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ABSTRACT 

Cystic fibrosis is the most common severe, autosomal recessive disorder in populations of caucasian 

descent with an incidence of 1 in 2500 live births worldwide. The Red Cross War Memorial Children's 

Hospital has a dedicated weekly cystic fibrosis clinic, attended by children with cystic fibrosis and their 

parents/caregivers from all over the Western Cape. The aims of the present study were to determine the 

level of genetic knowledge of parents with a child with cystic fibrosis; to determine the impact of the birth 

of a child with cystic fibrosis upon subsequent reproductive choices and to investigate family 

communication about genetic risk. 

A qualitative approach was selected as it aims to understand, attempts to make sense of and provides 

descriptions that portray the richness and complexity of ordinary events from the perspective of the 

participants. Ten semi-structured qualitative interviews were conducted with parents who had a child with 

cystic fibrosis. Interviews were conducted in the language of the participants' choice and signed informed 

consent was obtained prior to the interview. 

The participants in this study generally had a flawed understanding of the genetics of cystic fibrosis. The 

level of understanding was identified as being related to socioeconomic status. The birth of a child with 

cystic fibrosis had a major impact on subsequent reproductive decisions for participants. Most of them 

chose to reduce the number of children they had originally planned to have, following the diagnosis of 

their affected child. Knowledge about the genetics of the condition was not readily disseminated in the 

majority of these families. A lack of genetic knowledge was found to be the main barrier to risk 

communication. 

Although cystic fibrosis knowledge has been previously assessed in this population, this was the first 

research of its kind to look at how the genetic knowledge impacts on reproductive decisions and how risk 

information is disseminated in cystic fibrosis families in South Africa. The findings of this study will help 

heaIthcare professionals involved in the cystic fibrosis clinic to address gaps and misconceptions in 

parents' knowledge and to understand the barriers to risk communication in these families. The service 

that is delivered at The Red Cross War Memorial Children's Hospital cystic fibrosis clinic may be 

improved by having a genetic counsellor as a regular member of the interdisciplinary team involved with 

all families with cystic fibrosis. A genetic counsellor could play an important role in facilitating 

information giving; knowledge gain and the dissemination of risk information in the family; assist in the 

reproductive decision-making process of carrier couples; and in contributing to providing the necessary 

ongoing psychosocial support. 
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CHAPTER 4: ANALYSIS, FINDINGS AND DISCUSSION 

4.1 INTRODUCTION 

The analysis and findings of the research are presented in this chapter. Data are 

presented in tables, followed by a discussion. When possible, reference is made to 

literature in order to demonstrate similarities and differences to other studies on CF. In 

total, 10 interviews were conducted with the parents of children with CF. 

4.2 INTERVIEW PROCEDURE 

Six of the interviews were conducted with the mother of the affected child. Both parents 

were present at the other four interviews. With the exception of two, all interviews were 

conducted in the participants' homes. The other two interviews took place in private 

rooms at the participants' place of work. 

All of the interviews took less than an hour and a half to complete. None of the 

participants expressed the need to have a second interview. 

To ensure confidentiality, the participants will be referred to by number throughout this 

chapter. The participant number refers to the adult/adults who were interviewed. Direct 

quotes of the participants' responses are included to provide the reader with greater 

insight into their thinking. 

4.3 SOCIODEMOGRAPHIC INFORMATION OF PARTICIPANTS 

A summary of the sociodemographic information of the participants is presented In 

Table 4.1. 

41 



Univ
ers

ity
 of

 C
ap

e T
ow

n

p 

1 

I 2 

3 

4 

5 

6 

7 

8 

9 I 
10 

CHAPTER 4: FINDINGS AND DISCUSSION 

Table 4.1: Summary of the sociodemographic information the participants 

Household 
Age of Marital Level of income per 

affected 
status education 

Current occupation month 
child (indicated by an 

income bracket) 

Mother Father Mother Father 

16 Married 12 N/A Housewife 
Building 

R12801-25600 
contractor 

13 Married Tertiary GrI2 Teacher Technician R12 801-25 600 

10 ]2 N/A "",·o",alll N/A R6401-12800 

Food and 
4 Married Gr12 Gr 12 beverage Administration R25 601-51 200 

distributor 
7 Married Tertiary Gr9 lousewife Nurse R6401-12800 

15 Divorced Gr 8 N/A r:'employed N/A I 

13 Divorced Tertiary N/A Self-employed R25 60] -51 

10 12 N/A Human resou N/A R3201-6400 

16 Single 10 N/A Part -time carer N/A R1200 

3 Married Tertiary 12 
Part-time 

Teacher R12 801-25600 
Admin assistant 

The participants included ten and males in ages oet'weEm 30-47 years old. 

Six individuals were and the ,."' .... 1<> ..... ''''", eight belonged to the Mixed 

nl" .. ·~tr" Population group. The majority of participants had completed high school and four 

individuals had gone on to 

higher 

Figure 4.1. 

V",,,,uIl'C111JJ'''' group. 
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Figure 4.1: Average household income per month (n=10) 
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CHAPTER 4: ANALYSIS, FINDINGS AND DISCUSSION 

According to the latest information available from Statistics SA (2001), the average 

annual household income in the Western Cape (WC) in 2000 was R45 000 (R3750/ 

month). With the exception of P9, all individuals had a monthly income above the 

average income in WC. P9 was a single mother living with an elderly lady who raised 

her in a household with 16 other people. She is employed on a part-time basis on 

weekends to take care of a pensioner, for which she receives R300/week. R200 of this 

goes toward board and lodging every week, leaving her with RI00/week for herself. Her 

affected son has been removed from her care, because she is unable to provide for him. 

He only comes to visit her during school holidays and she accompanies him to clinic 

visits at RCCH once a month. 

Four of the participants were divorced mothers, one of whom had remarried. Only one 

of these women (P6) reported that CF played a big role in her reason for separating. 

After their child was diagnosed with CF, her husband blamed her and her family for the 

condition: 

"It put strain on everything, they (his family) were always the ones that did nothing 

wrong and it always came from us". Blame, particularly directed at the mother, is 

facilitated by the male tendency to externalize their emotional responses to devastating 

news in the form of blame, while women are likely to internalize their responses and 

accept the blame. These gender differences in placing and accepting blame, allows the 

father the opportunity to blame the mother and in this way he is able to separate himself 

from the shame of the ill child. This can lead to poor family functioning (James et al. 

2006). 

There was one case of consanguinity. P7 was from an arranged marriage with a first­

cousin; their parents were siblings. She ascribed the divorce to the fact that it was an 

arranged marriage with a man she never loved, and not in any way related to CF. 

Studies have shown that the incidence of divorce and separation is no higher than 

average amongst parents of children with CF (Gayer and Ganong 2006; Cowen et ai. 

1986; De Wet and Cywes 1984). 

43 
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CHAPTER 4: ANALYSIS, FINDINGS AND DISCUSSION 

4.4 RCCH CYSTIC 

Participants were asked various £"H'C't'.nnC' ,..",."'1",'1, 

the accessibility of the clinic and the 

important aspects of the clinic. 

the RCCH CF clinic, to determine 

visits. Table 4.2 illustrates some of the 

Table 4.2: Accessibility of to CF clinic 

2 

3 

4 

5 

6 

7 

clinic, 
2 

Johannesburg 

Pulmonologist 2 months Unknown 

Paediatrician 3 months Unknown 

Paediatrician 2-3 months No Unknown 

RCCH 3 months 

1 month Yes R40 

Great Ormond 
Street Hospital, 3 months No 
London 

3 months 

1 month 

3 months 

this study had access to own 

monthly to three-monthly visits, depending on 

mentioned any particular difficulties in 

time ranged between 20 to 60 minutes. 

Travelling 

25 min 

30min 

20min 

20min 

] hr 

45 min 

20min 

mm 

to 

child's 

the 

covered 

whether they had medical insurance and to what extent this 

medical needs, to gauge the financial impact of the condition on the 

family. 
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CHAPTER 4: ANALYSIS, FINDINGS AND D1SCUSS10N 

Table 4.3 Medical insurance for each participant 

P Do you have 
What does it cover? 

Comments No medical aid? Consultation Medication 
Hospital 

stays 

I Yes ./ ./ ./ Until depleted 

2 Yes ./ ./ ./ Until depleted 

3 Yes ./ ./ ./ Pay up to R30 OOO/year 

4 Yes ./ ./ ./ None 

Yes. "Was forced to 

5 
join because the ./ X 

Don't Doesn't cover 
bills were too sky know yet medication 
high" 
Yes, only affected 

Worried about 
6 son. Through ./ ./ ./ 

Grandfather. 
depletion 

"Only up to a 
"They choose when 

7 Yes ./ ./ they pay and what they 
point" 

pay" 
8 Yes ./ X ./ Only R30 OOO/year 

9 No n/a n/a n/a None 

10 Yes ./ X ./ Only R6500 available 
for medication/ year 

4.4.1 Discussion on medical insurance 

All the participants, except P9 had medical insurance for their affected children to 

varying extents. The father of P6 worked for the City council before he died in 

September 2006. He had arranged that his grandson be put on his medical insurance, 

which covered all his medical costs. P6 was extremely worried about what was going to 

happen with her son's medical costs after her father passed away, but when she enquired 

they told her that her father had made arrangements for his grandson. She commented: 

"All I have to do is pay R40 a month to the medical aid. I was over the moon." She was 

however very concerned that with the current monthly bills from RCCH of RlO 000-12 

000, the medical aid would soon be depleted and this was of great concern to her, since 

she explained that there was no way she could personally pay for any of his medical 

expenses. 

45 
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CHAPTER 4: ANALYSIS, FINDINGS AND DISCUSSION 

Several participants reported having problems with depletion of medical insurance, 

because is not recognised as a illness on most medical 

P3: "HalfWay through the year the 000 is completely depleted and we have to 

start medication for cash and's like, yes, well, you can " 

P8 medical insurance her affected son ODD/year to 

cover all expenses. 

P8: "It's nothing. It's only 3 months worth of medication. RCCH phones me all the time, 

my bills add up to R50 000, what must I do? His father· to 

contribute. 

PlO: In 

next year it was 

at the clinic 

funds a Creon is so 

4 months, this year only 3 months .... I've written 

written letters. " (Translated) 

doctors 

By the time all deductions have been made, including medical insurance, is left 

with R3000/month. the medical doesn't cover the atti;:ct(:d 

medication, once deducted monthly income, 000 to 

a .It's a bit heavy. month is a 

struggle in this (Translated) 

4.4.2 Diagnosis of cystic fibrosis 

As part of the section on 

how they experienced 

in 

clinic, participants were asked questions to 

reS1Donlses to £,>",1'1":"'" QweSllon are 
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Table 4.4: Experiences of the CF 

Age at 
dia 

Few 

9 yrs 

3 mnths 

4wks 

3 mnths 

2 Y2 yrs 

18 mnths 

5 mnths 

2wks 

6wks 

Presenting :Svmr,toms 

"Born with a blockage, nl',,"r,,'tp,; 2 days 
CF" 

cough, sick baby, sick child. Constant 
problems 

on weight, had a 
" After trying everything 

who had diagnosed 

Started with a cold, became bronchitis and 
didn't 

bronchitis and 

on weight, but happy 
1 st birthday and couldn't 
extreme coughing ... 

to doctor with blocked nose, 
One says its sinus the next says 
found doctor who had 

in 

ate drank came out 
again" 

"Didn't put on weight, lots of dirty nappies 
each other" 

KeaCllOl1lS to diagnosis 

"Devastated" 

"Cried for on end ... slept 
very little. It was a death 
sentence 

time" 

.. but in a 
than not 

"Shock ... you think it could have 
been prevented We had 
to work through the trauma 
ourselves ... 

