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Conclusion: After birth of a child with severe ichthyosis, the parents
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a child with ichthyosis.
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Introduction

The skin, which is the largest of our sense organs, is the first organ to develop in fetal life
and the main organ for tactile interaction (Chuong et al., 2002). Skin-to-skin contact
immediately after birth is important for the child and the mother (Moore, Bergman,
Anderson, & Medley, 2016), and its positive effects have been well documented in the
literature (WHO immediate KMC Group, 2021). However, when a child is born with
a skin condition such as ichthyosis, basic skin-to-skin contact, everyday life, and parental
care may be a challenge from birth and early on.

The inherited congenital ichthyoses constitute a heterogenic group of genetic skin dis-
orders, divided into non-syndromic and syndromic congenital ichthyosis (Traupe,
Fischer, & Oji, 2014; Yoneda, 2016). Ichthyosis is characterized by persistently dry,
thickened, and scaly skin (Traupe et al., 2014), and typically presents itself at birth or
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within the initial years of life. It is difficult to differentiate between the ichthyosis subtypes
during the neonatal period (Dyer, Spraker, & Williams, 2013). The mode of inheritance
may be autosomal dominant, autosomal recessive, or X-linked (Mazereeuw-Hautier
et al., 2018). Except for the mild dominant form, ichthyosis vulgaris, which has a preva-
lence of 1:250-1000 (Oji et al., 2010), most congenital ichthyoses are rare. X-linked
ichthyosis has a prevalence of 1:6000 (Richard, 2017). Autosomal recessive congenital
ichthyoses (ARClIs), which include lamellar ichthyosis, congenital ichthyosiform erythro-
derma, and harlequin ichthyosis, are even rarer, with overall incidence estimated to be
approximately 1 in 200,000 births (Richard, 2017). In Scandinavia, ARCI are estimated
to have a prevalence of 1:100,000 (Pigg et al., 2016).

Almost the entire skin is affected in nearly all types of ichthyosis. The appearance of the
skin may vary, from presenting fine and white scales to being dark and brown (Oji et al,
2010). The skin can become extremely fragile in some types of ichthyosis and can be
damaged by even minor friction or trauma (Takeichi & Akiyama, 2016). In the more
severe forms of ichthyosis, the loss of moisture in the skin may lead to it becoming extre-
mely dry, inelastic, and tight, which makes movements uncomfortable (Mazereeuw-Hautier
et al,, 2018). In addition, fissure formation and erosion of the skin may lead to harmful skin
infections (Vahlquist, Fischer, & Torma, 2018). Currently, there is no cure for ichthyosis,
but treatment may alleviate the symptoms (Mazereeuw-Hautier et al., 2018). Treatment
includes daily emollient baths in salty/oily water, exfoliating excessive scales, and applying
cream/lotion/ointment several times a day to rehydrate the skin. Skin care is time consum-
ing and often performed by the child’s parents (Dreyfus et al., 2015).

Pediatric chronic illnesses affect the child and the entire family (Lim & Zebrack, 2004).
The management of chronic conditions have gradually moved from hospital-based care
to home-based care, which entails that the parents are key members of their children’s
healthcare teams as well as their primary caregivers (Kepreotes, Keatinge, & Stone,
2010). As a consequence, parents may experience a higher level of caregiver challenges
than parents of healthy children (Cousino & Hazen, 2013; Stabile & Allin, 2012). Adapt-
ing to their child’s diagnosis and the associated daily caregiver challenges becomes essen-
tial for minimizing emotional distress and facilitating coping efforts (Cousino & Hazen,
2013).

The Dermatology Life Quality Index (DLQI) scores place ichthyoses among skin dis-
orders that have the most harmful impact on a patient’s quality of life (Bodemer et al,,
2011). Despite this, only a few studies have investigated health-related quality of life
(HRQoL) for people with ichthyosis (Troiano & Lazzeri, 2020); even fewer studies
have explored how parents adapt to the many challenges associated with their child’s
diagnosis. A small number of studies have addressed the difficulties faced by the
parents of children suffering from another skin disorder, epidermolysis bullosa, which
also involves painful and time-consuming skin care (Kearney, Donohoe, & McAuliffe,
2020; Van Scheppingen, Lettinga, Duipmans, Maathuis, & Jonkman, 2008). A Swedish
study showed that HRQoL was impaired for both children with congenital ichthyosis
and their parents (Gdnemo, 2010). The older children in this study reported their child-
hood being the most problematic period of their lives due to skin problems such as thick
scaling, fissures, wounds, and pain. Individuals with severe skin disorders, such as
ichthyosis or epidermolysis bullosa, may also present certain psychological symptoms,
such as depression and/or anxiety, or experience harassment, which may be associated
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with their different appearance and uncomfortable skin symptoms (Dures, Morris,
Gleeson, & Rumsey, 2011; Sun, Ren, Zaki, Maciejewski, & Choate, 2020).

As children with ichthyosis depend on their parents for care, understanding how
parents perceive illness-related demands is important to shed light on the factors that
affect parental stresses and strains. A substantial amount of evidence indicates that
helping parents manage stress may lead to better health outcomes for children with
chronic disorders (Senger, Ward, Barbosa-Leiker, & Bindler, 2016). Hence, understand-
ing parents’ experiences may help achieve better health outcomes for children with
chronic disorders, such as ichthyosis, and potentially improve their quality of life
(Moola, 2012).

Qualitative research, such as the current study, provides insight into the psychological
and psychosocial implications of parenting a child with ichthyosis. The aim of the study
is to gain a deeper understanding of the subjective experiences of parents of children with
ichthyosis, with the intention to identify challenges related to their child’s care and
potential unmet needs.

