about your 

favourite memory or a favourite time that you spent with [your brother/sister]? 

[QUAL] 

❑ Prefer not to answer 

 

13. What good things have you learned from taking care of [your brother/sister]? 

Probe: Learning about specific care activities or lessons to take forward 

❑ Prefer not to answer 

 

14. 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 

 

15. Now I have asked a lot of questions. Do you have any questions for me before we look 

at a couple of questionnaires? 

❑ Prefer not to answer 

 

Questionnaires 

• Encourage the parent to allow the child to fill out the Kidscreen-27/Understanding 

society questions on their own and separately, ask the parent to sit apart/away from the 

child at this point.  

• Observer the child for any difficulties they are having and ask them if they need any 

help. Please read the following: 

• I would now like you to complete a couple of questionnaires.  

• Most / some [depending on age] of these questions you may be able to complete on your 

own.  

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

▪ For example on this first questionnaire the word seldom means rarely. 

• Sequence of questionnaire administration is:  

▪ KidScreen-27 
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▪ Single item from Understanding Society 

[All measures removed] 

 