"Completely It was 
really bad" 

"Devastated" 

"Broken, terrible. I 
doctor tells you your is 

and it's utmost worst 

"H eartsore" 
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CHAPTER 4: ANALYSIS, FINDINGS AND DISCUSSION 

Shock and devastation were the most common reactions to the diagnosis of is 

a common reaction, especially when was not expected (Ross and 

2004). (1996) shock-like reactions in 54% 

diagnosis of CF in their child. 

one participant described a sense finally .nl1".,."1",,, ... was 

after three months being in hospital and having test 

can deal with something if you know what you're dealing with, but when you 

don't what is happening, then yOu are 

of diagnosis P4 was only 

individual in the family with CF. Although 

the t'",.uHl",,,, ... 

never believe that 

that I was a 

don 'f think about it." 

out all the time." 

In which was ""'nl"\1"h,"''' 

.. ",n,nrt~'t1 that it meant it was not 

met and decided to 

it's in your family and what not, but 

The child of P2 was only diagnosed at the age of nine years and 

Mom: 

to reacting differently to 

for nights on end ... slept little. It was like a sentence. " 

To me it was had to convince me. a 

I want to see hardfacts." 

npT',,,p~'n men and women respol1se to stress and their processing 

loss and have been well described. are generally more emotionally 

and consciously affected by grief over a period of time. Men on the 

other 

involvement 

amount 

open to discussing 

work activities (Weil 2000). This 

Denial, the inability to 

news, is a common respOllse when 

return more quickly to 

was also experiencing a certain 

or 

or as in the case 
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CHAPTER 4: ANALYSIS, FINDINGS AND DISCUSSION 

diagnosis of a genetic condition in one's child (Djurdjinovic 1998). is a defense 

mechanism used to ward off and other distressing emotions. It is used to avoid 

reality of the situation, until an individual is ready to come to terms it (Weil 

2000). Denial can manifest in it may be the rejection of its 

or its impact 

feelings concerns about what the future 

condition and chronic illness, such as 

when 

with the diagnosis of 

"Just devastated ... at the it was horrific ... with time it obviously a lot 

time goes by you see you can quite a normallife ... at that time 

no idea of what the future entails, so it is terrible. And being your first you 

't know if it's going to be your only child, bad life's going to be. it 

a lot as time goes by." 

P10 that after it wiili 

(!Hnf'/rf)'/7 It felt was on our shoulders. It just came 

on us too quickly. We just never Y"'L'/'I£'/'J to have a child with a chronic 

we've learned to cope." 

With together with being confronted by the reality of the situation, the initial shock 

and intellectual acceptance of (Weil 2000). Venters (1981) 

reported that by the end of the first had been made, family 

became 

initial 

amount 

Two 

diagnosis 

attended: 

strained family and new routines lesserlea 

"'au.:>"'.... by the diagnosis and Furthermore, a 

had been reached about future 

mentioned the way in which paediatrician who gave them the 

situation and how welcoming clinic was the first time they 
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CHAPTER 4: FINDINGS AND DISCUSSION 

private paediatrician us a course on wasn't 

not come down was very bombastic and 

He could it a little better. He just you can't wish it away, you 

can't medicine it away. When we to Red Cross it was like walking into a place of 

It was like a haven, of the way things were presented to us." 

PIO a similar description first experience at the 

was to private 

"We a when the us. He was talking about how our child 

would live and things like that. When we walked out of there it felt the whole world 

was on our shoulders. It was the we'd heard of it and it all sounded so 

. When we got to Red we were expecting the worst of what we'd 

been when we left it felt like a had been lifted from our " 

4.5 GENETIC KNOWLEDGE 

have been conducted to the level of genetic of 

families with CF (De Braekeleer et al. 2001; Hames et al. 1991; Denayer et al. 1990; 

Henley 1 Nolan et al.1986; McCrae et Leonard et ai. 1972). in 

this study were asked a range of nll.",cr.,"," to assess their knowledge 

of to selected aU(~snons are presenlleu In I). 
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p 

2 

3 

4 

5 

6 

7 

8 

9 

10 

ofCF 

"Double 

condition" 

"Thick secretions 
prevent 
enzymes 
down food" 

father 

"2 negative cells from 
mom and dad melt 
tOl!ether" 

of the genetics of 

Inheritance Recurrence 

I in 4 

lance 

1 in 4 

Two ,...,. .... ''''r'' 2outof3 

Don't know Don't 

CHAPTER 4: FINDINGS AND DISCUSSION 

Very 
100% 

I in 4 1 in 4 

It can happen, 
ood chance 

Don't know 

"He can be a 

carriers 

slim" 

affected child 

now" 

"Actually negative" 

"Very slim. There are no 
in their children of 
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CHAPTER 4: FINDINGS AND DISCUSSION 

Isc,on.cc[)(u)ftS regarding cystic fibrosis 

were many misconceptions and with regards to the genetics 

P9 had no about the genetic nature or cause 

the was murdered while she was 

believed that CF came from 

affected child. When 

what she understood the cause 

"The explained to me, they did a <:<En4>",/o on me and the problem 

with me, so it must have 't test him." 

was a disorder, but was completely unaware of the inheritance of 

the condition, thought it was just: 

"two didn't develop properly", from both 

months ago when another child (son of her husband's 

CF. This came as a 

"It's a genetic 

shock to them, because her 

husband. Until a few 

was also diagnosed with 

was: 

It is not inherited It's not passed on in "(Translated) 

She neither of her other two were ,.",r'rlPlr.., lJI.,,,,au,,,,, they had 

a sweat test brother was diagnosed. went a sweat test and they 

aren't even rn .... io''', 

carriers 

the "!:Ir,ru'r 

indicated by the 

Further indicating 

a sweat test or indicating a lack 

with fully understanding the 

participants. 

of her unaffected daughter 

that she could be, but 

a When P3 was asked about 

explained that "there was a 

unaffected child had a sweat test 

"No she is not a carrier. But I 

was born and the mother was told: 

(the aJfocted child), or 

has her own children." 

means she is not an 

a carrier of CF until 

aware that 

of 

was 

as 
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despite not knowing inherited the CF mutation from 

or father, P3 was not about her brother's potential 

u"' ... '" .... ;,'" they didn't share the same 

mentioned that the inheritance of a marrying a "" .. , ... "'.. but 

a question relating to whether the faulty was transmitted by 

they responded: 

Mom: our own peace we " 

I don't think you can flPI'prlVJ1n:,p or can you? if I haven't got it it's 

a from the father's these boys can 'f perform so well." 

(Translated) 

were several misconceptions the recurrence risk and difficulty 

the risk-concept. ,po"',,,r .. didn't understand 

their chances were of having <tn .. " n.>r t-t-",£'r",rI child and what their 

"1"h>,,r"'rI children, 

pregnancies) and gave 

were having another child with 

same concept the same 

knew the correct answer (l in to the question about recurrence 

understood this to be "just a statistic" and that in fact the chance would be 

are just averages, you can't 

couple it could come out strongly, with /'Iw ... " ... n 

what your chances are. With one 

(translated). To 

father responded: of having a fourth arti;:ctt:a 

only get that bad luck once. " 

because they were 

chance of having a fourth 

recurrence risk was 

t-t-",£'r",,, child was zero. 

understood that CF was passed on through the generations and that every se(;ona 

would be affected: 
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CHAPTER 4: ANALYSTS, FINDINGS AND DISCUSSION 

. "If your first child has normally it would one 

the chances were 

but felt that: 

"No, I think then it is safe building!" 

thought the chance having another affected child to be 2 out 

the possibility of having a fourth child she !'In<:!U1P1'p£1 

wuutarn't even try, but . She did however 

was 1'p"''''''''1'''' not child, was a 

no having another ",,,,,,>(>""'11 child. 

Discussion of the general level understanding of genetics 

in this study confirm the of the majority of 

conducted to determine the level of gerletllC knowledge of parents 

which reported a generally low or understanding 

et 1; et al. 1990; Nolan et al. 1 

1972). 

third child ",/\"In 

a fourth affected 

but when asked 

because 

there was 

that have been 

with CF, 

Hames 

et al. 1973, 

All of participants knew that CF both males and females the majority 

(eight out knew that both parents had to carriers to give birth to an affected 

child. participants used the term recessive inheritance". 

the 

knew the correct 

with CF 

inheritance 

questions 

answered that h",,,,nn another child with was 1 

(1984) obtained correct answers recurrence 

et al. (1988) ~"'n"'~"'rt 74% of their sample in 

In the study of Leonard et (1972), 64% of parents of children 

the recurrence risk. were several misconceptions about 

studies have also shown that often have difficulties with 

et al. 1990) or ..",..""fhP""'" 

estimates (Nolan et al. 1 

probabilities (Hames et 

has shown that "'0''''''1''11"" 

autosomal "Af'A""''''''' 

risk concepts 

1991). Consistent with 

in this study, 

grasp nh,>,..i""nr·", all 

with CF to 

a 1 
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in 4 of how many affected children may have already been born 

et al. 1990). 

In the study looking at this topic to be 

(1988) N'nAt'i"t'i1 a mediocre knowledge of the l!enietJ(~s 

children. to she found that 80% 

be as many as 75% 

4 recurrence to only half of 

(1988) 40% of mothers and 30% of 

to date, Henley 

among parents 

parents had to 

this implied a 1 in 

the current study. Henley 

estimated their 

chances a third affected child. This is similar to 40% correct answers to having 

a fourth affected participants in this study. 