Methods
Ethical considerations

The conduct, design, and reporting of this study follows the Standards for Reporting
Qualitative Research (O’Brien, Harris, Beckman, Reed, & Cook, 2014). The study was
conducted in accordance with the Helsinki Declaration. Ethical approval for the study
was obtained from the Ethics Committee (Country, reference number 2019/567), and
it was accepted by the Oslo University Hospital’s Data Protection Office (reference
number 19/08354). All parents were required to provide written consent to participate.
In addition, individuals with ichthyosis who were 16 years and older provided written
consent for us to invite their parents to participate. To protect privacy and maintain
anonymity, information regarding gender, exact age, and the number of children with
the same diagnosis in a family is not provided. For the same reasons, we refer to the diag-
noses as severe or mild ichthyosis without elaborating on the precise ichthyosis diagnosis.

Methodological foundation

The use of semi-structured interviews allowed a systematic exploration of topics using
predetermined open-ended questions and participant-led exploration (DiCicco-Bloom
& Crabtree, 2006). Qualitative research generally involves exploring, understanding,
and describing the personal and social experiences of participants and trying to
capture their understanding of the relevant phenomena (Gray, 2018).

Recruitment

The Center for Rare Disorders (CRD), Oslo University Hospital, Norway is a multidis-
ciplinary resource center with a national responsibility for more than 100 disorders,
including ichthyosis. The CRD has a voluntary patient registry that includes 29 individ-
uals with congenital ichthyosis under the age of 16 and 70 individuals 16 years or older.
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The parents (mothers and fathers) of children under the age of 16 and with ichthyosis (n
= 29) received an invitation by mail to participate in the study in August, 2019. A remin-
der letter was sent to 19 of the non-responding parents in October, 2019. In addition, 44
letters were sent to individuals with ichthyosis born between 1980 and 2003, asking for
their consent to invite their parents to participate in the study. Adults born prior to 1980
were not invited, since older participant’s experiences were expected to be less relevant
for informing today’s healthcare practices. Social media, the Department of Dermatol-
ogy, OsloUniversity Hospital, and the Norwegian ichthyosis patient organization
helped spread information about the study.

Sample characteristics

A total of 19 parents (12 mothers and seven fathers) of 19 children agreed to participate
in the study. For four families, both parents agreed to attend. Some parents had more
than one child with ichthyosis. One couple chose to be interviewed together, while
others were interviewed individually. Two of the children had syndromic ichthyosis,
and 17 had non-syndromic forms, twelve had the severe form, and seven had the mild
variant. Fourteen of the children were under the age of 15, and five were between 16
and 30 years old. See Table 1 for an overview of the participants.

Data collection

The semi-structured interview guide was informed by previous literature and developed
by the authors based on inputs from the patient representatives. The interview guide
included open questions, such as asking them about their experiences of the following
events: the pregnancy and birth, the initial time after birth, when the child was diagnosed,
touching the baby’s skin, cuddling with the baby, and skin care. A pilot interview was
conducted with a member of the ichthyosis patient organization (parent) to collect feed-
back regarding the questions and how the interview was perceived. The interview guide

Table 1. The participants.

Participant number Mother (M)/father (F) Age group of the child Mild/Severe ichthyosis
1 Mother 0-15 Severe
2 Mother 16-30 Mild

3 Mother 16-30 Severe
4 Father 0-15 Severe
5 Mother 0-15 Mild

6 Mother 0-15 Mild

7 Mother 0-15 Mild

8 Mother 0-15 Severe
9 Father 0-15 Mild
10 Father 0-15 Severe
1 Father 0-15 Severe
12 Father 0-15 Severe
13 Mother 0-15 Severe
14 Mother 16-30 Severe
15/16 Mother and father 0-15 Severe
17 Mother 16-30 Severe
18 Mother 16-30 Mild

19 Father 0-15 Mild
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was slightly modified according to this feedback, and an extra question about the parents’
experience with touching their child’s skin was added. A flexible interview guide was used
to ensure consistency across all interviews while simultaneously allowing participants to
express themselves freely. Follow-up questions were asked to clarify answers or seek elab-
oration upon responses. The interviews were conducted by the first author from January
to August 2020. Due to the Covid-19 situation, the interviews were conducted over the
phone. On average, the interviews lasted for 82 minutes (range: 57-126 minutes) and
were audio-recorded and transcribed verbatim.

Data analysis

We employed a reflexive thematic analysis using the six phases outlined by Braun and
Clarke (2006, 2019). The interviews were coded on a semantic level (inductive data-
driven codes using the participants’ own words). Both the first and the last author
coded the interviews individually to ensure credibility and dependability. The codes
were classified into main themes and subthemes related to the research question, and
clusters of codes were identified to represent patterns in the data on a latent level (by
interpreting emerging patterns and examining the underlying ideas and assumptions).
Saturation was not used as a criterion to limit recruitment; however, we believe that sat-
uration was reached for the themes in this study.

The frequency labels of general, typical, and variant were used to indicate the
representativeness of our findings and the recurrence of themes (Hill et al., 2005).
The main themes were all general, which means that they applied to all or all but
one case, and are referred to as all participants in the text. The themes were con-
sidered typical if they applied to more than half the cases, which has been referred
to as most participants in the text. Variance in the themes was defined as being rep-
resented by less than half but more than four cases, labeled as some participants,
while the themes that applied to one to three participants have been referred to as
a few in the text.

