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Abstract
Aims Epidermolysis Bullosa (EB) is a rare genetic disorder 
characterised by recurrent skin blistering. Wound care and 
nursing are critical to everyday lives of EB patients. The aim 
of this review was to identify the support needs of parents of 
a child with EB and to assess the impact EB has on the family 
unit, irrespective of subtype of condition severity.

Methods We conducted a scoping review comprising 11 
studies (2005–2021) to examine the research literature 
related to the support needs of parents with a child with EB, 
and the impact on family unit wellbeing.

Results Most common needs identified were emotional 
needs, followed by practical needs, social needs and 
physical needs. Many parents also reported a lack of 
informational and psychological support. Common findings 

included emotional stress, lack of respite and physical strain 
on caring responsibility, financial stress, guilt and impact on 
relationships and family unit.

Conclusions Few studies exist that explore the support 
needs of parents of a child with EB. More attention should 
be paid to the support needs of parents to provide adequate 
care to those diagnosed with EB as well as their families.

Introduction
Epidermolysis Bullosa (EB) is a complex group of genetic 
disorders producing various degrees of recurrent skin 
blistering and epidermal detachment from the basement 
membrane in response to mechanical trauma1. The latest 
consensus reclassification of inherited EB and other disorders 
with skin fragility describes major classical types of EB 
including EB simplex (EBS), junctional EB (JEB), dystrophic 
EB (DEB) and Kindler EB (KEB)2. The clinical features for each 
of the four main types of EB are provided in Figure 1.

In addition to the four major types there are over 30 different 
subtypes of EB and varying degrees of severity ranging from 
mild local skin involvement with minimal impact on quality of 
life and overall longevity to severe forms involving multiple 
organs with early postnatal death or chronic progression 
and painful and life-threatening complications3. Chronic 
skin blistering commonly leads to the development of skin 
cancer, a major cause of death in severe forms of EB, hence 
significantly impacting a patient’s quality of life and resulting 
in decreased life expectancy4. There is currently no cure for 
EB; however, concurrent advances in gene and stem cell 
therapies and significant focus on the design of symptom 
relief therapies over the last decade are converging towards 
multimodal combination therapies that hold the promise of 
clinically meaningful and lifelong improvement5.

The characteristics of severe EB demand higher than average 
levels of support compared to other children with chronic 
needs as disease management is focused on symptom 



Volume 29 Number 2 – June 202187

control and extensive wound care6. Wound management 
and nursing are an important aspect of support for families 
with a child with EB; however, many health professionals 
do not adequately understand the impact EB has on the 
individuals and the family unit. Numerous studies have 
described the needs of patients with EB and support from 
nurses, and qualitatively and quantitatively assessed the 
impact of disease on a patient’s quality of life7–9. Additionally, 
many studies to date have acknowledged the impact of 
EB on caregiving parents, including the impacts on family 
size/planning and relationships10–13. The latest evidence-
based psychosocial recommendations for the care of EB 
patients published in 2019 highlight the significant impacts 
the disease places on individuals with EB and their families, 
including all aspects of psychosocial life14. Additionally, this 
international guideline identified the research gap in better 

understanding the support needs of parents caring for a child 
with EB and the impact on the family unit14.

Dystrophic Epidermolysis Bullosa Research Association 
(DEBRA) International is an umbrella patient advocacy and 
support organisation with member organisations in over 50 
countries worldwide aimed to support best practices for 
EB care, increase professional knowledge of the condition, 
coordinate research efforts to better understand EB, find 
effective treatments and develop cures for all EB types. 
DEBRA groups in different countries have been critical 
in working with governments and healthcare systems to 
develop and implement the best models of care for patients 
and their families with EB, and implementing pivotal family 
support programs that aim to address the gap in the 
support offered by governments. However, there exists a 
wide difference in levels and range of support provided 
(for example, nursing support, access to dressings and 
medical and support needs, psychology programs, youth 
mental health programs, respite programs, family camps) for 
patients and their families with EB across different countries 
and sometimes even different regions or states in the same 
country15–17.

The objectives of the current review are three-fold:

• To identify the support needs of parents with a child with 
EB and the subsequent impacts EB has on the family unit 
irrespective of EB subtype of condition severity.

• To help inform future research on the impacts of EB 
on families, as well as help develop and revise future 
guidelines for care and development of an effective 
framework of support for patients and families with EB.

• To advance wound care practices by nurses and DEBRA 
groups in developing effective and tailored models of 
family support in their communities.

The novelty of this review includes development of the 
support care needs framework that can guide healthcare 
professionals (HCPs) in providing patient-centric support 
models for the person/child with EB and their family unit as 
a whole.

Methods
A scoping review was undertaken guided by the five-stage 
framework approach described by Arksey and O’Malley18, 
and subsequently enhanced and reinforced over the past few 
years19–21, in order to undertake a comprehensive literature 
search. The benefits of using the scoping review framework 
included: the ability to consider a broad array of literature 
including qualitative, quantitative and grey literature; and 
the capacity for a broad research question to be addressed 
in what is otherwise a limited area of focus within a specific 
rare disease18,20. A systematic process was used to ensure 
rigour and transparency. The results are reported following 
the PRISMA-ScR guidelines22.

Figure 1. The four main Epidermolysis Bullosa types and 
associated clinical features.

EBS: EB simplex with generalised blistering and superficial bullae over 
the body and blistering on the foot 
JEB: Junctional EB with extensive shoulder blistering and 
vesiculobullous erosions and milia formation on the forearm 
DEB: Dystrophic EB with severe scarring and pseudosyndactyly of the 
hands and atrophic areas on the lower extremities 
KEB: Kindler Syndrome with poikiloderma on the hands and erosions 
on the back 
Images provided by DEBRA
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Research question

What are the support needs of parents caring for a child with 
Epidermolysis Bullosa (EB)?

Search strategy

It was agreed that the search for relevant literature would 
be limited to peer-reviewed published articles to adequately 
address the stated research question. Electronic databases 
searched were Medline, Embase, PsychInfo, Health and 
Society, Scopus, as well as the search engine Google 
Scholar.

Key search terms and phrases were Epidermolysis Bullosa* 
or EB Simplex or Junctional EB or Dystrophic EB or Kindler 
Syndrome and parents or mothers or fathers or caregivers 
or carers or family* and emotional or support* or burden* or 
impact* or need or care or wellness or wellbeing or cope or 
coping. Searches were limited to articles written in English 
between January 2005 through to March 2021. Review 
articles were excluded to minimise duplication of reporting. 
As we were focusing on the needs of parents, articles were 
excluded if they appeared to focus on caregivers other than 
parents (mothers and fathers); studies that were considered 
too medically focussed or psychologically obscure were also 
excluded. This resulted in 255 potential articles which were 
imported to the full text screening software Covidence® for 
a title and abstract review. Authors independently reviewed 
all articles.

Study selection

Title and abstract screening were undertaken by authors, 
including both review of all articles independently and 
selection to exclude or include respectively. If there was any 
conflict, for example one excluded and one included, then 
these were reviewed together, and a consensus was reached. 
Following final agreeance on included articles, full texts 
were obtained and reviewed by all authors independently. 
Conflicts were reviewed as a team and the final decision to 
include or exclude was made. Remaining literature sources 
from each of the database searches were exported into the 
references and bibliographic management software program 
EndNote® for detailed examination and charting of relevant 
information to address the research question.