The probability that poorly known. The 

majority of were aware that there was a chance their un.lm:ctf:d children could 

could be CF was 

be carriers, but none participants knew the exact Incorrect 

responses (Table are often 

underestimated or et al. 2006). In a (Denayer et 

1990), 

being carriers. 

their unaffected 

Only two participants correctly estimated the risk of their siblings 

in 2 (50%) and one of them, PI, that she was 

al. (1990) found that although most parents (94%) of CF patIents 

Belgium knew they were only 18% were aware 

their siblings being (Hames et 

the correct answer. difficulty 

and 1981). Studies by 

a 2 3 chance of 

'.""T'''''-'' to be 1 

et 

sample in 

of 

recurrence risks 

and Gatti (1999) t'"nArtt''; that parents of CF children often 

(2006) 

the 

who 

other 

reproductive risks of siblings. was true for only 1 participant in this 

thought the chance of her sibling an affected child was 50/50 (PI). 

participants either didn't know or thought chance was very slim. 
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CHAPTER 4: ANALYSIS, FINDINGS AND DISCUSSION 

with Henley (1988), participants in study could be 

as having about genetics, but without understanding. Although the 

knew that the mutation in the CF had to be carried by both to give 

to an affected child, a significantly 

knowledge into actual recurrence risks. A poor 

were 

of concepts such as 

this 

has 

been described as a cause recall and misunderstanding 

(lPt'P1'"t' information 1972). 

to previous level of genetic among 

found to be related to SO(~lo(~conom 

al. 1990; Hames et al. 1991; 

a better 

Time 

At the diagnosis 

At a later 

The participants rpnnrf"'r! 

the time This has 

status (De Pina-Neto and Pete an 1 

1988). higher 

was discussed 

6 (60%) 

4 (40%) 

the genetics was 

as a time 

et 

a health 

from extreme learning Id's condition and 

at 

parents are suffering 

ultimate limited 

(Jedlicka-Kohler 

of P8 to 

expectancy, to a lack of understanding of information 

et al. 1996; McCrae et al. 1973). is illustrated well in the ,.",,,,r.n" 

question 

"At the time 

is dying 

genetics of CF was 

rlir.rrv"",'" I believe, 

was 

the doctors were 

after that." 

your child 
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CHAPTER 4: ANAL YSrS, FINDINGS AND DISCUSSION 

should to taken as to how much information 

.... ,"1".'"'''''''' can absorb and cope with. During this initial 

a 

provided 

should limited to and mainly designed to set 

Information should be presented in a step-wise manner which 

and emotional res,oons(~s 

complex nature ... "',,"'.,,'"' information, poorly can to lack 

Hill 1990). 

could be that a member of the health care team it 

aspects about CF, such as the being 

under that it had been covered by others. 

With ofP4 in whose family there was another individual "++",,+,,.,-1 with 

none participants had ever heard of the disease before of their 

.pn'~T1p terminology is generally less intelligible to lay this 

may lead to knowledge, a lack of understanding and et 

al 1997; et 1972), as illustrated by P4's comment: 

genetics, you have to be a " (Translated) 

on et (1991) on the 

CF should be "'~I-'''''''''''''''' more 

on more one oc(~aS]IO 

to indicate what their main sources of information about the 

genetic items in Table 4.7 were to 

participants as options were asked to identify additional or other sources, which 

are provided in of 7. 
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CHAPTER 4: ANALYSIS, FINDINGS AND DISCUSSION 

Table 4.7: Sources of information about genetics of CF 

Source of genetic information No of 
Participants 

Doctors at the CF clinic 8 

CF association 3 

Internet 4 

Media 2 

Literature 2 

The doctors at the CF clinic were the main source of genetic information for the majority 

of participants in this study. Four participants indicated that they had used the internet 

for research on the topic. Two of these mentioned being warned by the doctors to be 

careful of the information available on the internet. Vast amounts of genetic and medical 

information are now available through the internet directly to the public, including 

patients and their families (Christian et al. 2001). While this can be very beneficial it 

also has its drawbacks. Individuals may often be misled or confused by detailed 

information that would have been much more understandable and useful if presented in a 

structured way in a professional consultation. Some of the information encountered on 

the net may also be distressing to people (Harper 2004). 

Findings in this study confirm reports by Henley (1988) and others showing that parents 

of CF children have "errors, gaps and misconceptions" in their knowledge of the 

genetics ofCF that need to be addressed. 

4.6 IMPACT ON REPRODUCTIVE CHOICES 

Participants were asked whether the birth of their child with CF had any impact on 

further reproductive choices and if it had, how or why it had influenced their decisions. 

Their responses are presented in Table 4.8. 
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CHAPTER 4: ANALYSIS, FINDINGS AND DISCUSSION 

Table 4.8: Reproductive of 

P Impact 

Yes 

2 No 

3 

4 

5 No 

6 

Yes 

How or why? 

"[ was afraid another child 
suffer as she has." 

"We wouldn't 

child was not 
actually trying to steer 
another one" 

"It has affected us to the point 
where we'll stop" 

would 

done with having babies. But 1 must 

Changed nnmber of childr~en I 

Yes 
"I Ul<>t,t"rI more but I was too 

No 

Yes 
Didn't plan to have second child, 
U"'''',(lU''''' 1 st one had CF 

"Yes and no, 
we would have only had 2, but 

now we'll definitel onl have 2", 

say I think it had a lasting No 
you always think you could have "We wanted 4 now we have 4. 
child with CF" 

Already pregnant when child rI,,>,O"nl"l,c,,rI 

I'd known I wouldn't have had more 
kids", 

"[ was 7 months pregnant when I found 
out my 1 5t child has CF. It was too late to 
do then." 

there is no way l'd take 

Yes 

Yes 
"I 4", 

two" 

" 
9 

Yes I lNo I JlJo c()mmlent 

10 Yes 

t 

diagnosis 

Yes definitely "Weare afraid it would happen again, but 
not 100% because of the CF. ['ve also 

had difficult pregnancies" 
"We HI"""' ..... 3, but have now decided on 
only 2" 

who indicated that their method of COiltn'lcelDtlcm 

their child. 

after the 

4.6.1 Vls,cus!non impact on reproductive choices 

Seven out 

another child 

participants 

that the birth of a child 

biggest reason 

mOil1g:st those in whom it had no 

that the reason was because they had 

an on 

having 

their 
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families. 

more 

A possible 

on her 

had reached the ideal number of children and were not to have any 

for P9 feeling that of her affected child not an impact 

further pregnancies, was a of knowledge of 

P9 lay with the aec!east~a 

As 

and 

had no test on her and found not with 

idea what was for future nT'Pcrn~1n It is possible that she didn't see future 

pregnancies as a Although the reality is that pregnancies are at a 

the carrier is deceased, the point is that was completely unaware 

was a carner. 

be a reason 

Braekeleer et 

when 

understanding or misunderstanding of recurrence risk 

n<"",,"ntc embarking on diagnosis of a child 

Evers-Kiebooms et 

on family 

of recurrence 

",,"1'I',,"YIT of the 

because 

she 

shown to 

study 

were aware of 

their risks of 

overestimated, 

of having another child. Three participants "''''''''''C'T, 

"fl.,th,>r affected child. Because risks are often 

2006). 

Despite 'no', 

"I'm done with 

always think you 

decisions may be on incorrect assumptions 

orh",ittor! that it still an 

But I must say I 

child with CF' 

to some extent: 

a lasting 

"", '·11 11' ...... U 0 r 

.. ~n~n".~ et al. 

you 

Reproductive decisions in couples with a CF child, been shown to predominantly be 

influenced by their with CF (Henneman et 200 I), as confirmed in 

P6: 

"To take care of a is not nice. It takes away you, You 

don't have any you don't have and you don't have 

anything. You concentrate on the child, you're too to go to sleep. Is he not n .. ~'rm"'Ma 

anymore, you only on the child, because you 't know if you'll have the 

tomorrow, what happens child dies? All of this goes through your mind and to go through 

of that again? No thank you. "(Translated) 
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Seven of the ten participants reported that the diagnosis of In child the 

number of children they had originally wanted to resulting in them to 

have fewer children than previously intended. P4 was undecided and said: 

"Yes no. Maybe we would 

two." Both participants (P2 and 

the ideal number of children. 

only had two, but now we'll definitely only have 

who reported 'no felt·that they had reached 

With exception of P8 and P9, all participants indic.ated that they would 

counselling if 

longer with 

were COllsl(len pregnancy. felt because was no 

child with she need counselling. She did express 

her concerns by 

"] would maybe want my new husband to tested to see is a " (Translated) 

Table Birth rank of the child affected with 
... 

.. 

ii: p No of children ... Birth rank of 
.•..... affected child 

] 2 ] st 

2 2 
• 

3 2 1 sl 

4 2 

5 4 Last 

6 3 2nd 

7 2 ] sl 

8 1 1 st 

9 2 1 $1 • 

10 2 Last 

in this study are studies which have shown that are 

more likely more children the att(~ctf:d child was .. "' .. "."'..... than 

was already a healthy child before birth of the child with (De Braekeleer et 

2004; et 1990; Steele et 1986; et al. 1984). The 
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a healthy child or to reach an ideal number of children has described as possible 

explanations findings (De et al. 2000). 

In six of the ten the affected was firstborn and with the exception of 

who had her husband, couples went on to a 

child. P7 was already seven pregnant with her child when her 

firstborn was and P3 acknowledged that her second child was not planned: 

: They said it would be the first and the third child and we were scared that with our 

luck, it would be one. So is why were trying to steer clear of nfl"n»O 

another one. We didn't plan to have the sel:on'a one, because one had 

was spending so in hospital 

with her affected child and she forgot to contraceptive pm: 

H because I was at the hospital all the time, it just slipped my mind. " 

and P4 "!CUlTP" to another child were willing to take 

"We definitely I'VUTllt::.U to have a 2nd so we were willing to 

don 'f' think we the chance to a child. " 

With the exception 

second born was 

or 

further 

she had known about 

P6, who was "11",,.,,,11,,, with 

in all the 

the 

also acknowledged that she wouldn't have 

diagnosis before her 

risk, as described 

the chance ... but I 

when the 

was Se(;Onl<1 

planning any 

another child if 

Parents have been shown to use more reliable contraceptive methods following the birth 

of their CF child et 1991; De ef 2000). 

participants methods had changed to more reliable 

methods following of their child Only one participant opted for 

sterilization. In a study, 23% of opted for this trlP'Tl"lrln 

Kiebooms et al. 1990), while 51% of the in New England sterilization 
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et 1 and as many as 84, 4% of a Canadian study (De 

.... "un"''''' et 2000). 

Attitudes to prenatal diagnosis and termination of 

Participants were 

termination of an 

reproductive option 

whether they would/ have considered 

pregnancy, because this has 

to parents with a child with 

and/or 

an important 

et 2001). 

Their responses are nrp~pt1,tprl 

Table 4.10: to """"',Ha,ra 

VVould/havecon-!~ 
P 

prenatal flillg:n OSl ! 

1 Yes, been through it 

2 No 

3 No 

4 Yes, been it 

5 Yes 

6 Yes 

7 
No ... there are no 
!':.u,,, all ''''';:;;, 

8 No, I don't believe in it 

9 Yes 

10 No 

Half of the participants indicated 

diagnosis in further pregnancies. 

did about the possibility 

it done, oe(~au:se 

~ 

'.:u 

4.10. 

and termination of pregnancy 

VVould consider TOP? 

"I don't know what I would have 
done" 

No 

No 
For religious reasons 

No 

are Christian and it's a sin". 