Reflexivity was emphasized throughout the data analysis (Dodgson, 2019). Prior to
and during the research process, we reflected on our potential preconceptions and
how they could influence the research and the way of understanding and interpreting
the parents’ distinctive experiences. It is equally important to note that our knowledge
and experience of ichthyosis helped us identify areas during the interview that merited
further probing. To enhance the trustworthiness of this study, four steps were under-
taken (Elo et al., 2014): Credibility checks were performed during each interview. At
the end of the interview, the participant was asked whether there was anything that
was important to them that had not come up as a topic or a question during the inter-
view. Member checking was carried out by discussing the findings with two members
(both parents) of the study’s reference group, and they were encouraged to assess
whether the results captured the essence of the parents’ everyday life with regard to
caring for a child with ichthyosis. Further, investigator triangulation was used to
confirm findings and different perspectives (Carter, Bryant-Lukosius, DiCenso, Blythe,
& Neville, 2014). Excerpts from the interviews have been presented to provide transpar-
ency in the analytical process and ensure the credibility of the results. F represents
‘father,” and M indicates ‘mother.’
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Results

Our analysis yielded four main themes: Parents’ and others’ reactions to the child’s differ-
ence, Experiences with healthcare services, It’s all about skin care, and Impact on
relationships. Table 2 shows the main themes and subthemes. Information about poten-
tial differences between parent’s experiences when the child has a mild compared to more
severe ichthyosis will be provided in the Results.

Parents’ and others’ reactions to the child’s difference

This theme describes the parents’ experiences when they notice there is something wrong
with their child’s skin, and how they perceive being stigmatized as a result of the child’s
different appearance.

There is something wrong with my baby

All the parents of children with severe forms of ichthyosis noticed that the child’s skin
looked different shortly after birth. Some of the infants were covered in unusually
thick vernix caseosa (a waxy white substance coating the skin of newborns) that did
not wash off easily, while others were covered in a cellophane-like membrane, which
made the skin look too tight. A few did not have any skin on large segments of the
body. Some parents used words such as ‘skinless,” ‘alien-like,” ‘sausage skin,” ‘fiery red,’
‘gladpack-ish,” and ‘white as a sheet’ to describe their children’s skin as newborns.
They reported feeling afraid, alone, helpless, and in denial.

Straight after birth, I got my son on my chest; but they removed him shortly after because
they saw something was wrong ... and so did we; we kind of knew what a newborn should
look like ... so, he came out and was fiery red. He wasnt blueish white; he was fiery red ...
and he had, it looked kind of like plastic wrap, on the finger joints. (M)

Parents who observed that the child was in pain or had their baby admitted to the neo-
natal intensive care unit (NICU) reported feeling high levels of distress. Some parents
were afraid that their baby was stillborn or that he/she was going to die.

Table 2. Main themes and subthemes.

Main themes Subthemes
Parents’ and others’ reactions to the child’s There is something wrong with my baby
difference Perceived stigma
Experiences with healthcare services Lack of knowledge among healthcare professionals and allied
caretakers

Lack of guidance and holistic follow-up
Hampered communication with healthcare professionals
It's all about skin care Touching the skin
Lubrication and exfoliation
Itching and pain
Extensive planning
Financial and time burdens
Impact on relationships Closeness and emotional attachment
Lack of privacy
Siblings and family planning
Hampered communication with partners
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When she was born, I was 100% sure that she was stillborn because she looked incredibly
strange. She actually looked like an alien. (F)

The parents described experiencing depressive symptoms and anxiety when they recalled
the initial months after having their baby. A few parents, of children with mild and severe
ichthyosis, including a father, reported having a postpartum depression, for which they
had to consult a psychologist/therapist.

Perceived stigma

This subtheme refers to how parents sensed or felt that other people held negative atti-
tudes or beliefs toward the child or its’ condition. A few participants reported that it was
emotionally difficult for them to take the baby out in public because of the child’s
different appearance. They found it hard when people looked at the infant and this
made the parents cover the baby with a blanket or they felt obliged to explain why the
child looked different. Parents, of both mildly and severely affected children, experienced
staring and questions from others. A few parents of children with severe ichthyosis had
experienced being reported to the Child Protection Services by local healthcare providers
or their child’s school. The reports described a child who was not cared for properly,
smelled bad, and looked dirty, or a child who was difficult to calm due to pain. The
issue of attachment disorder was also raised. These reports made the parents doubt them-
selves as caregivers and affected them negatively. Some of the parents reported that the
smell from the skin or the creams became a problem, as the child grew older. Other
parents reported how adolescents with ichthyosis used too much perfume to dull the
smell because their clothes smelled of rancid lubrication. A few parents described that
they pictured the child’s future negatively and had distressing thoughts about the
child’s future experiences of kindergarten, school, friendship, romantic relationships,
and job opportunities. They assumed that these life events would probably be negatively
affected by the ichthyosis. Most parents experienced that the child was stigmatized. A few
children had experienced being named ‘old man’, ‘monster’, ‘snake skin’, and ‘disgust-
ing’. Some of the parents reported that their children had experienced other children
to be hesitant to hold their hands due to fear of contagion.

Experiences with healthcare services

The parents reported a general lack of knowledge about ichthyosis in the healthcare
system, which could result in a delayed diagnosis, lack of information and follow-up,
and misunderstandings.

Lack of knowledge among healthcare professionals and allied caretakers

When the parents noticed that there was something wrong with their baby’s skin
immediately after birth and before the child was diagnosed, they turned to healthcare
professionals for answers about what was wrong. Most parents stated that they did not
receive any answers because the healthcare professionals did not know. This was a
highly stressful experience for the parents. They used words such as ‘frightening,’
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‘shocking,” ‘surreal,” and ‘terrifying’ to describe their emotional reactions to the lack of
information.