Charting of the data

The remaining full-text articles were then included in the 
extraction of information using a standardised data extraction 
form. The data extraction form included author, year, country, 
study aim, study design, method, sample size, main findings 
and critique. These were then reviewed by all authors for 
validation of domains and areas of support needs. Following 
this, all authors confirmed the support needs identified within 
each article and this was then added to the data extraction 
table as an additional column.

Results
A total of 255 articles were identified during the initial search; 

Figure 2. PRISMA flow diagram of search and selection
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44 duplicates were removed. Following title and abstract 
and full-text screening, 11 studies were included in the final 
review, covering all subtypes of EB. Numbers of sources of 
evidence assessed for eligibility and included in this final 
review are summarised in Figure 2 in accordance with the 
PRISMA-ScR guidelines22.

Out of the 11 studies which met the inclusion criteria, six 
used qualitative methods (interviews), three used quantitative 
(questionnaires), and two used a combination of both to 
gather information. All included studies reported on the 
perceptions of support needs from a caregiver perspective. 
While seven studies also reported on the support needs of 
patients, these details were not included in the reporting of 
results of this scoping review. Eight reported studies were 
conducted by support organisations and local community 
groups, and three were conducted by hospital and university 
dermatology departments. Eight studies characterised 
findings based on support need perceptions as viewed by 
the mother or father of the child, one study mentioned the 
inclusion of a family which had a healthy child in the family 
unit, and one study reported findings of the siblings.

Six overarching support needs domains were identified – 
emotional needs, practical needs, social needs, physical 
needs, informational needs and psychological needs. The 
most common needs identified were emotional needs (n=10; 
90%), followed by practical needs (n=8; 72%) and social 
needs (n=7; 63%) (Table 1). The majority of studies (n=10, 
90%) reported on three or more supportive care need 
domains. Table 2 provides a synthesis of the domains of 
support needs discussed within the studies.

Emotional needs

Emotional needs were the most identified support needs and 
overwhelmingly encompass many support need domains 
for parents caring for a child with EB. Parents described 
the most common emotions associated with their child’s EB 
to include frustration, embarrassment, worry, anxiousness 
and depression12,23–25. Many parents expressed difficulties 
in accepting their child’s condition and the daily burden that 
the disease demanded. The emotional impacts of the daily 
wound care routine place a significant toll on parents, mostly 
mothers, with feelings of powerlessness and sadness at 
seeing their child in pain and suffering27. This leads parents 
to feelings of guilt about being responsible and causing pain 
to their child during dressing changes23. The impacts of 
their child’s disease on the family unit were also reported by 
parents as having a negative effect on personal relationships 
with their spouse/partner and other family members13,29. The 
most significant ongoing emotional need reported by parents 
was feelings of guilt, with some parents also reporting guilt 
towards neglect of other siblings due to the ongoing care 
burden associated with looking after their child with EB29.

The majority of parents reported a range of emotional 
stresses as a result of perceived inequality and lack of 

consistency across both hospital- and community-based 
support healthcare services24. In part, parents did not feel 
well supported by HCPs in addressing their emotional 
needs and would have valued a higher level of care and 
understanding from them in this area29,30.

Compounding effects of emotional needs on parents caring 
for a child with EB were identified, influencing life choices 
and leading to a decreased life satisfaction; this was 
correlated with the severity of EB and stage of life (newborn 
vs childhood vs palliative care) and family support23,26,28. 
Parents often reported the need for respite from caring 
responsibilities; however, a barrier to this was their emotional 
trust issues around relying on others to take carriage of their 
child’s complex wound care regime in their absence27. Fear 
of the unknown was also identified as a significant emotional 
need each time their child fell ill or during the period it took 
to confirm an infection and/or receive diagnosis/treatment; 
these were significantly traumatising for parents, adding 
to the ongoing concern about care burden25. Interestingly, 
parents also reported the need for discussion around death 
and euthanasia of their child with EB, although they never 
initiated these discussions themselves30.

Practical needs

The most commonly reported practical need identified by 
parents was that of financial concerns. Largely, this was 
associated with issues around employment and income/
earning capacity due to the high burden of care associated 
with their child’s disease. Some parents had to reduce 
working hours or terminate employment altogether in order 
to care for their child with EB29. The impact on employment 
was more pronounced by mothers who were often the main 
caregivers; however, the financial implications of EB on the 
family as a whole were a significant source of stress for both 
parents as fathers had an added burden of being the sole 
provider for the family11,24.

Compounding the parents’ financial concerns was the 
expense of having to purchase their child’s dressings; the 
protracted process they had to go through to acquire these 
was considered an unnecessary practical need for them24–26. 
Parents reported that wound care influenced all other daily 
life routines, making planning and organising family life 
extremely challenging27. Additionally, having to coordinate 
and navigate local health services and appointments, and 
planning care for their child with EB was a constant source of 
stress and concern for parents29. Parents reported constant 
challenges around not only the accessibility of wound care 
dressings but also in accessing local health services and this 
was further influenced by the provision of government-funded 
dressing schemes in certain countries or the metropolitan vs 
rural placement of the family24,25.

Parents felt that, in order for others to care for their child 
in their absence, this would require a significant amount of 
training and trust for parents to feel comfortable leaving their 

Ireland et al Supportive care needs for families living with EB



Wound Practice and Research 90

A
ut

ho
r 

(y
ea

r)
C

o
un

tr
y

S
tu

d
y 

ai
m

S
tu

d
y 

d
es

ig
n/

m
et

ho
d

/s
am

p
le

M
ai

n 
fin

d
in

g
s/

cr
it

iq
ue

 o
f 

a 
st

ud
y

S
up

p
o

rt
 n

ee
d

s

B
ru

ck
ne

r 
et

 a
l. 

(2
02

0)
23

U
ni

te
d 

S
ta

te
s 

of
 

A
m

er
ic

a

To
 u

nd
er

st
an

d 
th

e 
cu

rr
en

t 
m

an
ife

st
at

io
ns

 
an

d 
im

pa
ct

 o
f 

EB
 fr

om
 t

he
 

pe
rs

pe
ct

iv
es

 
of

 p
at

ie
nt

s 
an

d 
ca

re
gi

ve
rs

 a
nd

 
th

e 
di

ffi
cu

lti
es

 fo
r 

pa
tie

nt
s 

be
tw

ee
n 

th
e 

va
rio

us
 

su
bt

yp
es

.

Q
ua

nt
ita

tiv
e 

st
ud

y;
 t

el
ep

ho
ne

 s
ur

ve
y;

 
co

nd
uc

te
d 

by
 a

 t
hi

rd
-p

ar
ty

 r
es

ea
rc

h 
fir

m
; n

=1
56

 p
ar

tic
ip

an
ts

 (6
3 

pa
tie

nt
s,

 
93

 c
ar

eg
iv

er
s)

; p
ar

tic
ip

an
ts

 w
er

e 
re

cr
ui

te
d 

th
ro

ug
h 

tw
o 

lo
ca

l E
B

 p
at

ie
nt

 
ad

vo
ca

cy
 o

rg
an

is
at

io
ns

; e
th

ic
s 

ap
pr

ov
al

 s
ta

te
m

en
t 

gi
ve

n.

C
ar

eg
iv

er
s 

re
po

rt
ed

 t
he

 m
os

t 
he

lp
fu

l s
ou

rc
es

 o
f i

nf
or

m
at

io
n 

w
er

e 
pe

rs
on

al
 

ex
pe

rie
nc

es
, t

he
 p

at
ie

nt
 c

om
m

un
ity

, f
am

ily
 m

em
be

rs
 a

nd
 t

he
 E

B
 s

pe
ci

al
is

t 
tr

ea
tm

en
t 

ce
nt

re
s.