Yes 

"1 have no idea" 

No 
May not end a life 
No 
Would raise the child 
Ni never. 
"It's a9"ainflt our beliefs" 

or they had used 

it (Table 10). 

second pregnancy, but was 

case, they couldn't detect CF by 

means "blood test" (genetic test), only a sweat test. 
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P6: told me was no point. had to wait 6 weeks for a sweat test. 

up my whether I wanted her or didn '( want her and we COi!Jwn 't, 

where our religion was we didn want to have an abortion, we wouldn " 

able to with ourselves hadCF because you 

can't just kill human in the name " 

The <l1-1-,>"'t",,i child's showed that genetic testing did not detect 

the common mutations; therefore mutations family were 

The use or intention to use of prenatal diagnosis is influenced by factors 

religion, Income, presence or of healthy children and 

willingness to terminate an affected foetus (De et al. 2000; Borgo et al. 

Wertz et 1 Jedlicka-Kohler et al. 1994) 

participants and P4) through diagnosis their se<:on:o 

pregnancies and described it as being very traumatic. Both couples VVU.I .. "',,", a 

second child. originally want diagnosis, halfway her 

-"""'-"._.J she changed her mind: 

like I didn't want to know all of a ,",""'V'rl I just felt I couldn't not 

know ... so it was things just totally changed. " 

P4 was by one of the mothers at CF clinic could go a scan 

with which they could up certain that indicate baby is at a risk and 

you could then further tests. 

"So we went for the scan they were sure it was they look for 

something blocked and it was very 

they called in someone else, there were two women and they pretty much both started 

I then had an and he wasn '( even a 

Although couple felt wouldn't terminated even if it was an am~ctt~a 

foetus, had to know before the child was born. 
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PI why wanted diagnosis how she was the 

outcome: 

Pl: "1 wanted another child, so that (affected child) a IJllJlITYllJlP That's why 1 

pregnant again. 1 was worried the answer when 1 had test 

was that child of would suffer as she had." second child was 

found to a carrier and she was relieved. She insisted she wouldn't go 

through it as it was too traumatic. asked whether she would 

termination of pregnancy for an foetus, replied: 

't know what 1 would have 

these participants the time .to the results the 

as very Evers-Kiebooms et al. (1990) a similar finding in 

their The author time was particularly for 

these because who a pregnancy with prenatal diagnosis 

a strong to have a child, but not to have an child. 

Only one participant (P6) a to whether 

terminating an affected pregnancy following prenatal diagnosis. 

would 

majority 

(7 out 10) reasons. found 

between abortion attitudes and 

Braekeleer et al. 2004; AI-Jader et al. I 

participants mentioned 

it was not their power to decide a 

P2: "To me murder." (Translated) 

may not a life." (Translated) 

education and interpretation of (De 

beliefs. Two participants indicated that 

P4 felt that they may 

syndrome, but not for 

considered termination another condition, such as Down 

think we have a daughter who is really well and a very normal 

life, 1 wouldn '( have considered it. Obviously, you never the other could 
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way worse. you'd never know can't terminate on that " Termination 

of pregnancy is not necessarily !';, .. ' ... "'''' as an option by women, even when the foetus is 

known to affected. This may in due to the fact that is not associated with 

mental ""'T'"'''''''T''''' or dysmorphic t",atn .. ,"c as well as because of steadily increasing 

medications (Wei individuals to improved 

et al. 

P9 would raise the child and remaining two (PI and P7) were 

have no idea ... it would depend on my state of mind at the time" 

is a 

Tn""",.., abortion among parents with 

have shown that parents are in favour of termination 

et al. ] 990; et af. 1990), some 

studies in 

majority 

'-"'"''''..,.\,,'.''''''''' et al. 2004; 

found low 

"'1'''''''''''''' (Wertz et al. 1992). In contrast to the majority of available research, this sample 

indicated that were against this option. 

of results on impact on 

findings in this study are supported by studies which shown that the a 

child has a major on subsequent family planning for parents 

et ai, 2004; Henneman et al. 2001; De et al. 2000; Evers-Kiebooms et al. 

1990). 

the diagnosis 

study was 

child impacted on participants' 

the they 

as indicated by seven out of ten participants. 

for the impact on decisions was 

most 

of the 

that another child would have CF. This is in alignment with 

biggest 

reproductive 

originally planned to 

important reason 

recurrence risk, the 

other studies (De "'''',., .... 1 ..... '' et al. 2000; et al. 1990). et al. 

(2001) found to biggest reason of cases in their of a Dutch 
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population. Similar to the major reason for no influence on 

reproductive planning was that the initially-planned of children had been 

reached at the diagnosis. 

In total, were five TH~'th"l" the diagnosis of a child with 

one of these pregnancies was unplanned two were 

already pregnant with their next child when the was made Of the 

remaining pregnancies, two participants were willing to take because 

wanted child. P9 was unaware that was a risk in pregnancies. 

of the participants were planning any pregnancies. to previous 

birth rank affected child was found to have an influence on reproductive 

planning. Where affected was first-born, were more 1 ikely to embark 

on further pregnancies. 

percent 

prenatal 

participants indicated their intention to use or that have used 

In pregnancies, 

of pregnancy should prenatal 

was far consensus 

'-'-A"TAr! foetus, with 

one participant convinced that she would consider the are similar to 

other studies which diagnosis shown to an important 

reproductive option for children with have 

intention to use or have used However, termination an affected 

been shown to less (Henneman et 2001; Evers-Kiebooms et al. 

1990). 

4.7 RISK COMMUNICATION 

As an introduction to on communication about the of 

participants were asked questions to information about CF with 

children. Responses to selected questions are presented 4.11. 
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p 

2 

3 

4 

5 

6 

7 

of 
affected 

child 

16 

13 

10 

4 

7 

15 

13 

on 

What has ill child been told? 

"It can shorten her life if she 
doesn't look after herself' 

"He knows he's it 
we made him aware of how 

/i,m!1emll': it can be" 

care of his not """''''''11'5, 
not meds ... he could 
an infection and di en 
"Just to explain the Creon she 
has when she eats that her 
doesn't make the soldiers she 
needs to her so 
these are her soldiers" 
"Not much. I tell him he must 
take it so that his food can be 
_'.,V¥"V_ so that he can on 
weight and grow" 

. he sees the 
doctor alone. He the 
doctor told him. He tells the 
doctor where it hurts and how 
he's taking his 

"Whatever she needs to know 
according to her age .. relevant 
to her age and aPI)ropnatene!iS. 
Nothing unnecessary." 

CF 

he/she 
has asked? 

"Not much ... but she 
does get 

fish and live a normal 
life? Am I also 

him?" . 

"Would I stop taking 
Creon when I'm 

about 

that you can't 
answer. Why did it 
have to to 
me?" 

she's 
• do I have 

to have this?" 

CHAPJER4: 

"She doesn't want to talk 
about it She doesn't 
like me to tell about 
it ... " 

that when he was 
UI<ll;;IIU::'I:U, he could 
understand a bit about how 
dangerous this thing is" 

He understands his 
condition. 

"She knows she's 
She knows she's 
but she doesn't 
understand really" 

"He'll tell you he has a bad 
chest or tnrnrnv" 

"He understands what is 
eXI)ected of him" 

No of 
Sibs 

1 

3 

2 

FINDINGS AND DISCUSSION 

Age(s) 

1 

8 yrs 

7 mnths 

20 yrs 
17 yrs 
13 yrs 

22 yrs 
15 yrs 

Unaffected ~""A{'~An 
understanding 

She understands it all. "She 
knows she's a carrier" 

"Talked openly about it. 
explained the same way we did 
to (affected child)" 

"She knows. She listens every 
time I to him and she also 
tells him: you know 

to die, you better take your 
tablets." 

N/A 

"We explained to them how the 
work, but we haven't really 

sat down and discussed the 
illness with them" 

understand 

"She understands it's that goes on in the 
that the mucous is 2 11 household goes on in front of 

thick in her body, that she yrs so she knows most as 
has to exercise and eat a lot" well. She knows about 
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8 10 

9 16 

10 3 

. "The doctors at RCCH 
explained it to him" 

"God has tested you and its not 
.vU'''''''''''5 to ask too many 
uestions about" 

he's too 
young" 

None 

"He once asked how 
he has to live? 

He doesn't discuss 
these thinl!:S with me" 

None 

CHAPTER 4: 

"At this I don't think 
he realises the magnitude of 
it" 
"He told the other women 
he's satisfied with this 
illness he has. He doesn't 
blame "3"'HfAT'toA" 

"He knows about the 
we haven't told him 

he has to drink it" 

o 

FINDINGS AND DISCUSSION 

nla 

14 yrs 

7 yrs 

treatment, enzymes, that she 
needs to be away from 
with colds" 

nla 

"He knows he can't hit his 
brother on the back because he 

tired" 
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4.7.1 Discussion of communication with children fibrosis 

Research has of information conditions from ... .., •. ~ ..... " 

to children as an which continues childhood. Parents 

their decisions and when to share on the child's developmental readiness and 

interest (Gallo et af. 2005). 

Similar to other parents in this study based the information they shared with 

their children about 

sharing information 

Information given was 

on their child's age and main reason for not 

that felt their children were too young to understand. 

on aeJe-aOOlrO[]lfj 

P5:" We haven't really c; .... v' ...... , 

eight now, so we can start 

pills, what it is." (Translated) 

things to him, but we will 

why he has to go to 

P7:" Whatever she needs to know according to her 

appropriateness. Nothing " 

younger 

IOcuse~a on the daily 

1<"'1'1.111;:) of the condition were 

A good example is 

now on, he's turning 

why he has to take his 

to her age and 

and mainly 

way in which P4 

described the pancreatic supplement (Creon) to her "Just to say that 

her body does not make the soldiers that she needs to digest her food, so these are her 

soldiers." 

is in line with guidelines that 

to a child (Thorne et al. 

waited 

illness. Two 

information about the 

expressed that they tried to 

condition. They had addressed 

been published for a chronic 

Bibace and 

to ask questions and it to explain certain 

on the doctors at to their 

(P6 and P8). The majority of of older 

and honest with 

nrt,"'n~''; life expectancy, by 

about the 

that their 
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lives could be shortened if they didn't take care ofnH,.rnc."" told 

amect€~(j son from the ... """"n ... she was going to norlest with him not 

anything from understood in his own when she got 

with him he would say: 

mommy I know what I must do. I must take my tablets, I must use my pump, I must 

my lung exercises and I must 

whole little speech, so he 

my physio, otherwise I am to He tells me 

it doesn't sink in, in a way." (Translated) 

had not discussed the "h".rt"',n",11 aspect 10 old son, 

didn't want to felt it keeps there is 

are with that are in their fifties and are still 

On the other hand there are De(J'Dle of 20 that die in motor ,,,n?,,.,,,,, accidents. I 

't want to confuse him or burden him with it. Perhaps by the time he's he can go 

for some or other therapy" (Translated). 

of children with CF or other life-shortening conditions have shown to be 

more 

a 

to 

three older 

: "We 

discussed 

was "nil" 

to selectively share i .... t';.wf'1,,"'ti"' .... ,."'I~.t"'l1 to issues as 

description to their seven old affected child of the reason having 

that his food can be so that he can put on weight and grow". 

is also the extent of the information on that they have to their 

<>H"",,,t~,,"i children. 