And the frightening thing back then was that the midwives, or the midwife and her assist-
ants, didn’t ... did not recognize it ... They see thousands of children being born, so when
they said, ‘We do not know what this is’ — that was pretty frightening. (F)

A few of the children with severe ichthyosis were transferred to a hospital with national
responsibility and expertise on skin disorders, for the child to be diagnosed. One couple
experienced that not even specialized healthcare professionals could diagnose their baby
with certainty, they felt extremely alone, worried, and scared.

There I was, with the so-called expertise in Norway, and not even they had seen it before,
making me feel small and scared. (M)

The timing of a diagnosis varied. Some children were diagnosed before leaving the hos-
pital, others were diagnosed later. Certain parents of children with a milder form of
ichthyosis reported that their child’s symptoms appeared gradually, which led to a
delay in receiving the correct diagnosis.

Lack of guidance and holistic follow-up

Following the child’s birth, some of the parents of children with severe ichthyosis,
reported receiving counseling from healthcare professionals regarding how to take
care of their baby’s skin and the wounds. However, parents did not remember receiv-
ing any guidance regarding touching, how to give alternative care, cuddle, and
affection to their newborn when skin-to-skin contact was challenged. They all
described how they wanted - and needed - more guidance on how to cope with
their feelings and worrying thoughts. Some of the parents expressed that they were
anxious about touching their baby’s skin due to its different appearance and the
fear of inflicting pain on the infant, making them feel insecure and emotionally dis-
tressed. The focus of the healthcare professionals was the child and the practical com-
ponent of ichthyosis, and healthcare professionals did not give potential parental needs
any attention.

Hampered communication with healthcare professionals

Some of the parents of the children with severe ichthyosis, described being emotionally
overwhelmed by their child’s diagnosis and felt unable to communicate their worries and
everyday situation entailed by the condition to healthcare professionals. A few parents
noted that their communication with healthcare professionals could have been hampered
by misunderstandings experienced by either party and by healthcare professionals’
reliance on medical jargon. A few parents stated that the doctors asked how the child
was doing, but showed no interest in the family or the couple. Thus, the parents were
not able to convey how tired they actually were.

Both my husband and I had a breakdown, which I think could have been avoided if we had
kind of talked about how we were coping and not only about the child. (M)
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During the interview, all parents were asked whether their child had ever been affected by
pain, and what kind of counseling they had received in this matter from healthcare pro-
fessionals. None of the parents recalled healthcare professionals guiding them regarding
how to identify whether their baby was in pain.

It’s all about skin care

This theme highlights how the parents experienced skin care. Parents of severely affected
children appeared to suffer from additional distress, due to more extensive and time con-
suming care needs which could be painful to the child.

Touching the skin

Most parents, irrespective of disease severity, reported that their child’s skin felt different
to the touch compared to normal skin. Some described that touching the skin resembled
touching tracing paper or cigarette paper, or they called the skin ‘bumpy,” ‘fish skin,” or
‘different.” Most parents did not feel or share any disgust when touching/looking at their
child’s skin, while a few parents did, which could trigger emotional reactions.

I just think, I thought it was gross ... when it was ... when he had ... just returned home, and
this layer, outer layer loosened, and the mother peeled it off; it was like ... I couldn’t eat ... I
do not want to use the word disgust, but almost ... when it comes to getting used to the fact
that there is a lot of skin to peel off. (F)

Some of the parents of children with severe ichthyosis reported having reduced skin
contact due to the child feeling pain and being covered in large amounts of cream.
Some of the parents kept a layer of fabric between their and their child’s skin to
prevent the cream from transferring to their clothes or surroundings. A few parents
described hugging and kissing their child less during the newborn stage due to the
baby being covered in lotion. The child’s face would be completely covered with
cream; the parents wanted to hug the baby, but did not want fat from the cream on
their own faces. One father stated that he planned his hugs carefully and kissed the
child’s hair instead.

You have to kind of plan your cuddling (...). A thought runs through my head that I kind of
have to ... if I hug him there, I won’t have to wash my hands or my face afterwards. (F)

Lubrication and exfoliation

Once the families were discharged from hospital, skin care was the parents’ responsibil-
ity. All the parents of the children with the most severe types of ichthyosis had to apply
cream/lotion to their child several times a day. Some parents described doing this every
two or three hours, and they had to change their child’s diaper and clothes every time.
Some of the children enjoyed skin care, while it was painful for others.

All parents reported that the skin care was time consuming, and parents of children
with severe forms of ichthyosis stated that they spent hours in the bathroom daily.
Some parents adopted strict routines to cope with their child’s skin care, sharing the
responsibility between them. Almost all of the affected children needed a bath every
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day. After soaking in the tub for a while, the majority needed their wet skin to be exfo-
liated in order to remove the scales that would develop. Most of the parents who had to
exfoliate their child’s skin as a part of skin care found it emotionally disturbing because
the child cried, protested, or experienced it as painful. A few parents said that they always
felt like they should have exfoliated their child’s skin more, but did not because they were
afraid that the child would get hurt or that it would deteriorate their relationship with
them. One mother stated that others could hardly be inside the house during skin care
sessions, because the child howled and screamed so terribly. In order to cope with
this, she had to repress her emotions:

I blocked out all emotions, everything, absolutely everything ... but I think I did not manage
to realize it there and then, to appreciate (my state of mind) in the midst of all these painful
procedures ... (M)

Itching and pain

All parents reported itching as a problem and described the children as being desperate to
scratch their skin. Some parents found it difficult to sleep at night because they would
have to keep listening, to check whether the child was scratching themselves. Some children
scratched themselves until they started bleeding, making skin care even more demanding.
Most parents discussed their child’s pain, and they experienced it as an emotional
burden. Most participants of children with severe ichthyosis worried about inflicting
pain on their newborn baby when touching it and taking care of its skin. A few of the
babies had lost much of the skin during birth, leading to big wounds and immense pain.