 M
an

y 
ca

re
gi

ve
rs

 r
ep

or
te

d 
EB

 h
as

 h
ad

 a
 p

ro
fo

un
d 

im
pa

ct
 

on
 t

he
ir 

qu
al

ity
 o

f l
ife

 a
nd

 li
fe

 c
ho

ic
es

. R
ed

uc
ed

 e
m

pl
oy

m
en

t 
ho

ur
s 

or
 q

ui
tt

in
g 

w
or

k 
al

to
ge

th
er

, r
es

ul
tin

g 
in

 a
 c

on
si

de
ra

bl
e 

fin
an

ci
al

 b
ur

de
n 

fo
r 

se
ve

ra
l p

ar
en

ts
. 

In
fo

rm
at

io
n 

on
 r

ep
ro

du
ct

iv
e 

fa
m

ily
 p

la
nn

in
g 

im
po

rt
an

t. 
Im

pa
ct

 o
f E

B
 o

n 
pa

rt
ne

r 
re

la
tio

ns
hi

ps
 w

ith
 n

ea
rly

 h
al

f o
f p

ar
en

t 
re

la
tio

ns
hi

ps
 e

nd
in

g 
in

 s
ep

ar
at

io
n 

or
 

di
vo

rc
e.

 E
m

ot
io

ns
 r

ep
or

te
d 

in
cl

ud
e 

fr
us

tr
at

io
n,

 e
m

ba
rr

as
sm

en
t, 

w
or

ry
, a

nx
ie

ty
 

an
d 

de
pr

es
si

on
. N

o 
de

ta
ils

 o
f t

he
 p

ro
ce

ss
 fo

r 
th

e 
de

ve
lo

pm
en

t 
of

 t
he

 s
ur

ve
y 

or
 

its
 v

al
id

ity
/r

el
ia

bi
lit

y.
 N

o 
st

at
is

tic
al

 a
na

ly
si

s 
w

as
 p

er
fo

rm
ed

 in
 r

ep
or

tin
g 

fin
di

ng
s.

 
M

uc
h 

of
 t

he
 im

pa
ct

s 
of

 E
B

 a
re

 d
is

cu
ss

ed
 fr

om
 t

he
 p

er
sp

ec
tiv

e 
of

 p
at

ie
nt

s,
 a

nd
 

th
e 

re
sp

on
se

s 
of

 c
ar

eg
iv

er
s 

ar
e 

co
ns

id
er

ed
 o

nl
y 

as
 a

 p
ro

xy
 t

o 
pa

tie
nt

s.

In
fo

rm
at

io
na

l 
(d

is
ea

se
, f

am
ily

 
pl

an
ni

ng
), 

so
ci

al
 

(fr
ee

do
m

/c
ho

ic
es

), 
pr

ac
tic

al
 (f

in
an

ci
al

), 
em

ot
io

na
l.

Fi
ne

 e
t 

al
. 

(2
00

5)
13

U
ni

te
d 

S
ta

te
s 

of
 

A
m

er
ic

a

To
 a

ss
es

s 
th

e 
im

pa
ct

 o
f E

B
 

in
 c

hi
ld

re
n 

on
 

th
e 

pe
rs

on
al

 
re

la
tio

ns
hi

ps
 

be
tw

ee
n 

th
ei

r 
pa

re
nt

s.

Q
ua

nt
ita

tiv
e 

st
ud

y;
 q

ue
st

io
nn

ai
re

; 
ad

m
in

is
te

re
d 

vi
a 

te
le

ph
on

e 
in

te
rv

ie
w

; 
10

9 
ite

m
s 

ba
se

d 
fro

m
 e

xi
st

in
g 

va
lid

at
ed

 q
ue

st
io

nn
ai

re
s,

 p
lu

s 
ad

di
tio

na
l q

ue
st

io
ns

 a
dd

ed
; L

ik
er

t 
st

yl
e;

 p
ar

tic
ip

an
ts

 r
ec

ru
ite

d 
vi

a 
th

e 
A

m
er

ic
an

-b
as

ed
 N

at
io

na
l E

B
 

R
eg

is
tr

y 
(N

EB
R

) a
nd

 a
s 

pa
rt

 o
f a

 
la

rg
er

 lo
ng

itu
di

na
l s

tu
dy

; n
=3

74
 (2

34
 

ad
ul

ts
, 1

40
 c

hi
ld

re
n)

; e
th

ic
al

 a
pp

ro
va

l 
re

po
rt

ed
.

O
ve

ra
ll,

 p
ar

en
ts

 o
f c

hi
ld

re
n 

w
ith

 s
ev

er
el

y 
af

fe
ct

ed
 E

B
 r

ep
or

te
d 

ha
vi

ng
 g

re
at

er
 

re
la

tio
ns

hi
p 

pr
ob

le
m

s 
w

ith
 t

he
ir 

sp
ou

se
/p

ar
tn

er
 c

om
pa

re
d 

to
 p

ar
en

ts
 w

ith
 

ch
ild

re
n 

w
ith

 m
ild

er
 fo

rm
s 

of
 E

B
. M

an
y 

pa
re

nt
s 

fe
lt 

th
at

 t
he

y 
no

 lo
ng

er
 h

ad
 a

 
pr

iv
at

e 
lif

e.
 P

ar
en

ts
 s

ta
te

d 
th

at
 t

he
y 

co
m

m
un

ic
at

ed
 le

ss
 li

ke
 a

 c
ou

pl
e 

an
d 

on
ly

 
re

al
ly

 s
po

ke
 a

bo
ut

 t
he

ir 
EB

 c
hi

ld
’s

 n
ee

ds
. A

 n
eg

at
iv

e 
im

pa
ct

 o
n 

th
ei

r 
se

xu
al

 
re

la
tio

ns
hi

p 
an

d 
in

tim
ac

y/
cl

os
en

es
s 

w
ith

 o
ne

 a
no

th
er

 w
as

 d
is

cu
ss

ed
. A

ro
un

d 
a 

th
ird

 o
f p

ar
en

ts
 s

ai
d 

th
ey

 w
er

e 
di

vo
rc

ed
, p

rim
ar

ily
 d

ue
 t

o 
th

ei
r 

ch
ild

’s
 d

is
ea

se
. 

A
 q

ua
rt

er
-h

al
f o

f p
ar

en
ts

 c
ho

se
 n

ot
 t

o 
ha

ve
 m

or
e 

ch
ild

re
n 

be
ca

us
e 

of
 t

he
ir 

ch
ild

 
w

ith
 E

B
. F

in
an

ci
al

 s
tr

es
so

rs
 w

er
e 

id
en

tif
ie

d 
fo

r 
so

m
e 

pa
re

nt
s.

 A
nd

 s
om

e 
sa

id
 

th
at

 t
he

ir 
pa

rt
ne

rs
 d

id
 n

ot
 u

nd
er

st
an

d 
an

d 
or

 c
ou

ld
 n

ot
 a

cc
ep

t 
th

e 
da

ily
 b

ur
de

ns
 

of
 t

he
ir 

ch
ild

’s
 d

is
ea

se
. A

dd
iti

on
al

 q
ue

st
io

ns
 t

es
te

d 
fo

r 
va

lid
ity

 b
ut

 n
ot

 r
el

ia
bi

lit
y.

 
D

et
ai

ls
 in

cl
ud

in
g 

se
ve

ra
l p

ar
en

ts
 w

ho
 r

es
po

nd
ed

 t
o 

th
e 

qu
es

tio
nn

ai
re

 n
ot

 
di

sc
lo

se
d 

in
 t

he
 t

ot
al

 n
um

be
rs

.