'''"'VIINI to them how the pills work, but we haven't really sat 

with them." (Translated) 

genleW;s of the 

impression that 

leaving the older 

not 

unaffected children being 

unaware of their potential 

The couple's seventeen year old daughter had had her first baby. Studies 

unaffected children about as 
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's been a while we've it to not a bad to talk to 

" (Translated). Importantly however, siblings of affected children are dependant 

on parental transmission of information about Johnson 1995) they 

may fears relating to their own vulnerability of affected or of carriers 

may be a lack of understanding (Wei! 

2000; et al. 1990). The majority parents giving the same 

information to their affected and his/her unaffected 

Although P6 .. ",,,,,{Yf"f,·r! that her two unaffected children "understand everything" about 

CF, it is that she was under the that of them were carriers, 

based on a sweat test that was done after the affected was diagnosed. She also 

relied on doctors at clinic to inform child about illness, so it is 

unclear how much they really understand about Similarly, has not 

discussed condition either her child. 

knowledge was major limiting in these For risk information 

to distributed, knowledge understanding of genetic is essential. 

Misunderstanding of been identified as a major barrier to 

communication in families (McConkie-Rosell and DeVellis 2000). 

On the other hand, , who had a very open approach to information sharing with 

children, had already to her old that was 

Following the diagnosis of 

seclond pregnancy. 

the last 

carrier status 

concerns 

foetus was 

in her 

prenatally. 

debated. Concerns relate mainly to the psychological or 

information, the lack of autonomy of 

to fully comprehend the risks 

Spiridigliozzi 

as well as potential inability children 

of information (McConkie-Rosell 
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reported that their ,>1-1-,,.,,1-,>11 child had asked the question: 'Why 

All ""''''''-'l'''t",11 having difficulty answering question. Below are some of the 

responses: 

P3: "1 have to OY~'JrI1'H to him, nobody could have it's not as if we can 

plan anything Our lives are planned for us. IVY-FUH:,'" more of the spiritual 

side than what 1 can 'why him '." 

P6: a 1 answer 1 reason is that you were 

one Tfll','''YI/fFO ones. But God has blessed you so that 1 can look after you 

because you are 

I'd say: yes, they are 

P7: "You've to 

knows best. And not to 

live a very day to day 

Parents 

from very early on, 

child And then he'd ask: but what about the other two? And 

special, but not as special as you." 

a lot of faith in God and it is knows best, God 

and dwell on these things, but to deal with it day to day. We 

is most important 

to children 

is neither threatening to child nor to In this 

way independence of both 

could further n""',/PlnT 

family and the patient is promoted. some extent this 

of patient dependence from the to the clinic 

(Nolan et al. 1986). 

4.7.2 Discussion of risk communication in families 

Despite the fact that 

of being 

relatives. Although 

have 

birth a child with CF implies an 

the 

is not a vast amount of 

risk between relatives in 

there is often poor 

families (Forrest et al. 2003; 

1964). 

other 

1992a; 
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Participants were to indicate with which 

genetics of 

Table 4.12 

and therefore their potential carrier 

they had discussed the 

results are summarized 

Table 4.12: Summary informed family members as indicated by participants 

Close and ext:en(:led 

Siblings 

1 parent 

Nobody 

Four participants (PI, 

members- close 

(2003) found 

and 

communication to 

with: 

chiJdren) 2 

10 

8 

5,6,9 3 

P7) reported that they had 

risk of 

.... or.j-o'"' child told 100% 

to of participants in this study. 

family members generally occur 

family 

et 

parents, 

selective 

a lack of 

closeness, familiarity and about sharing genetic risk information (Wilson et 

al.2004). 

P4 agreed that it had because there was already 

individual in the family (maternal least on one side 

were already aware of it. ~,""",,-,al one aW~ctt:d there is more 

inheritance and n"'''''''T,n''J» member, it is 

that carrier risk disseminated (Henneman et 

that it had more explaining the genetics to 

side of the family, because: "nobody knew anything about it, it was totally 

he felt that everyone went out and did homework on the condition, 

still that: "I'm sure that parts of my family don't get what we're talking about." 
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P7 went through a of trouble to contact the family to them of 

condition and the potential carrier risk: 

"1 told I'm a as you can see. 1 just everybody about it. 

1 insisted that when they married or chose their partners that they got tested." 

She did feel however they didnlt to her or really take note what was 

saying: 

"They don't want to know it. It's too to home, they don't want to know. 

And they could be and their children could carriers, but 're willing to 

risk, at done my job and informed 

In a study on disclosure of risk information in families, 

Canning 1) found that individuals who had made effort to inform family 

were troubled that not all took this information seriously. 

to note that two of the four participants who reported all 

of their family members and gave explanations that were accurate, had the only 

two in study who for a counselling session with a 

counsellor following the of their affected child. PI was seen by a 

genetic counsellor at the Johannesburg Hospital in Johannesburg, Gauteng was 

residing in London at the time of diagnosis her affected child. She was seen by a 

counsellor at Ormond Hospital Children in They were 

also two of the participants with the most accurate knowledge on all aspects of 

genetics of 

have shown only partial information may passed on by or it 

a way that family are not made fully aware 

(Wilson et 2004; Denayer et al. 1992a). Participants were asked how had 

'-''''\.1J",I:'I'-'U the information about the of CF and their possible status to 

members. their are illustrations how partial or 

perhaps misleading information was disseminated, leaving the researcher to 

what family members actually understood. 
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P2: I didn't explain in detail, me it's the fact that it was inherited from 

both sides. There's enough in the media about it. They can just look at those .... 'flav·'T»' ..... 

(Translated). 

only partly discussed 

was to "come out PUln.,.,·p , it 

siblings, telling them 

children. She also indicated: 

's never been an issue for me to It's inherited and we 

coping with it." (Translated) 

all of their siblings had completed and none of the children were 

felt that they wouldn't be interested further information, not considering 

possibility that these children were also at 

explained to them that it was in our family, it was misdiagnosed. Everyone 

involved in trying to track down " 

had planted the that: THH'ffU"'O it hn;nnt>HO'/t to us, doesn't mean 

it Flu/VUETl to you." (Translated) 

PI0 the potential with 

want to tell their parents was because they that 

without burdening other people: 

shown to a barrier to communication about risk in 

2004). also indicated that they didn't think 

siblings. The reason they 

had to deal with this thing 

to protect others has been 

(Holt 2006; Wilson et al. 

siblings took the 

"I 

yet." 

really thought about it or realised the full mnlic,atiIJI1S' of the story 

Although P8 had 

condition with 

the 

her mother or on 

she selected only to 

She 

interested and th", .. ",t:r.,.t> 

have told them (translated)". 

of the family, no-one was even 

the 

rest of 

not to tell anyone 

no contact with 

aware the 
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affected child's condition. 

but was unaware ",h.<>orh,,,, .. 

husband would 

to do with 

remarriage, it is likely 

al.2004). 

CHAPTER 4: 

expected her step-mother to 

happened. 

of his family memolers 

FINDINGS AND DISCUSSION 

and 

two naIII-S:IStlers 

think her ex­

wanted nothing 

more separation, divorce and 

disclosure process will become more complex (Wilson et 

P6 didn't think it was nec::essar'y to talk to any family members, because as discussed 

(P52), she wasn't aware other family at of 

or of having a child with another was on her ex-

side of the 

not 

son). CF is often as located within the 

(Fanos and Johnson 1995). 

her ex-husband and her side of the family condition in 

child. Parental guilt and around having a child with can prevent any 

discussion about genetics in a If one parent uses blaming other side of the 

as a coping mechanism to with guilt, that would to avoid 

......... '"""'" that may point to ....... " ..... ,'" contribution to (Fanos and 

1995). Therefore, to the family 

and had a child small sample, the birth at one affected 

have possibly if communication had place 

in this family. Even if the n"l,"",nt" of the recently diagnosed "lr't,"'"rt>/1 child had 

I'h,,",,,,,·,,, not to have prenatal diagnosis and/or termination of the they 

would had the opportunity to an autonomous decision. 

infonnation denies relatives the opportunity to make infonned .. " ...... nr1 

et 2005). 

condition with both affected and 

four families (P 1, P2, 

unaffected children that there was a risk 

Both P2 and P7 had explained to their 

only be if they so wished when 

could be carriers, but that 

were older. Testing of children at of 
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being is generally delayed until at least the 18, when they are 

to make own informed (Roberts et As mentioned, PI had 

disclosed status to unaffected daughter careful explanation of the 

genetics of the condition when she was aboutejg~t years old. Although P3 had discussed 

the genetics with her unaffected daughter, she was under impression P6), that 

her daughter was not a carrier based on a sweat test after she was 

a study in Ormond et one third of at 

risk of being had been informed of their potential status by their parents. 

For those who were not informed, the major reason provided was that parents 

their children were too young to 

2005; Canam 1986). In this study, 

and PIO). reasons for not 

results reported other studies 

was the main reason two non.,.,,,,,n 

children study were a 

et 

knowledge 

being at risk. 

genetics of CF in parents and misconceptions about children not 

Awareness of and discussion about testing: 

participants never heard testing (P5, P9, 0). Five out of ten 

participants could more or less correctly explain what it was and how it worked. 

other two participants had misconceptions: 

would think it another sweat test. I normally 

what happens." tests at That's all I I don't know 

explained that they had taken blood from 

she never got the results test. 

't understand how it but 1 must 

nazmeJf1ea about that, 1 might be a 

Only 

participant had understanding 

participants (P 1, 

testing to some 

P7) indicated that 

members. P4 

last year to do testing but that 

at what 

must know. " (Translated) 

concept. 

had mentioned possibility of 

could have a 
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test done to determine whether she is a carrier or not". P7 all her family members to 

it PI discussed it with It was only in three families that 

on the knowledge that reported being aware of any family 'JJ\OJJ'U\O' 

carriers. Some of the siblings in these 

nOllcalteO their intent to go for testing when 

I"" ... ~,,,"'r et al. 1990) ,.",nr.rl"rl 

who 

possibility of carrier L'-''''U''15' 

for carrier testing and others 

In the Belgian 

informed 

n<>r ... ,,,,r,, to carrier testing is lack 

of awareness of availability thereof and what it can and cannot do (Onnond et al. 2003). 

shown that barriers to the about carrier testing from 

of a child with CF to their relatives lack of information and the perception that 

would not be interested in carrier screening et al. 1996; Fanos and Johnson 

IJ",,,,I"''''''''''''' were asked to give their reasons for either to family about 

genetic risk or choosing not to infonn them. responses the participants are 

4.13. 

for and against informing 

Reasons for telling 

.. to 
a child with CF" 

it for them to understand, 
lJ\O\"au,,\O CF was as much of a mystery to them as 
it was to us in be innin 

P3: 

Reasons for not telling 

or know 

P6: "Didn't know it was in the family ... and its 
too much explaining to do (translated)" 

P8: Lack of interest 
Didn't have contact with the rest 
Told step-mom and expected her to infonn 

comes from, 
brothers or or 
tested ... we all know a risk there" own children. 