He experienced lots and lots of pain. There I was, supposed to change his diaper, and he had
no skin down below, so he went into an upward bow, foaming at the mouth, and there I was,
all alone, not knowing how to handle it. (M)

Some parents of children with severe ichthyosis described how they struggled to find
alternative ways to care for, show affection to, or cuddle with their child in order to avoid
causing them pain. Healthcare professionals had told one mother to avoid picking up her
baby unless necessary because close contact caused pain. This made her feel helpless and
unable to take care of her baby’s needs.

I remember thinking, does he need me at all? I didn’t need to be with him, since I felt there
was nothing I could do. What was I supposed to do? Just sit there, watching him? It was
really hard. (M)

Financial and time burdens

Some of the parents reported experiencing financial burdens. They reported increased
expenses on clothing due to having to replace clothes that were soiled by the creams
and lotions used for their child’s skin care. The skin care, housework, and planning
were so time consuming that some parents stated that their everyday life was incompa-
tible with having a full-time job.

I've never worked full-time hours after I had her. I've been working part-time hours due to
the heavy workload at home with her ... It’s been more than enough to deal with. (M)
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Most parents reported that there were several aspects of ichthyosis that were time con-
suming. Skin care was one of these, taking several hours daily. Another time consuming
component was housework. Parents reported that their child left a lot of dandruff in the
house, which meant that vacuuming and the changing of bed linen were needed fre-
quently. A few parents described that their child had a specific smell that tainted their
bed and clothes, which led the parents to change mattresses regularly.

Where she has been sitting, it looks like it’s been snowing ... There’s a huge amount of skin
scales. (F)

Multiple daily changes of clothes combined with clothes becoming stiff and saturated
with cream/ointment led to a high amounts of laundry. Some parents of children with
severe ichthyosis had bought a separate washing machine - in some cases, an industrial
model - so that the affected child’s cream-filled clothes could be washed separately. A few
parents reported that the machine’s pipes and drains needed cleaning once or twice a
month to prevent them from clogging due to the cream and skin flakes.

Extensive planning

All parents reported having to plan extensively due to the ichthyosis and being unable to
go anywhere without the creams and extra clothes. A few specifically mentioned the chal-
lenges involved with carrying out the skin care sessions anywhere outside their home
when the child was younger. They always had to bring towels, and two adults would
be required while lubricating the child’s skin to prevent the cream from spreading to
the surroundings.

The amount of planning did not diminish over time, as the child grew older. During
overnight school trips, a few parents of children with severe ichthyosis described how
they would have to pick up the child, take them home to be bathed and to lubricate
their skin, and then drive them back. Other parents reported that they did not go on
vacations to warmer regions due to their child’s problems with regulating heat. If they
went on holidays, they had to figure out how much cream the child would need for
the entire stay, in order to pack and bring the necessary amount.

More of everything. It’s more care, more changes of clothes, more laundry. That is, whether
we are going to the cabin or abroad, there is ... a giant suitcase of clothes for him. (F)

Impact on relationships

The fourth theme describes how the massive daily focus and work associated with
ichthyosis, affected the relationships within the families.

Closeness and emotional attachment

Many of the parents, irrespective of disease severity, expressed that the required skin care
provided a unique opportunity for establishing a close relationship with their child and
reported feeling deeply attached to it, in spite of their initial emotional reactions to the
child’s skin condition. Most mothers succeeded in breastfeeding. Many of the parents
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had actively decided early on that they would try to transform skin care into a pleasant
experience for both parties.

I have asked myself whether having a child with a different kind of skin ... if it can make me
feel some kind of disgust ... (...) I may have felt it in the beginning without realizing it ...

(...) because when you see such cracked fish skin, it’s not pretty ... At the same time, I think
that the fact that I had to lubricate her skin so much and that we had to talk so extensively
about the skin might have strengthened my attachment to her. It is possible that you get this
special contact precisely due to the lubrication. (M)

Irrespective of disease severity, other parents did not feel that the diagnosis had affected
their attachment or relationship with the child, neither positively nor negatively.

Lack of privacy

Parents of children with both mild and severe ichthyosis, felt that the child’s boundaries
were challenged as the child grew older because of the intimate nature of skin care. Some
children were not interested in lubricating their skin as often as the parents thought
necessary, and their skin therefore looked drier and more different than when the
parents were in charge. The parents struggled with accepting their child’s choice of
reduced skin care, worrying that a different appearance would lead to stigmatization,
gazes, and questions. A few parents of children with both mild and severe ichthyosis,
stated that skin care became difficult and more time consuming as their child grew
older because the child did not cooperate when lubricating the skin. The parents also
felt that their relationship with the child was challenged, as a consequence. Skin care,
thus, became an extra struggle, making it difficult for the parent to reach work on
time; a few even had to reduce their working hours or quit their job.

Siblings and family planning

Most of the children with ichthyosis had unaffected siblings. Parents stated that they
spent a significant amount of time taking care of the affected siblings’ skin, leaving
less time for the unaffected siblings. A few reported that they did not worry about
their relationship with the child with ichthyosis; instead, they worried about the
child’s siblings who received far less attention and time with them. Parents described
how ichthyosis could be all-consuming for a family, creating a risk of unaffected children
becoming ‘invisible’ and weakening their relationship with these children.