S
oc

ia
l 

(re
la

tio
ns

hi
p)

, 
pr

ac
tic

al
 (f

in
an

ci
al

), 
ps

yc
ho

lo
gi

ca
l 

(re
al

ity
)

G
ow

ra
n 

et
 a

l. 
(2

01
5)

24

Ire
la

nd
To

 e
xp

lo
re

 t
he

 
ex

pe
rie

nc
es

 o
f 

ke
y 

st
ak

eh
ol

de
rs

 
in

cl
ud

in
g 

in
di

vi
du

al
s 

w
ith

 E
B

, t
he

ir 
fa

m
ili

es
, s

er
vi

ce
 

pr
ov

id
er

s,
 

an
d 

po
lic

y 
de

ve
lo

pe
rs

 
cu

rr
en

tly
.

M
ix

ed
 m

et
ho

ds
 s

tu
dy

; q
ua

lit
at

iv
e 

(s
te

p 
1)

 in
di

vi
du

al
 fa

ce
-t

o-
fa

ce
 

in
te

rv
ie

w
s;

 la
st

in
g 

up
 t

o 
1 

ho
ur

; 
n=

30
 p

ar
tic

ip
an

ts
; q

ua
lit

at
iv

e 
(s

te
p 

2)
 

pa
rt

ic
ip

at
or

y 
ac

tio
n 

re
se

ar
ch

 w
or

ks
ho

p 
us

in
g 

an
 S

of
t 

S
ys

te
m

s 
A

p
p

ro
ac

h 
(S

S
A

); 
n=

12
 p

ar
tic

ip
an

ts
; q

ua
nt

ita
tiv

e;
 

na
tio

na
l s

ur
ve

y;
 n

=2
0 

(1
1 

pa
re

nt
s,

 
3 

w
er

e 
cu

rr
en

t 
pa

re
nt

s,
 6

 p
at

ie
nt

s)
; 

pa
rt

ic
ip

an
ts

 w
er

e 
re

cr
ui

te
d 

vi
a 

D
EB

R
A

 
m

em
be

rs
hi

p;
 e

th
ic

s 
ap

pr
ov

al
 r

ep
or

te
d.

Th
e 

m
aj

or
ity

 o
f p

ar
tic

ip
an

ts
 d

es
cr

ib
ed

 fe
el

in
g 

fr
us

tr
at

ed
 a

nd
 e

m
ot

io
na

lly
 

ch
al

le
ng

ed
 w

ith
 t

he
 in

eq
ua

lit
y 

an
d 

la
ck

 o
f c

on
si

st
en

cy
 a

cr
os

s 
th

e 
ho

sp
ita

l- 
an

d 
co

m
m

un
ity

-b
as

ed
 h

ea
lth

ca
re

 s
er

vi
ce

s 
an

d 
st

af
f r

eg
ar

di
ng

 c
om

m
un

ic
at

io
n,

 
le

ve
l o

f E
B

-s
pe

ci
fic

 e
xp

er
tis

e,
 la

ck
 o

f l
oc

al
 s

er
vi

ce
s,

 a
nd

 h
av

in
g 

to
 g

o 
th

ro
ug

h 
a 

pr
ot

ra
ct

ed
 p

ro
ce

ss
 t

o 
ac

ce
ss

 m
ed

ic
al

 s
up

pl
ie

s 
(e

.g
. b

an
da

ge
s/

dr
es

si
ng

s)
. 

C
on

ce
rn

 a
bo

ut
 t

he
 e

xp
en

se
 a

ss
oc

ia
te

d 
w

ith
 h

av
in

g 
to

 p
ur

ch
as

e 
ow

n 
dr

es
si

ng
s 

w
as

 d
is

cu
ss

ed
. H

C
P

s 
ne

ed
 t

o 
un

de
rs

ta
nd

 t
he

 c
ar

e 
bu

rd
en

 o
n 

fa
m

ili
es

 a
nd

 
th

e 
tim

e 
pr

es
su

re
s 

pl
ac

ed
 o

n 
pa

re
nt

s 
ea

ch
 d

ay
. P

ar
en

ts
 d

es
ire

 p
ro

fe
ss

io
na

l 
aw

ar
en

es
s 

by
 H

C
P

s 
to

 c
on

si
de

r 
lif

e 
as

 a
n 

EB
 s

uf
fe

re
r 

w
he

n 
un

de
rt

ak
in

g 
te

st
s/

tr
ea

tm
en

ts
. D

et
ai

ls
 o

f t
he

 d
ev

el
op

m
en

t 
an

d 
di

ss
em

in
at

io
n 

of
 t

he
 s

ur
ve

y 
no

t 
pr

ov
id

ed
. Q

ue
st

io
ns

 n
ot

 s
ho

w
n 

to
 b

e 
va

lid
 o

r 
re

lia
bl

e.
 R

es
po

nd
en

t 
de

m
og

ra
ph

ic
s 

lim
ite

d 
fo

r 
th

e 
qu

al
ita

tiv
e 

ph
as

e 
an

d 
no

t 
pr

ov
id

ed
 fo

r 
qu

an
tit

at
iv

e.
 

R
es

ul
ts

 r
ar

el
y 

di
ffe

re
nt

ia
te

 b
et

w
ee

n 
th

e 
vi

ew
s 

of
 p

ar
en

ts
, p

at
ie

nt
s 

or
 h

ea
lth

ca
re

 
w

or
ke

rs
.

Em
ot

io
na

l, 
in

fo
rm

at
io

na
l, 

pr
ac

tic
al

 (f
in

an
ci

al
, 

ac
ce

ss
ib

ili
ty

)

Ta
b

le
 1

. 
D

et
ai

ls
 o

f 
p

rim
ar

y 
st

ud
ie

s 
id

en
tif

ie
d

 a
nd

 r
ev

ie
w

ed

Ireland et al Supportive care needs for families living with EB



Volume 29 Number 2 – June 202191

A
ut

ho
r 

(y
ea

r)
C

o
un

tr
y

S
tu

d
y 

ai
m

S
tu

d
y 

d
es

ig
n/

m
et

ho
d

/s
am

p
le

M
ai

n 
fin

d
in

g
s/

cr
it

iq
ue

 o
f 

a 
st

ud
y

S
up

p
o

rt
 n

ee
d

s

K
ea

rn
ey

, 
D

on
oh

oe
 &

 
M

cA
ul

iff
e 

(2
02

0)
25

Ire
la

nd
To

 id
en

tif
y 

th
e 

ne
ed

s 
of

 t
he

 
E

B
 p

op
ul

at
io

n 
to

 in
fo

rm
 t

he
 

d
ev

el
op

m
en

t 
of

 a
 c

om
m

un
ity

 
E

B
 o

ut
re

ac
h 

se
rv

ic
e 

ai
m

ed
 

at
 s

up
p

or
tin

g 
ad

ul
ts

 w
ith

 E
B

 
an

d
 p

ar
en

ts
 

w
ho

 a
re

 c
ar

in
g 

fo
r 

ch
ild

re
n 

w
ith

 
E

B
.