P4: "It's the 
disease as a 

P7: "To make them aware ... so that 
doesn't 

child 

P9: "They misuse alcohol 
Didn't have contact with her family 

PIO: "Felt like we didn't want to 
people (like parents) with it. Felt we to 
carry this thing by ourselves (translated)" 



Univ
ers

ity
 of

 C
ap

e T
ow

n

CHAPTER 4: ANALYSIS, FINDINGS AND DISCUSSION 

The main reasons for sharing information about the genetics of CF was to help family 

members understand where the disease comes from, and to make them aware that there 

was a risk that it could happen to one of them too, that another child in the family could 

be born with CF. 

The majority of participants who had discussed risk information with family members 

reported that they did so almost immediately after they had received the diagnosis. 

Ormond et al. (2003) found that disclosure of carrier status information usually takes 

place within six months of becoming aware thereof. It most often takes place in the 

context of explaining the affected child's disease as a whole, as was the case for several 

participants in this study. In contrast, the major reasons for disclosure given by Ormond 

et al. (2003) were a close social relationship and the need for support in a time of crisis. 

Neither of these reasons were mentioned by participants. 

The main reasons for not sharing risk information was a lack of contact with certain 

family members, as well as a lack of knowledge about risk genetic information in 

participants. For risk information to be distributed in a family, knowledge and 

understanding of genetic risk is essential (Forrest et al. 2003). There are several possible 

reasons why individuals may not be in contact with their family, including: geographical 

distance, lack of social closeness, internal family rifts, divorce and separation 

(Featherstone et al. 2006; Ormond et al. 2003). No individuals reported negative 

feelings about their CF carrier status (e.g. guilt or shame) or perceptions of stigma as 

reasons for nondisclosure, factors that have influenced disclosure in other studies 

(Wilson et al. 2004; Holt 2006; Fanos and Johnson 1995). 

Across a range of disorders with different modes of inheritance it has been suggested 

that genetic risk information is passed on to family members to which individuals feel 

emotionally close, whilst the information is shared much more selectively with more 

distant relatives (Claes et al. 2003; Peterson et al. 2003; Suslak et al. ] 985). Although a 

close social relationship was not explicitly mentioned as a reason for disclosure, as 

found by other studies (Ormond et al. 2003; Fanos and Johnson), most participants did 
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not feel an obligation to 

contact with. 

did not know or did not 

were asked responsibility for discussing 

with family members. 

Mother 

Father 

Both 

Neither 

o 234 5 6 7 
No. of participants 

responsibility for risk 

,",V'UJ",,> (60%), the mother was 

Tn .. ,,.,....,.,",,,, ... in the family and beyond. 

dissemination of 

are consistent with other 

that disclosure of is a gendered activity, 

with the and burdens of the task falling mainly on women (Hallowell et al. 

2005; 2001; Richards 1996). 

were whether they thought it was as of the 

affected child or that of the health professional (such as doctor or gerletllC C4[)UfISelllor to 

inform family their possible genetic risk. PI and P9, 

it was their responsibility as u"''-'''''''v nnl'Tfl"'" didn't 

to family melmOl~r to them about it. 

PI are more convincing. They (the family) won't listen to you 

as they will to " P7 that although it was her job, "they (the family) 

might it more ,·orIn •• ,.,,,, if it came from a health professional." 
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This corresponds weB with findings in other studies which have shown that parents 

generally regard dissemination of risk information as their responsibility 

1997; Hallowell et at. 2005), although they may burdened by 

bad news (Clarke et al. 2005). The participants did however 

to sure sufficient 

back to the 

et al. 

of 

the 

to feed 

Although eight out of ten participants felt they had sufficient information about the 

genetics of CF to it with family members, seven out of ten indicated they 

would like more information about this topic. was a opinion that they 

basics and was "''''Of'','''U for example: 

. "I'm just trying to it basic and nol over in too much delaif' 

Written material, 

information to family 

important role written 

as pamphlets and booklets were found to be useful in 

by some participants. Studies have emphasized 

on the implications of a child 

family can play to inform (Claes el 

2001 ). 

Participants were asked how regularly they discussed the "''''''''''''''''' of CF with 

responses are presented in Figure 4.3. 

7 

6+---------------------------~ 

1/1 
i: 5 +----------------------------
Il:I 
0.. 
'y 4 +----------------------------
1:: 
Il:I 
0.. 3 +--------------------
'0 
ci 2 +-------------------­
Z 

o +----------.--
Regularly 

4.3: Frequency at 2elrle£ICS is discussed (n=lO) 
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CHAPTER 4: FINDINGS AND DISCUSSlON 

a of 105 CF-parents in Belgium, et (1990) found although 80% of 

the parents of a child with CF informed their bothers and about the genetic aspect 

only one fifth discussed the with their siblings and 

36% do now and then. The majority of (60%) reported 

never discussing the genetics of with relatives. participants felt that 

they had discussed this issue with family and therefore did 

not see the need to talk about it again: 

PI: "I/eel that they all know about it, so 

et al. (1992a) found that the 

a child with CF was the parents 

gerleW~s of CF was found to be 

eV€mrleH~SS, the of having an att~ect€~d 

's no use ._ ...... ' ..... 

pregnancies for 39% of individuals 

accurate transfer of information to these 

Summary of discussion on risk communication 

it l1 Tl'V r TIl, IT r. " 

uncles 

on 

2 risk. 

decision making 

indicating the 

extent of disclosure of genetic risk information greatly among the 

participants in this study. While some participants kept to close 

(parents, siblings, children), a few participants went to to inform 

family (cousins, aunts, uncles). In one family (P4) this process was 

facilitated by the fact that there was another ofthe famiJy 

and therefore several family members had already 

participants reported never having discussed 

With the exception of these 

",..,'nJI .. ''''''''' relative. 

of parents with a CF child have a 1 in 2 

risk information was .. "'"."' .. t"'rt 

out participants. The four 

It is important to note that of these participants; 

Three 

family 

at one 

gene 

• .,,,,, • .:>.:>,,.y with 

it to their 

two had correctly 
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CHAPTER 4: ANALYSIS, FINDINGS AND DISCUSSION 

In some of these cases was 

a that relatives may not have 

their 

disseminated only partly or 

aware of their potential risk. Only three participants had mentioned 

fully 

testing 

to some family members. 

The majority of participants not discussed the genetic of 

with their children (affected or umltn::cte:O The main reasons being 

understanding of the were too young to understand or a 

PIon the other hand, had 

status. Genetic 

the information 

health professionals 

I3-year old ___ 0'" 

CF families to be aware 

throughout a child's lifetime. allows 

to help parents develop strategies on how to talk to 

children and to n">'t>nltc their views and attitudes related to 

information about CF, including 

important role they play 

children (Gallo et al. 2005). 

Participants who had disseminated 

the context of explaining 

family members aware 

barriers to sharing risk 

risk information in 

The task of disseminating 

women in this study. The doctors at 

information about the genetics of 

parents reported never discussing 

family members. 

lZerleIllC aspects. Parents need to be aware the 

process of sharing information 

information to family members so 

as 

disease as a whole, as 

having a child with 

study was a lack of knowledge 

as a lack of contact with certain family 

to family members fell mostly upon 

clinic were identified as the main source of 

majority of participants. Sixty n""'"""n~ 

of their child's condition 
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CHAPTER 4: ANALYSIS, FINDINGS AND DISCUSSION 

parents children with CF to inform their relatives about the 

and therefore their potential carrier should be an component of 

It is an aspect that special attention, particularly because of the 

availability of 

should include on those 

them and their possible reactions to 

difficulties could suggested 

women ..... "',, .... a 

women was the lack 

(Richards 1999). 

clinic, one 

support or 

information is often poorly 

with a with CF. 

who might 

information. Ways 

et al. ] 997). 

the main 

coping with anticipated 

in an earlier study of 

reported by 

who might at 

and misunderstood written in a 

-",..,--z..,- can be a helpful aid. Professionals need to develop 

tools and stnlte!!leS to facilitate the communication nT'lu· ... "" 

. important that in this nrr,""""" is given sufficient <>tT,o.nT1{U1 during 

sessions (Claes et al. 2003). 
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CHAPTER 5: CONCLUSION 

the present study were to determine 

parents with a child with to 

upon subsequent reproductive choices and to 

birth of a child with 

communication 

this study ..... "..'''' .. ·::01 a flawed of the genetics 

study has been able to and 

of CF that to addressed. There were misconceptions 

the recurrence risk in future pregnancies and the probability that relatives 

and their unaffected children) could be CF was poorly understood. A 

correlation was found I"\"'T1"''''~.n level of knowledge and the socioeconomic 

status participants. socio-economic status resulted in a lower of 

knowledge about the of of the 

of affected is important it impacts directly on 

reproductive choices and is required for effective communication 

v",·".,..·t", of a child with need to understand and to weigh the 

""VI v". ue'netlc counselling is a 

couples in this ...... "."".,0<" a child with 

subsequent reproductive for participants this study. Most 

and options 

of 

impact on 

to reduce the number children they originaHy planned to have following diagnosis 

their affected child. most important reason for the impact on .. "' ......... 11 

was the fear recurrence risk, that another child would have CF. 

Participants were aware of and in prenatal 

majority indicated that they would not consider termination of nrf'onl'l 

to use prenatal diagnosis was not necessarily 

case of an affected pregnancy. 

to the intention to 

but the 

intention 

in the 
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CHAPTER 5: CONCLUSION 

Results 

other 

this study that although birth of a child with implies a for 

the genetics of is not often 01slcusseo 

of genetic information to 

varied greatly among participants in study. who had disseminated 

risk to family did so mostly in the context of explaining the 

disease as a whole, as well as to family aware that were at risk 

a child with 

women this study. 

The task disseminating information fell mostly upon the 

main barriers to sharing risk information was found to a lack knowledge about 

information in participants, as well as a lack contact with family 

members, for reasons including divorce, geographical distance and 

family rifts. was a lack of awareness carrier among n'-lY· ... ·,n" 

including the application and limitations thereof; and dissemination information 

about topic in 

who not yet informed their children about the genetics the condition 

their children were too young to understand the of information. 