I have started to wonder if it has been too much of ichthyosis. I must have done something
wrong. It should not be like this. I have lost a child (sibling without ichthyosis). I truly have.
M)

Some parents disclosed troubling thoughts during subsequent pregnancies after having a
child with ichthyosis.

So much revolved around our first child with ichthyosis. It would be so unfair for our child
to have a sibling without ichthyosis, but we don’t want another child with the same chal-
lenges ... And yes, I remember it was really difficult. There were a lot of thoughts. (M)



HEALTH PSYCHOLOGY AND BEHAVIORAL MEDICINE . 347

Hampered communication with partners

Some of the parents found it difficult to talk openly about what they felt with their
partner. A few fathers reported thinking that the mothers had enough of their own
grief, and, thus, chose not to bother them with their own worrying thoughts. As a
result, they were alone with their worries. Mothers did not report this.

The first time (after birth), I did not feel like holding him. I was afraid he would get hurt ... I
don’t think I told my wife about it ... I think she was having an even harder time than me ...
I felt she had more than enough to think about. (F)

Discussion

The aim of the present study was to explore parents’ experiences with raising a child with
ichthyosis, using a qualitative methodology. The parents described parenthood at odds
with their prior expectations, and additional caregiver burdens associated with their
child’s diagnosis. They reported how the affected child had an extensive need for help
and assistance from them during childhood, first of all due to daily skin care needs.
This could affect relationships within the family. Very few studies have investigated
how parents experience raising a child with ichthyosis, and the challenges they experi-
ence in everyday life. Therefore, these novel findings highlight a considerable number
of challenges and issues that were of central importance to the parents, and could
guide healthcare professionals with respect to where they should focus their efforts
when following-up a family affected by ichthyosis.

When complex conditions affect daily skin contact

The parents of children with severe forms of ichthyosis expressed feeling concerned and
anxious when touching their baby’s skin for the first time after birth. This is a disquieting
finding and in sharp contrast to most mothers” experiences. Normally, after a child is
born, mothers will immediately start to engage in typical maternal behaviors, such as
cradling their infant, paying attention to its face and body, and providing it with an affec-
tionate touch (Feldman, 2011). Touch is the most basic mammalian maternal behavior
and plays an important role in children’s socio-emotional development (Bystrova
et al., 2009; Feldman, 2011). Kangaroo care, the method that involves prolonged skin-
to-skin contact, was developed in Columbia in the 1970s for reducing mortality
among preterm babies (Charpak et al., 2017). It is said to improve sleep, neurodevelop-
ment, and growth in infants, which demonstrates the importance of early skin-to-skin
contact (Campbell-Yeo, Disher, Benoit, & Johnston, 2015).

Our study indicates that some of the parents of children with severe forms of ichthyo-
sis had less or impaired skin-to-skin contact with their babies initially after birth, due to
the child’s appearance and/or the fear of potentially causing pain. This is in line with
parents of children with osteogenesis imperfecta, who also report fear of injuring their
child or causing pain, and therefore, as a consequence, limit cuddling and physical
contact (Deatrick, Knafl, & Walsh, 1988). Similarly, parents of children with epidermo-
lysis bullosa, also share the challenging emotional impact of witnessing their child in pain
(Kearney et al., 2020). In our study, parents described some factors that could possibly
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affect parental touch-related behaviors, like for instance experiencing depressive symp-
toms, feeling anxious and shocked, and displaying high levels of psychological distress,
as they understood that there was something wrong with their newborn child. Postpar-
tum depression may also reduce one’s capacity for physical proximity or affectionate
touch (Feldman, 2011), and was reported by a few parents. Children with the severe
forms of ichthyosis can have reduced facial mimics due to stretched skin, which could
make it even more of a challenge for the parents to see or interpret their child’s emotions
and might potentially hinder parent-child interaction further.

The parents in our study had to perform skin care on their child, including washing,
exfoliating, and lubricating the skin, which involves skin-to-skin contact several times a
day. However, understandably, demanding skin care was not perceived as an ordinary
part of caring for their baby or child, but as an extra caregiver burden. Some parents
of children with mild ichthyosis, or parents whose children did not suffer from pain
during skin care, did state that they had managed to transform skin care sessions into

quality time and a positive experience, because of the close contact it created with
their child.

Ichthyosis and parent-child interaction

A child’s development is shaped by every day’s countless small exchanges and inter-
actions with parents (Bruschweiler-Stern, 2009). Parents need to understand the baby’s
way of communicating, regulate and answer the child’s needs, and establish a relation-
ship with it. When parents feel able in fulfilling these tasks, coping with parental
demands is experienced (Bruschweiler-Stern, 2009). Interaction and social exchanges
may be disrupted when the child is born with ichthyosis. It may be difficult for the
parents to identify and fulfill the child’s needs due to pain, which makes the child
hard to soothe. This may lead to parents doubting their parental skills, and trigger
anxiety (Bruschweiler-Stern, 2009). Children need positive interactions, but establish-
ing positive interaction patterns may be challenging when a child is born with
ichthyosis. The theoretical and empirical literature has described the possible
influence of chronic pain in the establishment of parental relationships (Donnelly &
Jaaniste, 2016). Disease, and particularly pain, may trigger an increased need for
secure relationships and a close, caring other (Donnelly & Jaaniste, 2016). Hence, chil-
dren tend to seek support in their parents when exposed to a threatening situation,
such as for instance when experiencing pain. However, when the child is affected
by ichthyosis, parents are the ones exposing them to pain, hence depriving the
child of the comforting parent in painful situations. This could create distress in
parents, and demanding emotional and behavioral dynamics between children and
parents, as has been described also by parents of children with epidermolysis
bullosa and other complex chronic conditions (Kearney et al, 2020; Miller et al,
2009), which may require provision of support or psychological interventions.
However, most of the parents in our study reported to cope well, although some of
them felt uncertainty regarding touching their child and finding alternative ways of
showing affection and love for it. They also reported how moments of meeting and
early interactions were disrupted by their feelings of apprehension due to the
visibly different skin and obvious pain in some of the children.
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Parental stress factors and resilience