Q
ua

lit
at

iv
e 

st
ud

y;
 in

d
uc

tiv
e 

ex
p

lo
ra

to
ry

 u
si

ng
 a

 p
ar

tic
ip

at
or

y 
ac

tio
n 

re
se

ar
ch

 a
p

p
ro

ac
h;

 s
em

i-
st

ru
ct

ur
ed

 in
te

rv
ie

w
s;

 n
=

16
 

(8
 m

ot
he

rs
, 

2 
fa

th
er

s,
 6

 a
d

ul
t 

p
at

ie
nt

s)
; 

p
ar

tic
ip

an
ts

 w
er

e 
re

cr
ui

te
d

 
th

ro
ug

h 
lo

ca
l E

B
 c

en
tr

es
; 

et
hi

cs
 

ap
p

ro
va

l s
ta

te
m

en
t 

p
ro

vi
d

ed
.

P
hy

si
ca

l c
ar

e 
ne

ed
s 

re
la

te
d

 t
o 

th
e 

d
is

ea
se

 id
en

tif
ie

d
 b

y 
p

ar
en

ts
. 

D
re

ss
in

g 
ch

an
ge

s 
an

d
 t

he
 t

im
e 

it 
ta

ke
s 

to
 u

nd
er

ta
ke

 t
re

at
m

en
t 

re
gi

m
e 

im
p

ac
tin

g.
 

P
ar

en
ts

 v
al

ue
 h

av
in

g 
an

 E
B

 n
ur

se
 p

re
se

nt
 d

ur
in

g 
th

e 
w

ou
nd

 t
re

at
m

en
t 

as
 it

 h
el

p
s 

re
lie

ve
 t

he
 p

hy
si

ca
l a

nd
 e

m
ot

io
na

l b
ur

d
en

 o
n 

th
em

. 
N

ee
d

 f
or

 
m

or
e 

lo
ca

lly
 b

as
ed

 c
ar

e 
se

rv
ic

es
 w

as
 d

is
cu

ss
ed

. 
S

om
e 

p
ar

en
ts

 r
ep

or
te

d
 

d
iff

ic
ul

tie
s 

w
ith

 h
av

in
g 

to
 t

ra
ve

l s
ig

ni
fic

an
t 

d
is

ta
nc

es
 t

o 
ac

ce
ss

 c
om

m
un

ity
-

b
as

ed
 E

B
 s

er
vi

ce
s.

 O
th

er
s 

vo
ic

e 
co

nc
er

n 
th

at
 t

he
ir 

ch
ild

re
n 

m
ig

ht
 g

et
 s

ic
k 

w
he

n 
at

te
nd

in
g 

ho
sp

ita
l a

p
p

oi
nt

m
en

ts
 a

nd
 w

ou
ld

 p
re

fe
r 

to
 a

tt
en

d
 p

riv
at

e 
se

rv
ic

es
. 

P
ar

en
ta

l n
ee

d
 f

or
 u

p
-t

o-
d

at
e 

p
ra

ct
ic

al
 in

fo
rm

at
io

n 
re

ga
rd

in
g 

th
ei

r 
ch

ild
’s

 p
hy

si
ca

l c
ar

e 
ne

ed
s 

an
d

 e
ve

ry
d

ay
 a

sp
ec

ts
 o

f 
liv

in
g 

su
ch

 a
s 

w
ou

nd
 c

ar
e,

 t
op

ic
al

 a
id

s 
an

d
 s

ki
lls

. 
P

ar
en

ts
 f

ea
r 

th
e 

un
kn

ow
n,

 t
he

ir 
ch

ild
 

fa
lli

ng
 s

er
io

us
ly

 il
l a

nd
 t

he
 t

im
e 

it 
ta

ke
s 

to
 c

on
fir

m
 in

fe
ct

io
ns

 is
 e

m
ot

io
na

lly
 

tr
au

m
at

is
in

g.
 P

ar
en

ts
 v

al
ue

 in
fo

rm
al

 s
up

p
or

t 
of

 f
am

ily
/o

th
er

s 
b

ut
 a

re
 

re
lu

ct
an

t 
to

 le
av

e 
th

ei
r 

ch
ild

 in
 t

he
 c

ar
e 

of
 o

th
er

s 
ou

t 
of

 g
ui

lt,
 m

ea
ni

ng
 t

he
y 

ne
ve

r 
ge

t 
a 

b
re

ak
. 

P
ar

en
ts

 r
ep

or
te

d
 f

ru
st

ra
tio

n 
w

ith
 h

av
in

g 
to

 b
at

tle
 h

ea
lth

 
se

rv
ic

e 
b

ur
ea

uc
ra

cy
, 

a 
la

ck
 o

f 
em

p
at

hy
 t

ow
ar

d
s 

th
ei

r 
ch

ild
/s

itu
at

io
n,

 a
nd

 
un

ne
ce

ss
ar

y 
ad

m
in

is
tr

at
io

n.
 D

et
ai

ls
 o

f 
ho

w
 t

he
 in

te
rv

ie
w

s 
w

er
e 

co
nd

uc
te

d
 

w
er

e 
no

t 
p

ro
vi

d
ed

. 
A

 w
el

l-
co

nd
uc

te
d

 s
tu

d
y 

ov
er

al
l.

P
ra

ct
ic

al
 (w

ou
nd

 
ca

re
), 

so
ci

al
 

(a
cc

es
si

b
ili

ty
, 

su
p

p
or

t),
 

em
ot

io
na

l, 
in

fo
rm

at
io

na
l 

(fa
m

ily
, 

d
is

ea
se

), 
p

hy
si

ca
l (

se
rv

ic
es

, 
re

sp
ite

).

M
ac

ik
 &

 
K

ow
al

sk
a-

D
ąb

ro
w

sk
a 

(2
01

5)
26

P
ol

an
d

To
 d

et
er

m
in

e 
if 

ha
vi

ng
 a

 c
hi

ld
 

su
ffe

rin
g 

fr
om

 
E

B
 in

flu
en

ce
s 

th
e 

lif
e 

an
d

 
p

sy
ch

ol
og

ic
al

 
w

el
lb

ei
ng

 o
f 

p
ar

en
ts

.

Q
ua

nt
ita

tiv
e 

ca
se

-c
on

tr
ol

 s
tu

d
y;

 
st

an
d

ar
d

is
ed

 m
ea

su
re

s;
 S

at
is

fa
ct

io
n 

W
ith

 L
ife

 S
ca

le
 (S

W
LS

), 
Li

fe
 

A
tt

itu
d

es
 P

ro
fil

e 
– 

R
ev

is
ed

 (L
A

P
-

R
) a

nd
 S

ca
le

 o
f 

S
oc

ia
l S

up
p

or
t;

 
fo

llo
w

in
g 

sh
or

t 
in

te
rv

ie
w

 w
ith

 
p

ar
tic

ip
an

ts
; 

p
ar

tic
ip

an
ts

 r
ec

ru
ite

d
 

th
ro

ug
h 

a 
re

ha
b

ili
ta

tio
n 

ca
m

p
 

or
ga

ni
se

d
 b

y 
D

E
B

R
A

 /
 K

ru
ch

y 
D

ot
yk

 
S

oc
ie

ty
 in

 P
ol

an
d

; 
n=

21
 p

ar
en

ts
 

of
 c

hi
ld

re
n 

w
ith

 E
B

 (1
3 

m
ot

he
rs

, 
8 

fa
th

er
s)

 a
nd

 n
=

22
 p

ar
en

ts
 o

f 
he

al
th

y 
ch

ild
re

n 
(w

ith
ou

t 
E

B
).