A lack knowledge about the genetics in parents and misconceptions about 

children not being at risk were reasons non-disclosure to children. ut::nt:l.IC 

counsellors working with CF families to guide on how, 

and what information about CF, including the genetic aspects, to with their 

affected unaffected children. 

small the birth at least one 

nr,>'upnTP'n if risk communication had 

genetic knowledge and misconceptions 

TT",r-TAn child could possibly been 

this family. lack of 

of risk 

information, resulting in family members being unaware of their potential carrier 

In birth of another child with family. conveying 

information denies opportunity to make informed reproductive ..., ....... ...,...,.,. 
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CHAPTER 5: CONCLUSION 

Only two in this study been for a gerleillc counselling with a 

counsellor following the ''-''"/',''''';'''' of their Genetic counselling 

was effective in enhancing knowledge about genetics of these individuals as 

indicated their good performance on the majority of questions to the genetics 

of CF and the availability of Furthermore, counselling facilitated 

communication as participants belonged to two of the families in the 

dissemination of 

accurately. 

information was rpyvu"tPI1 to have been extensively and 

that is at the may be 

counsellor as a member interdisciplinary team involved with families in which 

a diagnosis CF is made. counsellor could play an role 

facilitating information giving, gain dissemination of risk 

in the family. genetic could help at couples understand the 

. risks involved m further pregnancIes and explain vanous 

available to 

hA/coh<> could also 

to make reproductive Finally, 

in providing necessary ongoing psychosocial support to CF 
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, CHAPTER 6: RECOMMENDA nONS 

RECOMMENDATIONS 

on the outcomes of the the following recommendations are made: 

• Information giving vuv .... u not end at the initial session when the """'F>uv"" is 

It should 

appointments 

up on a regular at follow-up or routine clinic 

with all families in which a a genetic VV'.JU.:l,vU'Vl 

diagnosis of IS 

• More attention to gIven to the dissemination 

information and possibility of carrier to relatives during counselling 

sessions with of affected children, 

• Simple, written information should be provided in the home of the 

It the 

importance of sharing 

children with • Unaffected ..... OJ .. u., .... 

without the support of genetic counselling 

with 

the impact of a 

and Johnson 

In 

condition 

Ways of 

ensuring they are accurately informed about the condition, their possible risk 

status and available to them, including carrier testing, to be 

considered. 

• Considering 

a simple 

would aid oat'enlts 

relatives. It should 

Cape. One 

knowledge 

explaining carrier 

understanding and 

provided in the 

main barriers to 

its applications and limitations 

sharing this information with 

official languages of Western 

testing is lack of awareness of the 

availability thp,rp{',1" and what it can cannot do (Ormond et 
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CHAPTER 6: RECOMMENDATIONS 

FUTURE RESEARCH 

It will 

it 

it 

it 

it 

it 

it 

value to: 

knowledge of patients on the genetics 

unaffected siblings and other relatives 

effective ways of meeting their information 

develop effective interventions related to disclosure and 

information families with genetic conditions. 

to knowledge of relatives of an affected child about 

and reproductive options, such as prenatal diagnosis and 

Include 

population, 

in urban areas in 

families living an 

counselling by usmg pre and post genetic 

collection projects. 

over SA to explore the experiences of a larger 

graOnlCal area, including urban and rural areas. 

famil living in rural areas to that of families living 

areas 

area 

South This study only investigated 
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APPENDIXl 

M.Sc in Genetic Counselling Ke:search ........ \1PI'T 

Fibrosis 

SHEET AND 

I, ............................................... , ....... , living at (address) 

confirm that: 

Red Cross 

I is to investigate: 

inheritance of CF and 

status of 

how this Ull< .... ..,U""'." or has influenced reproductive choices; and 

family cornmumcallon 

I understand that the interview will 
choice and that it 

information 

in my home or another venue of my 
of two hours each. 

2.3 I am aware thatthis is a omce-OII DfC)CeUUI that will be implemented in at a 
time convenient to me and 

to me from the 
counsellor if nel;essarv 
the interview. 

3.1 I have 
Information may 
presentations at 

me angry or but 
me to a "'~ •• ~".~ 

rpcnp,~T acceptance and empathy during 

be handled confidentially. 
publications in scientific journals and 

names will not be included. 

104 



Univ
ers

ity
 of

 C
ap

e T
ow

n

APPENDIXl 

3.2 I understand that the interview be tape recorded so the researcher does 
to write too much during 
1'P",""1'" h has been written 

interview. The will be secured in a 
will then 

4. I that the and transcribed .HU,.HJH discussed at the 
meeting only be made available to 
code number and that they do not 

researcher's supervisors with my study 
that it refers to my name. 

5. I to consent to 
to participate in 

and that such refusal or "TA,,..n<> 

future access to medical and I".v"vu,,", ".-r'""·,d,, 

6. . ............................................. has explained the information of the study 
to me English! AfrikaanslXhosa. I am proficient in that and my questions 
have been answered satisfactorily. 

7. I rlpr'lt<>1"lrl that there will be no Ul,",''''I''''= benefits to me 

assured that parllClpallOn to additional 
me or my family 

I DECLARE THAT I VOLUNTARILY AGREED TO 
PARTICIPATE IN THE ABOVE RESEARCH STUDY 

'UF,U,",,,,, at: 
(address) .. ................ ...... ........................ ......... on .................. 2007 

Participant's signature 

HAVE 

Signed at: 
(address) .......... : .............. , .................... ~ ............ on .................. 2007 
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IMPORTANT INFORMATION 

Participant 

you for your 
the duration of 

1.11"' • .., .... ,111;:) as a result 
\.1"",':><1''-'''':> regarding 

contact me at the following telephone number: 

Schoeman: (021) 
LJU"",,,. schoeman@cormackuct.ac.za 

Greenberg: ) ..... ,,',.-u.:.., 

APPENDIX I 

questions 

any questions about your rights as a research participant please contact 
Blockman, Chair of the Ethics Committee, Health 

;)Clen(:es. University of Cape Ethics Review Committee on (021) 406-6496. 
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APPENDIXl 

VERSION OF INFORMATION AND CONSENT 

M.Sc in Genetiese Navorsingsprojek 

Fibrose en kommunikasie oor genetiese risiko in die familie 

INLIGING 

DEUR AJ.&:.J.ILl ..... U 

dat: 

'F,,",UV'J. om aan die bogenoemde 
Universiteit van J.'l>..U'''IJ''''uu 

het met 
Kinderhospitaal 

VORM 

wat deur 

1. die doel van is om die volgende te ondersoek: 

2.2. 

L 

en kennis van die draer 
status van familielede; 

.. die kennis u besluite ....... 5 ... ' ......... '''' H," ... "", ... " voortplanting beinvloed 

.. Kommunikasie in die aspek van Sistiese 

verstaan dat die onderhoud by my of by 'n ander plek van my 
plaasvind en dat dit een of twee besoell~e van twee ure elk behels. 

van IS. 

verwys indien nodig. 
u.., •• uuu.." geduurende die onderhoud. 

is verseker dat aIle inligting ""","Tr/" 

publikasies in wetenskaplike 
gebruik word, maar name 

is wat in 

'V"l"'''''''''~'UM mag maak, maar dat die 
na 'n genetiese 

aanvaarding en empatie 

behandel sal word. Inligting 
en aanbiedings by on)teSSlonele 

word nie. 

verstaan dat die onderhoud op band OPI2;eIlleelm sal word sodat die navorser 
te veel hoef te skryf geduurende die Die band sal in 

Q:e~;to()r word tot dat die navorsing VIJI">"''''.<U:J 

band en die data op 
naam nie daarop up ... ·C'v'rn 
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APPENDIX I 

4. is inligting wat opgeneem en getranskribeer is 
navorser se mentor bekend gemaak sal word, maar dit sal slegs my HUII .. ,",.U"""'" 

en my naam nie daarop verskyn nie. 

die projek deel te neem nie en ek is bewus dat 
en ek kan op enige staduim besluit om t~ r\,...·t1'",,·!r 

manier my huidige of toekomstige toe gang tot 
.... "'u .. ,.,.." waarop ek geregtig, is betnvloed nie. 

6 ............................................................... het die inligting van die projek in 
verduidelik. Ek is vlot is hierdie taal en my vra is 

i 

7. verstaan dat daar VV'.U'-'J''-' Vlf sal wees as gevolg van un,LU.''''' 

projek 

VIr 

EK VERKLAAR ...... JU"' .......... v ... .a:.,JL:I 

BOGENOEMDE 
Geteken te: 

tot enige additionele koste 
daarby nie. 

(Adres) .................................................................................................... l .................. . 

op ................................ 2007 

Deelnemer se handtekening 

EK VERKLAAR HIERMEE DAT EK MY 
OPGENEEM MAG WORD 

Geteken te: 

(Adres) 

op 

OP 

ueeUlerrler se Getuie 
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........... JL"' ....... vir u dee]name aan hierdie 

1. 

vra het aangande: 

as gevolg van die navorsing, 
aarlga,ancLe inligting oor die 

1 

die verloop van 

kontak my Greenberg gerus op die VL,., .... " ...... ,"'."' .... JV" nommers: 

As u vrae 
Voorsitter van 
(021) 406-6496. 

(021) 406-6299 

met u reg as 'n U,",'.LH''''''''''' 
Hersiening Komitee van die 

n.VJlU"", D M Blockman, die 
van ¥apstad by 
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SCHEDULE 

No: ................... . 

SOCIODEMOGRAPHIC INFORMATION 

1. Family history 

3. 

4 . 

.. Date of birth 

.. Marital status 
Single/MarriedlDivorced/Widowed 

.. Consanguinity 

.. How many children? 

• of children 
• of affected child? 
• Rank of affected child? 
• you have siblings? 
• How many brothers and how 
• have children? Are they all well? 
• your parents still alive? 

.. 

ofCF 
.. At what age was your child diagnosed with 
• he/she the first individual in to 
• Tell me about the time leading up to child 

willi . 

graloe!'SUllnOara did you complete at 
am.we:red by father and mother) 

(matric, Std 10) 
11 
10 
9 
8 
7 

further courses/training 

.. No 

5. If Yes to ... "".,<1\)'11 5, what? 

.. No 

APPENDlxn 

diagnosed 
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APPENDIX II 

• Certificate from 
• Diploma (beyond 1 
• Bachelors degree 
• Postgraduate 

• Other 

6. Have you completed it? 

7. If not, why did you not continue at school! h,,.h,,,.·,, education? 

&. Are you employed? 

• No 

to question 8, what kind of work? 

• Self-employed 
• Full-time employed 
• employed 
• Casual 

IO.lfNo to question 9, are you: 

• Unemployed 
• Housewife 
• Full-time student 

unable to work 

11. income pooled together to pay for living? 

• No 

12. What is your current household income per month? 

• No income 
• Disability 
• RI -R400 
• R401 - R800 
• R&Ol 600 
• R1601-
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• 201- R6 400 
• R6401 R12800 
• R12801 600 
• R25601 1 200 
• 
• 

I - RI02 400 
02 401 - R204 800 

• More than R204 800 

13. How 1-1"""1-11" does the income 

RED CROSS MEMORIAL CHILDREN'S 
CYSTIC FIBROSIS CLINIC. 

often do you the CF at RCWMCH? 