All the parents of children with severe form of ichthyosis noticed that there was some-
thing wrong with their child’s skin immediately after birth. They expressed shock and
fear associated with adapting to new roles, having to reorganize their lives and expec-
tations, and coping with the increased care demands. This has also been described by
parents who have a child with other visible congenital conditions, such as cleft lip and
palate or epidermolysis bullosa (Nelson, Glenny, Kirk, & Caress, 2012; Wu, Sun, &
Lee, 2020). Parents of children who have a rare disorder may face the challenges of a
delayed diagnosis, a lack of peer support, and insufficient knowledge among healthcare
providers (Jaffe, Zurynski, Beville, & Elliott, 2010). Parents may experience unmet health
and social needs, which may lead to increased physical and emotional distress (Currie &
Szabo, 2019). In our study, parents’ feelings of worry, frustration, and distress were found
to be intensified by a delayed diagnosis for parents of children with mild ichthyosis, and
the lack of relevant knowledge among healthcare professionals, in line with prior
research (Currie & Szabo, 2019). Parents also experienced other stress factors, such as
extensive skin care, pain in their child, a different appearance of the skin, and perceived
courtesy stigma. Most families in our study adapted well, in spite of the many challenges
in their daily lives. Parental resilience is defined as ‘the capacity of parents to deliver com-
petent, quality parenting to children despite adverse personal, family, and social circum-
stances’ (Gavidia-Payne, Denny, Davis, Francis, & Jackson, 2015, p. 113). In our study,
the birth of a child with ichthyosis clearly brought adversity and hardship in many
parents’ lives, indicating that parental resilience may be a relevant construct within
research on complex skin conditions and should be followed-up by future research. A
number of factors, like for instance parents’ psychological functioning, self-efficacy,
family functioning, and social connectedness may play a protective role for the develop-
ment and maintenance of parental resilience (Gavidia-Payne et al., 2015). Future studies
should address why some parents of children with skin disorders like ichthyosis thrive
and respond positively to the situation, while others do not.

Skin care, self-care, and autonomy

Some of the parents in our study described continuing with skin care also with their older
children, as they struggled in the shifting process of management responsibility from
parent to child. In some cases, they did not share the child /adolescent’s view on con-
dition management. The child did not want to lubricate their skin as often as their
parents did when they were in charge, which had an impact on the skin’s appearance.
As a consequence, parents worried about stigmatizing and people staring.

One core dimension of positive parenting is the encouragement of the child’s auton-
omy (Steinberg, 2010). According to our findings, autonomy was challenged in some
families, because of the child’s need for some degree of assistance with skin care through-
out their lives. The transition to autonomy for children/adolescents with a chronic illness
poses a challenge for other diagnoses than ichthyosis, as demonstrated in a recent sys-
tematic review (Lerch & Thrane, 2019). In case of congenital ichthyosis, skin care is a
parent-driven effort when the child is young. The goal is that the learning of self-care
practices should become child-driven as the child grows older. To ease this process
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and include the child as an active participant, they should be involved in decision-making
processes depending on their developmental stage. At the same time, parents also need to
hand over some responsibility and control to the child and support the child in its
attempts to autonomously shoulder the responsibility of their own skin care. A prerequi-
site for developing self-care is support, assistance, and advice from parents and health-
care professionals. Hence, healthcare professionals should help parents communicate
disease-specific knowledge and symptom assessment processes to their child/adolescent
(Lerch & Thrane, 2019). Further, the early involvement of professional caregivers to help
transfer knowledge regarding skin care should be prioritized, to reduce an unnaturally
prolonged parental responsibility. Few studies have studied the shifting of management
responsibility, and most of the studies have been conducted on parents and adolescents
with diabetes (Kayle, Tanabe, Shah, Baker-Ward, & Docherty, 2016). Future studies
should address this gap in knowledge in complex skin diseases.

Stigma and disgust

Stigma describes negative attitudes or discrimination against someone based on a discre-
dited attribute (Goffman, 1963). Stigma theory also describes how experiences of stigma
may spread from the stigmatized individual to its close connections, known as courtesy
stigma (Goffman, 1963), and reported by parents in the present study. Skin is a highly
visible organ, and may communicate important information about a persons’ health
(Wu & Cohen, 2019). A few parents experienced stigma when they were judged as
neglectful caregivers due to smell or the appearance of the child’s skin. This made the
parents feel helpless and insecure about their own ability to raise the child with ichthyo-
sis. Parents described how they tried to cover the child’s skin, helped their children with
skin care in order to reduce difference and keep the skin’s appearance as normal as poss-
ible. Parents hoped that this would reduce staring and comments from other people, and
avoid the children experiencing stigmatization as well.

A few parents also stated that they felt disgust when first getting to know their child.
Broken skin (skin that has fissures, cracks, bleeds etc.), such as in ichthyosis, may elicit
disgust (Clarke, Thompson, & Norman, 2020), a concept that is understudied in research
in the dermatologic field (Mento, Rizzo, Muscatello, Zoccali, & Bruno, 2020). Within
clinical care, healthcare professionals may not feel confident in exploring this topic
with parents or individuals with skin disorders such as ichthyosis. Potential feelings of
disgust may also be difficult to share with others. Hence, parents may struggle with
difficult feelings without support from health care services or others. As demonstrated
also in parents of children with epidermolysis bullosa, the social and emotional impact
of complex skin conditions on parents is understudied, and need to be addressed by
appropriate support within health care services (Kearney et al., 2020; Wu & Cohen,
2019).