N
ot

 s
ur

p
ris

in
gl

y,
 p

ar
en

ts
 o

f 
ch

ild
re

n 
w

ith
 E

B
 r

ep
or

te
d

 g
re

at
er

 d
iff

ic
ul

tie
s 

in
 

th
e 

ar
ea

s 
of

 li
fe

 a
tt

itu
d

es
, 

lif
e 

sa
tis

fa
ct

io
n 

an
d

 t
he

 n
ee

d
 f

or
 s

oc
ia

l s
up

p
or

t 
co

m
p

ar
ed

 t
o 

p
ar

en
ts

 o
f 

he
al

th
y 

ch
ild

re
n.

 In
cr

ea
se

d
 n

ee
d

 f
or

 s
oc

ia
l a

nd
 

em
ot

io
na

l s
up

p
or

t,
 e

sp
ec

ia
lly

 f
ro

m
 f

am
ily

 m
em

b
er

s.
 P

ar
en

ts
 o

f 
b

ot
h 

ca
se

 
an

d
 c

on
tr

ol
 g

ro
up

s 
w

er
e 

eq
ua

lly
 h

ap
p

y 
w

ith
 t

he
 m

ed
ic

al
 s

up
p

or
t 

re
ce

iv
ed

 
fo

r 
th

ei
r 

ch
ild

. 
N

o 
d

et
ai

ls
 o

f 
th

e 
in

te
rv

ie
w

s 
co

nd
uc

te
d

 w
ith

 p
ar

tic
ip

an
ts

. 
N

o 
et

hi
ca

l c
on

si
d

er
at

io
ns

 w
er

e 
p

ro
vi

d
ed

.

S
oc

ia
l a

nd
 

em
ot

io
na

l.

M
au

rit
z 

et
 a

l. 
(2

01
9)

27

Th
e 

N
et

he
rla

nd
s

To
 e

xp
lo

re
 h

ow
 

ad
ul

t 
p

at
ie

nt
s 

an
d

 p
ar

en
ts

 
ex

p
er

ie
nc

ed
 

th
e 

im
p

ac
t 

of
 

w
ou

nd
 c

ar
e 

an
d

 
ex

am
in

e 
co

p
in

g 
st

ra
te

gi
es

 
d

ur
in

g 
ch

ild
ho

od
.

Q
ua

lit
at

iv
e 

st
ud

y;
 in

d
iv

id
ua

l s
em

i-
st

ru
ct

ur
ed

 in
te

rv
ie

w
s;

 la
st

in
g 

45
–9

0 
m

in
ut

es
 e

ac
h;

 p
ar

tic
ip

an
ts

 r
ec

ru
ite

d
 

th
ro

ug
h 

th
e 

E
B

 d
er

m
at

ol
og

y 
d

at
ab

as
e;

 n
=

13
 p

ar
tic

ip
an

ts
 

(7
 p

at
ie

nt
s,

 6
 m

ot
he

rs
); 

et
hi

cs
 

ap
p

ro
va

l r
ep

or
te

d
.

P
hy

si
ca

l a
nd

 e
m

ot
io

na
l i

m
p

ac
ts

 o
f 

w
ou

nd
 c

ar
e 

re
p

or
te

d
 b

y 
al

l p
ar

tic
ip

an
ts

. 
P

ar
en

ts
 s

p
ec

ifi
ca

lly
 r

ep
or

te
d

 w
ou

nd
 c

ar
e 

in
flu

en
ce

d
 a

ll 
ot

he
r 

d
ai

ly
 r

ou
tin

es
. 

M
ot

he
rs

 r
ep

or
te

d
 b

ei
ng

 m
or

e 
in

vo
lv

ed
 w

ith
 w

ou
nd

 c
ar

e 
co

m
p

ar
ed

 t
o 

fa
th

er
s.

 C
on

se
q

ue
nt

ly
, 

m
ot

he
rs

 m
ad

e 
th

e 
d

ec
is

io
n 

no
t 

to
 w

or
k.

 T
he

 w
ou

nd
 

ca
re

 p
ro

ce
ss

 o
f 

p
re

p
ar

at
io

n,
 p

er
fo

rm
in

g 
an

d
 c

le
an

-u
p

 is
 t

iri
ng

 f
or

 p
ar

en
ts

, 
re

su
lti

ng
 in

 t
he

ir 
ne

ed
 f

or
 r

es
p

ite
/r

ec
ov

er
y 

af
te

rw
ar

d
 b

ut
 w

as
 n

ot
 o

ft
en

 
p

os
si

b
le

. 
E

m
ot

io
na

l i
m

p
ac

ts
 o

f 
w

ou
nd

 c
ar

e 
re

p
or

te
d

 b
y 

p
ar

en
ts

 in
cl

ud
e 

fe
el

in
gs

 o
f 

p
ow

er
le

ss
ne

ss
 a

nd
 s

ad
ne

ss
. 

S
ee

in
g 

th
ei

r 
ch

ild
 in

 p
ai

n 
fu

rt
he

r 
le

ad
s 

to
 f

ee
lin

gs
 o

f 
su

ffe
rin

g 
an

d
 d

is
tr

es
s.

 A
ll 

p
ar

en
ts

 a
ck

no
w

le
d

ge
d

 t
he

ir 
ne

ed
 f

or
 r

es
p

ite
, 

th
ou

gh
 s

om
e 

p
ar

en
ts

 m
ad

e 
th

e 
d

ec
is

io
n 

no
t 

to
 r

el
y 

on
 

ot
he

rs
 f

or
 w

ou
nd

 c
ar

e 
d

ue
 t

o 
co

m
p

le
xi

tie
s 

an
d

 t
ru

st
 is

su
es

 t
ow

ar
d

s 
ot

he
rs

. 
Fa

th
er

s’
 v

oi
ce

s 
w

er
e 

no
t 

re
p

re
se

nt
ed

 in
 t

he
 s

tu
d

y.

P
hy

si
ca

l, 
em

ot
io

na
l, 

so
ci

al
, 

an
d

 p
ra

ct
ic

al
.

Ireland et al Supportive care needs for families living with EB



Wound Practice and Research 92

A
ut

ho
r 

(y
ea

r)
C

o
un

tr
y

S
tu

d
y 

ai
m

S
tu

d
y 

d
es

ig
n/

m
et

ho
d

/s
am

p
le

M
ai

n 
fin

d
in

g
s/

cr
it

iq
ue

 o
f 

a 
st

ud
y

S
up

p
o

rt
 n

ee
d

s

S
am

p
og

na
 

et
 a

l. 
(2

01
3)

11

Ita
ly

To
 e

va
lu

at
e 

th
e 

b
ur

d
en

 
of

 r
ec

es
si

ve
 

d
ys

tr
op

hi
c 

E
B

 (R
D

E
B

) 
on

 f
am

ily
 

ca
re

gi
ve

rs
, 

an
d

 
to

 v
al

id
at

e 
th

e 
FD

LQ
I t

oo
l.

Q
ua

nt
ita

tiv
e 

st
ud

y;
 p

os
ta

l s
ur

ve
ys

 
us

in
g 

tw
o 

ex
is

tin
g 

va
lid

at
ed

 
q

ue
st

io
nn

ai
re

s;
 F

am
ily

 S
tr

ai
n 

Q
ue

st
io

nn
ai

re
 (F

S
Q

) a
nd

 F
am

ily
 

D
er

m
at

ol
og

y 
Li

fe
 Q

ua
lit

y 
In

d
ex

 
(F

D
LQ

I) 
w

hi
ch

 w
as

 t
ra

ns
la

te
d

 a
nd

 
cr

os
s-

cu
ltu

ra
lly

 a
d

ap
te

d
 t

o 
Ita

lia
n;

 
p

ar
tic

ip
an

ts
 r

ec
ru

ite
d

 f
ro

m
 t

he
 E

B
 

d
at

ab
as

es
 o

f 
D

er
m

op
at

hy
 In

st
itu

te
 

of
 t

he
 Im

m
ac

ul
at

e 
C

on
ce

p
tio

n 
(ID

I-
IR

C
C

S
) a

nd
 D

E
B

R
A

 It
al

y;
 n

=
62

 
p

at
ie

nt
s,

 n
=

59
 c

ar
eg

iv
er

s 
of

 c
hi

ld
re

n 
w

ith
 R

D
E

B
 (5

0 
m

ot
he

rs
, 

8 
p

ar
tn

er
s,

 
1 

b
ro

th
er

); 
et

hi
ca

l a
p

p
ro

va
l 

st
at

em
en

t 
p

ro
vi

d
ed

.