'15. How is it from your 

APPENDIXn 

(RCWMCH) 

16. do you get to the (Own transport, access to vehicle, 
taxi? 

17. If use public transport, how is this from you and then how 
long is journey to Red 

18. long does it to to the clinic? 

1 Howmuch it cost to get 

20. you have medical aid? 

• 
• No 

aid cover your needs 

• Medication 
• Hospital 

OF UNDERSTANDING OF GENETICS (ADAPTED FROM .U.t"ll.lT.1.JL:. • .:;J 

1991 and AL.1988) . 

22. What is the cause of CF? 

CF caused by 
• entirely, 
• partly, or 
• not at all? 
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APPENDIX II 

IS passed on? 

What is the chance of having another with 

affect both males and ''''U'''''v"" 

has (name of patient) gene(s) from: 

IS chance of your unaffected children carriers? 

29. What is the chance of your siblings 

30. What is the chance of one of your siblings h""lll"lcr a child with CF? 

31. having three affected chHdren, what is 
am~ctt~d child? 

of having another 

it to 

it to 

• 

• 
.. not at all 

CF before a IS 

by amniocentesis? 

the diagnosis of CF, when was the gerletH:::s of the 
with you? 

of diagnosis, 

35. What are the source/sources of your information 
CF? 

• 
.. Media 
.. 
.. 

36. After you received diagnosis of CF and understood the cause and the 
genetics, how did you 

D: IMPACT ON REPRODUCTIVE CHOICES 

37. Have you had "'.,,,.,",,,,,,. 
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38. If yes, what did 
it can or cannot 

39. Ifno, what do you 

40. Has the 

41. 

APPENDIX II 

",,, .. ,,,",,,,,A about it the test, what it means, and 

about carrier testing and how it 

in your child had an on 

Has it you wanted to have? 

43. Has your use changed since the diagnosis of 
was made in your child? 

44. Did you/would you seek advice prior to next pregnancy? 

.45. Would you/have you considered in future pregnancies? 

46. If yes, would you consider terminating an TT<>r'T",rI fetus? 

COMMUNICATION WITHIN 

47. Have you shared any mtorrnatlon 
immediate or extended 
parents. Aunts, uncles, ,",V'."UI" 

you explain it to 

49. to question 44, why not? 

What have you told your child with about 

51. What is your ill child's understanding about the disease? 

What do your other children understand about the 

. What questions have your unaffected children asked about 
have you answered them? 

... "'..,,,,, •• .., has you child with CF asked about the UI~Ci:l~.C 
amiwe:rea them? 

the condition with 

specifically the 
ext:emlea family members? 
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60. 

with whom?(Affected child., umlttc:ctf:o 

it to them? 

informed of the diagnosis of 
with immediate or extended family 

APPENDIXn 

the 

61. your brothers and sisters been worried about 
a child with CF? 

chance of 

• 
• 
• 
• 

do you discuss the genetic aspect with family 

l"'lU,l\.}11 carrier testing to any immediate or extemlea 

what did you tell them about it? 

giving them information about the 

on this knowledge? 
provided you with support?) 

told immediate or extended family 
what were your reasons for not I'nnn IT .. 

information to 

68. Who primary responsibility for disclosure and communication of 
information about in your family? 

confident that you had enough information about 
to it to family members? 

70. Would about the genetics of 

or of the care 
of the potential genetic risk? 
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APPENDIXH 

ONDERHOUD U'~~~.~ 

Deelnerner No: ................... . 

B. SOSIODEMOGRAFIESE INLIGTING 

1. Farnilie "'''''~ .. ''' ... , ... ''''' 

• Geboortedatum 
• Huwelikstatus 

• van 
It Ouderdom van 
It U kind met is hy/sy eersgeborene/tweede/derde/vierde/vyfde 

kind? 
It Het u broers en susters? 
It As ja, van elk? 
It Het huHe Is hulle almal gesoncr! 
It Leef u ouers 

agnosevan 
It Hoe oud was u kind toe hy/sy "''''''' ... !;u .... ''...,'~l 
• Is hy/sy eerste persoon in die 
It Vertel vir van die tyd wat met 

13. 

CF word 

Watter graad/smnderd 

It 

• Graad 10 
• Graad 9 
It Graad 8 

• Graad 7 

u voltooi op 

10) 

enige verdere kursusse/opleiding 

14. JA op vraag 4, 

van 

na u skool verlaat het? 
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APPENDIXn 

It Diploma (na Graad 12) 

of diploma 

15. u voltooi? 

16. Indien hoekom het u nie skool/tersiere opleiding voltooi nie? 

17. Werk 

18. 8, watter tipe 

It werk 
It Casuallkontrak werk 

19. Indien op vraag 9, is u: 

It Ander 

20. mense dra by tot die gesamentelike 

21. Wat is u gesamentelike 

It inkomste 
It R780 

inkomste: 
It RI -R400 
It R401 R800 
It R801 - RI 600 
It Rl 60] R3200 
It R3 201 - R6 400 

per 
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B.ROOI 
FIBROSE 

C. VLAK 
AL.1991 

It R6401 R12800 

It R12 801 -
It R25601-
It R5220] 400 
It R102401 R204800 
It Meer as R204 800 

APPENDIX II 

Hoeveel meflse word deur hierdie inkomste onderhou? 

woon un en u 

] 5. ver is dit van u 

u by d ie kliniek? 

1 u vanpublieke vervoer 
daarby uit te kom en hoe lank is die 

18. How lank vat dit u om by die 

HOSPITAAL SISTIESE 

vervoer, we!!an tot motor, bus, 

maak, hoe ver moet u stap om 
Rooi Kruis toe? 

te kom? 

19. kos dit om kliniek toe te 

u mediese fonds? 

21. u mediese fonds u kind se .11'-"'-'.'-'",-, 

It Konsultatises 
It Medikasie 
It Hospitaal besoeke 

VERSTAAN VAN GENETIKA VANHAMESET 
AL.1988) 

verstaan u is die oorsaak van 

deur 
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D: 

APPENDlxn 

24. Wat verstaan u van manier wat CF oorgeerf 
'n kind met CF te 25. Wat is kans om 

mans en vrouens? 

die abnormale oor: 

dat u kinders wat nie met CF geaffekteer is 

29. Wat is dat u broers en susters draers van 

30. Wat is date en van u broers of susters 'n kind met 

31. V'M,rI"",rc met gehad het, wat is 

vOI:mzelJ()Oflte te 

van amniosintese gediagnoseer word? 

van 

kry? 

om 

la12nm,e van CF in u kind gekry het, wanneer is 

• 
• 
• 

u al 

met u bespreek: 
" .. y',v" wat die diagnose gemaak is 

stadium 

het en die oorsaak en 

BESLUITE 

gehad? 

van 

van 

119 



Univ
ers

ity
 of

 C
ap

e T
ow

n

APPENDIXH 

Indien ja, wat het u verstaan omtrent wat beteken, en wat 
dit vir mens kan en Ole 
Indien nee, wat verstaan u van draer dit werk? 

die feit dat jou kind met sistiese fibrose un",,,",>,. is, jou besluit 
om weer swanger te beinvloed? 

41. Indien ja, hoe? 

E ..... "-, ....... Ju ... , 

dit die hoeveelheid kinders wat u wou verander? 

u gebruik van voorbehoedmiddeld "", .. "nl'1 na dit u kind met 
Noh,,,, .. ,,, is? 

Het u/sal u raad oor onderwerp voor u volgende swangerskap?? 

Het u/sal u voorgeboorte diagnostiese toetse £l£l'ru!>· ... " in volgende 
swangerskappe? 

Indien ja, sal u dit nnlrWf'pu om fetus gelnI(~Ktc~er met te 

JU~, ... u,~ OOR RISIKO IN FAMILIE. 

u enige inligting omtrent (kind se naam) se 
en ander familielede gedeel?(Ongeaffekteerde 
ouers, ooms, tannies, nefies?) 

het u dit aan hulle verduidelik? 

nee op nm~Kolm nie? 

Wat het u vir u kind met van die siekte verduidelik? 

51. Wat verstaan u kind met van sy/haar 

Wat verstaan u ander V",.",...""",, van die siekte? 

Watter tipe vrae het u f\n.rrS:><l,""s:>IE1',,·s:>,.r1s:> al 
het u dit as:><lnt"Xlf\,,,,rrl 

Watter tipe vrae 
dit geantwoord? 

u kind met CF al gevra oor 

Bespreek u kinders 
u enige inligting, 

bv., u status as 
van u nabye en 

kondisie met mekaar? 
aangaande 
hulle risiko am 

gedeel?? 

oor die siekte? 

kondisie? Hoe het u 

aspek van 
te wees met 
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Indien ja op vraag op 53, met wie? (Ongeaffekteerde 
ouers, ooms, tannies, niggies, nefies?) 

het u dit aan hulle verduidelik? 

59. Hoe lank na u uitgevind het van die 
familielede oor CF en hulle en hul genetiese 

60. Hoe het hulle daarop reageer? 

61. Was enige van u broers of susters al 
kind met CF te he? 

oor 

bespreek u die /';'""''"'U'"'''''"' van 
familielede? 

• me 

moontliheid van draer toetsing met 

64. Indien ja, wat het u hul daarvan vertel? 

Wat is u redes waarom u vir hulle inligting omtrent 
van gegee het? 

66. Het enige van u familielede al die inligting " ... rnpr 

69. 

(Gegaan vir berading, dokter gaan sien, 
hulle draers is, vir u ondersteuning gebied?) 

Indien u nie vir familielede inligting omtrent 
het nie, wat was u redes waarom u 

oorgedra het nie? 

Wie in u familie het die grootste 
inligting oor CF aan die famiHe oor te 

u u in1igting oor 
om dit met ander familielede te hp,:nrl"pll"' 

u meer inligting oor die 

met 

van 

u opinie, is dit u verantwoordelikheid of die van 
gesondheidswerkers om u familielede in te lig oor hul 

APPENDIX II 

broers en 

om 

het/gehad 

wou 

en ander 
risiko? 
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16 October 2006 
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It is a to that the Ethics Committee has formally approved the above-mentioned study. 

Are you pr()n<:.It:I:1r of information indicate that intervicws will be 
IlLW\,l.an", do you intend Includmg which using an 

Uris serves to confu:m that the of Town Research Ethics Committee crunpJtles to the Ethics 
patienlS, based on the Medical Council 

ur'-.. ' .... "u. International Convention on 
Standards for Clinical Research with a new 

Food and Drug Administration 
Harmonisation Good Clinical Practice (lCH and Declaration ofHclsinki gui.deJ~nc$. 

The Research Ethics Committee 
Guidelines E6: Note for Guidance on 
Regulation Part 50, 56 and 312. 

this approval is in compliance with the ICH Hannonised TritJal:tire 
Clinical Practice (CPMP/ICH/135/95) and FDA Code 
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