Pain

When asked directly, most parents of severely affected children reported pain being a
challenge, especially during skin care sessions, and in some cases developing into a
daily struggle between the child and the parent as the child grew older. In some cases,
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the struggle resulted in parents physically holding their child for exfoliation and lubrica-
tion, which could potentially hamper their relationship with the child and negatively
impact their own psychological health. None of the parents remembered being informed
by healthcare professionals that infants with ichthyosis could experience skin-related
pain. Pain in newborns can have negative short- and long-term outcomes and must
therefore be addressed and alleviated (Eriksson & Campbell-Yeo, 2019). When
parents’ pain assessment is the basis of pain management, it is important to examine
whether they are able to perform pain assessment properly (Olsson, Pettersson, Eriksson,
& Ohlin, 2019; Xavier Balda et al., 2000). Studies on older children show that parents may
tend to underestimate a child’s acute or postoperative pain, which, in turn, leads to a risk
of under-treatment (Brudvik, Moutte, Baste, & Morken, 2017). Many parents in our
study reported that their children experienced pain during skin care, but none of them
mentioned anything about analgesic treatment, which could indicate that this was an
unaddressed issue. Parents of children with ichthyosis should receive guidance on how
to detect and reduce the pain experienced by their child, and how to cope with this
emotionally. Support should also be provided when indicated.

Implications for practice

Healthcare professionals who work with children affected by ichthyosis should assist the
parents in trial and error when exploring how to find alternative ways of handle, care for,
and show affection for their infant from birth when touching may be associated with
pain, or hampered due to greasy ointment. The parents may also need help to understand
the baby’s efforts of communicating. Healthcare professionals should be aware of, and
inform parents, that infants with ichthyosis may feel pain, and help parents to recognize
the baby’s signals. The parents should also be guided on available and suitable analgesic
treatment.

In the classification of psychodermatological disorders, ichthyosis is classified as a
condition that is associated with symptoms of psychological distress (Patel & Jafferany,
2020). This is demonstrated in our study as well, from the parents’ point of view.
Hence, it is important to identify parents at risk and in need of support, so that help
can be offered and tailored to their specific needs.

As the child with ichthyosis grows older, healthcare professionals should include the
children in decision making processes regarding skin care, to gradually enhance and
empower their readiness for self-care, and preparing the parents for their child’s
growing autonomy. Healthcare professionals are advised to assess the parent—child inter-
action, and their progress in shifting the management responsibility of skin care. Consul-
tations need to facilitate discussions between parents and child, to arrive on a consensual
understanding of which challenges they meet in shifting the responsibility, and address
coping strategies to deal with them.

Parents of the current study experienced courtesy stigma, and also reported that they
thought their children felt stigmatized. It is important that healthcare professionals
address issues of stigma with parents of children with ichthyosis, to assess how
parents cope with other people’s questions and staring. Parents who experience difficul-
ties with stigmatization, should be offered tailored psychological interventions and
counseling.
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The management of ichthyosis also needs to be integrated within the broader family
context, as the degree of care needed for children with severe forms of ichthyosis may
impact all family members. Healthcare professionals should strive to offer interven-
tions that promote siblings’ emotional and psychological needs (Haukeland et al,
2020).

Strengths and limitations

The current study provides a unique insight into parents’ experiences of caring for a
child with ichthyosis. Some limitations, however, should be considered when interpret-
ing the results. The interviews were conducted over the phone, which hampered the
interviewer’s ability to attend to nonverbal cues (Holt, 2010). Video calls or face-to-
face interviews would have enabled visual cues. On the other hand, the participants
may have preferred the sense of anonymity provided by telephone calls, particularly
when discussing sensitive topics (Heath, Williamson, Williams, & Harcourt, 2018).
In addition, telephone interviews facilitated the participation of those who would
otherwise have been hard to reach (Drabble, Trocki, Salcedo, Walker, & Korcha,
2016).

The majority of participants were recruited through the voluntary registry of the CRD,
and the sample may therefore not be totally representative of the population that was
studied. Another limitation was that participation rate was 48% for parents of children
under 16 years of age, and only 11% of those over 16 years of age, which could potentially
bias findings. All the children of the participating parents had ichthyosis, but there was
heterogeneity in terms of disease severity, which introduces variations in treatment and
the impact that the condition has on their daily life. Due to the rarity of ichthyosis, the
limited number of potential participants also led to the inclusion of patients of a wide age
range. Some of them are now adults, and the practices in health care may have changed
since they were born. The wide age range could also possibly have led to a recall bias, but
interestingly we found that parents of older children still vividly recalled strong and chal-
lenging feelings and experiences, in line with what was shared by the parents of the
younger children. In order to check for relevance of findings, results were checked
with the project’s reference group, who confirmed that the findings represent important
and well-known challenges that are familiar to parents of children with ichthyosis and
also stated that results may offer valuable insight into the experiences related to caring
for these children.

Conclusion

The current study explored parents’ experiences of caring for a child with ichthyosis. The
parents of children with complex skin conditions, such as ichthyosis, face a number of
challenges with regard to caring for their child, in addition to the shock of having a
baby with a rare skin condition. Healthcare professionals responsible for the follow-up
of families affected by ichthyosis need to be aware of the extent of skin care required,
its consequences on parental caregiving experiences, and how a diagnosis of ichthyosis
affects the whole family. We recommend a multidisciplinary and holistic approach to
healthcare to attend to this group of parents’ needs.
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