Th
e 

m
os

t 
fr

eq
ue

nt
 p

ro
b

le
m

 r
ep

or
te

d
 b

y 
ca

re
gi

ve
rs

 w
as

 t
im

e 
sp

en
t 

lo
ok

in
g 

af
te

r 
th

e 
p

at
ie

nt
/r

el
at

iv
e.

 E
m

ot
io

na
l d

is
tr

es
s 

in
cl

ud
ed

 a
ffe

ct
ed

 p
hy

si
ca

l 
w

el
lb

ei
ng

 a
ss

oc
ia

te
d

 w
ith

 d
is

ea
se

 s
ev

er
ity

 a
nd

 in
cr

ea
se

d
 h

ou
se

ho
ld

 
ex

p
en

d
itu

re
. 

Fa
m

ily
 m

em
b

er
s 

re
p

or
te

d
 a

 h
ig

he
r 

im
p

ai
rm

en
t 

on
 t

he
ir 

q
ua

lit
y 

of
 li

fe
 w

he
n 

th
e 

p
at

ie
nt

/r
el

at
iv

e 
ha

d
 p

sy
ch

ol
og

ic
al

 d
is

tr
es

s.
 T

he
 t

er
m

 
‘c

ar
eg

iv
er

’ 
is

 u
se

d
 t

o 
m

os
tly

 r
ef

er
 t

o 
m

ot
he

rs
. 

A
 s

m
al

l s
am

p
le

 o
f 

Ita
lia

n 
p

at
ie

nt
s 

w
ith

 R
D

E
B

 a
nd

 c
ar

eg
iv

er
s.

 S
tu

d
y 

re
su

lts
 p

rim
ar

ily
 f

oc
us

ed
 o

n 
th

e 
va

lid
at

io
n 

of
 t

he
 s

ca
le

.

P
hy

si
ca

l 
(c

ar
eg

iv
in

g)
, 

em
ot

io
na

l, 
p

ra
ct

ic
al

 
(fi

na
nc

ia
l).

Ta
b

ol
li 

et
 a

l. 
(2

01
0)

28

Ita
ly

To
 a

ss
es

s 
th

e 
fa

m
ily

 b
ur

d
en

 o
f 

E
B

 in
 c

hi
ld

re
n 

ag
ed

 b
et

w
ee

n 
0–

7 
ye

ar
s.

Q
ua

nt
ita

tiv
e 

st
ud

y;
 o

b
se

rv
at

io
na

l, 
cr

os
s-

se
ct

io
na

l; 
p

os
ta

l s
ur

ve
ys

 
b

as
ed

 o
n 

th
re

e 
ex

is
tin

g 
va

lid
at

ed
 

q
ue

st
io

nn
ai

re
s;

 P
at

ie
nt

 G
lo

b
al

 
A

ss
es

sm
en

t 
(P

G
A

), 
Fa

m
ily

 S
tr

ai
n 

Q
ue

st
io

nn
ai

re
 (F

S
Q

) a
nd

 G
en

er
al

 
H

ea
lth

 Q
ue

st
io

nn
ai

re
 (G

H
Q

) p
lu

s 
a 

sh
or

t 
d

em
og

ra
p

hi
c 

q
ue

st
io

nn
ai

re
; 

p
ar

tic
ip

an
ts

 r
ec

ru
ite

d
 t

hr
ou

gh
 t

he
 

E
B

 d
at

ab
as

e 
of

 t
he

 D
er

m
op

at
hy

 
In

st
itu

te
 o

f 
th

e 
Im

m
ac

ul
at

e 
C

on
ce

p
tio

n 
(ID

I-
IR

C
C

S
); 

n=
28

 
fa

m
ili

es
 (2

3 
m

ot
he

rs
, 

5 
fa

th
er

s)
; 

et
hi

cs
 a

p
p

ro
va

l r
ep

or
te

d
.

M
os

t 
fa

m
ili

es
 r

ep
or

te
d

 n
ee

d
in

g 
m

or
e 

in
fo

rm
at

io
n 

ab
ou

t 
th

ei
r 

ch
ild

’s
 d

is
ea

se
. 

R
el

ia
nc

e 
on

 f
am

ily
 m

em
b

er
s 

to
 c

op
e 

w
ith

 c
ar

eg
iv

er
 b

ur
d

en
 w

as
 c

on
si

d
er

ed
 

b
y 

m
an

y.
 T

he
 g

re
at

es
t 

em
ot

io
na

l n
ee

d
 r

ep
or

te
d

 b
y 

fa
m

ili
es

 w
as

 f
ee

lin
g 

w
or

rie
d

 f
or

 t
he

ir 
ch

ild
, 

w
ith

 m
an

y 
re

la
tin

g 
th

is
 t

o 
th

e 
ch

ro
ni

ci
ty

 o
f 

th
e 

d
is

ea
se

. 
U

ns
ur

p
ris

in
g,

 c
ar

eg
iv

er
 b

ur
d

en
 a

nd
 t

he
 p

hy
si

ca
l a

nd
 e

m
ot

io
na

l 
im

p
ac

ts
 o

f 
d

is
ea

se
 in

 f
am

ili
es

 w
er

e 
as

so
ci

at
ed

 w
ith

 t
he

 s
ev

er
ity

 o
f 

th
ei

r 
ch

ild
’s

 E
B

. 
S

m
al

l s
am

p
le

 s
iz

e 
w

ith
 f

at
he

rs
 u

nd
er

 s
am

p
le

d
.

E
m

ot
io

na
l, 

in
fo

rm
at

io
na

l, 
p

hy
si

ca
l.

va
n 

S
ch

ep
p

in
ge

n 
et

 a
l. 

(2
00

8)
29

Th
e 

N
et

he
rla

nd
s

To
 id

en
tif

y 
an

d
 s

p
ec

ify
 

th
e 

p
ro

b
le

m
s 

ex
p

er
ie

nc
ed

 b
y 

p
ar

en
ts

 c
ar

in
g 

fo
r 

th
ei

r 
ch

ild
 

w
ith

 E
B

.

Q
ua

lit
at

iv
e 

st
ud

y;
 s

em
i-

st
ru

ct
ur

ed
 

in
te

rv
ie

w
s;

 la
st

in
g 

1–
1.

5 
ho

ur
s;

 
p

ar
tic

ip
an

ts
 r

ec
ru

ite
d

 f
ro

m
 

a 
un

iv
er

si
ty

 m
ed

ic
al

 c
en

tr
e 

d
er

m
at

ol
og

y 
d

at
ab

as
e;

 n
=

11
 f

am
ili

es
 

(1
1 

m
ot

he
rs

, 
5 

fa
th

er
s)

; 
et

hi
cs

 
ap

p
ro

va
l p

ro
vi

d
ed

. 

Th
e 

vi
si

b
ili

ty
 o

f 
th

ei
r 

ch
ild

’s
 d

is
ea

se
 le

ad
s 

p
ar

en
ts

 t
o 

ex
p

er
ie

nc
e 

p
ub

lic
 

aw
kw

ar
d

ne
ss

, 
un

ki
nd

 r
em

ar
ks

/q
ue

st
io

ns
 b

y 
ot

he
rs

. 
La

ck
 o

f 
un

d
er

st
an

d
in

g 
of

 t
he

 d
is

ea
se

 c
au

se
s 

ot
he

rs
 t

o 
ac

t 
in

se
ns

iti
ve

ly
. 

P
ar

en
ts

 s
tr

ug
gl

ed
 

em
ot

io
na

lly
 s

ee
in

g 
th

ei
r 

ch
ild

 in
 p

ai
n,

 a
nd

 g
ui

lt 
w

he
n 

th
ey

 w
er

e 
th

e 
on

es
 c

au
si

ng
 t

he
 p

ai
n 

w
hi

le
 a

tt
en

d
in

g 
to

 w
ou

nd
s/

b
lis

te
rs

. 
P

ar
en

ts
 m

os
t 

ex
p

re
ss

ed
 f

ee
lin

gs
 o

f 
un

ce
rt

ai
nt

y 
an

d
 t

he
 u

np
re

d
ic

ta
b

ili
ty

 o
f 

th
ei

r 
ch

ild
’s

 
d

is
ea

se
 a

nd
 t

he
 lo

ng
-t

er
m

 h
ea

lth
 o

f 
th

ei
r 

ch
ild

. 
Fe

ar
 o

f 
lo

si
ng

 t
he

ir 
ch

ild
 

w
he

n 
th

ei
r 

co
nd

iti
on

 w
or

se
ne

d
. 

M
ot

he
rs

 q
ui

t 
w

or
k 

to
 c

ar
e 

fo
r 

th
ei

r 
ch

ild
. 

Fi
na

nc
ia

l d
iff

ic
ul

tie
s 

d
is

cu
ss

ed
. 

Im
p

ac
t 

on
 p

ar
tn

er
 r

el
at

io
ns

hi
p

, 
gu

ilt
 a

b
ou

t 
ne

gl
ec

tin
g 

th
e 

ot
he

r 
si

b
lin

gs
. 

C
ha

lle
ng

es
 c

oo
rd

in
at

in
g 

se
rv

ic
es

/p
la

nn
in

g 
ca

re
 d

is
cu

ss
ed

. 
P

ar
en

ts
 f

el
t 

p
hy

si
ca

lly
 e

xh
au

st
ed

, 
ne

ed
 r

es
p

ite
/le

is
ur

e 
tim

e.
 

H
ea

lth
 p

ro
fe

ss
io

na
ls

 la
ck

 k
no

w
le

d
ge

 a
nd

 s
ki

lls
 o

f 
co

nd
iti

on
. 

P
ar

en
ta

l n
ee

d
 

fo
r 

m
or

e 
in

fo
rm

at
io

n.
 A

 w
el

l-
co

nd
uc

te
d

 s
tu

d
y.

E
m

ot
io

na
l, 

so
ci

al
, 

p
ra

ct
ic

al
, 

p
hy

si
ca

l, 
an

d
 

in
fo

rm
at

io
na

l.

Ireland et al Supportive care needs for families living with EB



Volume 29 Number 2 – June 202193

child in their care30. Together, the practical needs of 
parents caring for their child with EB highlighted the 
need for better support services for parents to allow 
them much-needed respite and time free from their 
caring responsibilities.

Social needs

Parents most frequently voiced the need for more 
support in caring for their child with EB, particularly 
from family members. Issues with relationships and 
a lack of support from family members were reported 
by parents to have affected their quality of life and 
freedom of life choices13,23,26,29. Access to a support 
group, such as DEBRA, was considered by parents 
as an important means of support and respite27. There 
was an overarching feeling of embarrassment and 
humiliation when in public and a feeling that others 
did not fully understand or appreciate the impacts 
that their child’s EB has on them and on their family 
unit25,29. These feelings were further compounded by 
the negative impact associated with a lack of work–life 
balance, adding additional strain on the family unit. 
This included effects on both partner relationship and 
relationships with other children where parents felt 
guilty about neglecting the other children12,29.

The daily burden of care and missed opportunities 
to spend quality time together often had a negative 
impact, with one study reporting nearly half of all 
parent relationships ending in separation or divorce23. 
Unsurprising, parents caring for a child with a severe 
form of EB reported having greater relationship 
problems with their spouse/partner compared with 
parents with children with milder EB forms. Many 
parents report not having an active social life. This 
further affected their communication/relationship with 
a partner which predominantly centred on either 
providing care or discussing the needs of the child 
with EB13. As a result, compounding impact also 
affected the sexual relationship and intimacy with 
each other, with a third of parents in one study saying 
they divorced primarily due to their child with EB while 
a quarter to half of parents in the same study reported 
not wanting to have more children as a result of their 
child with EB13.

Accessibility to support services was also an important 
factor affecting the social wellbeing of parents as 
some highlighted the need for more locally based 
services to access support and reported having to 
travel significant distances to access community-
based EB services25.

Physical needs

Caring for a child with EB often left parents feeling 
physically and emotionally fatigued25,27. Parents 
reported this mainly related to all consuming aspects A
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of providing wound care for their child with EB, the process 
of wound preparation, performing and cleaning-up following 
which was a very physically demanding responsibility, 
combined with the emotional aspects of seeing their child in 
pain and discomfort27. The physical needs of parents caring 
for their child with EB also extended to general caregiving, 
leaving parents emotionally distressed which attributed to 
their physical needs, especially mothers who acknowledged 
that they largely assumed the primary carer role11. Some 
parents had EB themselves and related the physical problems 
associated with it with that of their child, making caregiving 
even more physically challenging28. Parents cited feeling 
overwhelmed, exhausted and mentally fatigued, highlighting 
the greater need for better community support services 
providing respite12,29. They reported feeling as if they were 
never off duty, which exacerbated their exhaustion29.

Informational needs

Parents considered the most helpful sources of information 
to include personal experiences of other parents, the patient 
community, family members, and accessing EB specialist 
centres23–25,28–30. Information on reproductive family planning 
was an important aspect raised by some parents23. Many 
parents describe feeling frustrated with inequality and lack 
of consistency across hospital- and community-based 
services, and information provided by HCPs, including lack 
of EB-specific expertise and knowledge among various 
health professionals24,25,29. Parents identified a requirement 
for better support in providing up-to-date information on 
their child’s physical care needs and everyday living aspects, 
including wound care, topical treatments and skills so that 
they could more adequately plan for the future25. The need for 
better informational support was most evident in the groups 
of parents caring for a newborn where a definitive diagnosis 

was pending, and parents caring for a child with lethal EB, 
resulting in delayed referrals to specialists in some cases30. 
In addition, parents also commented that they required 
accurate information regarding disease progression and 
were not prepared for the suffering at the end of life30.

Psychological needs

Psychological needs were discussed much less frequently 
in the studies compared to other domains, with only 18% 
of studies identifying parental psychological need as an 
important aspect of support for families with a child with 
EB. Psychological needs noted included parents’ perception 
of reality and their struggle to understand or accept the 
daily burden of their child’s disease13. The psychological 
needs of parents are related to the level of social and family 
support, relationship status and severity/progression of the 
child’s disease30. Many caregivers expressed that EB had 
a profound effect on their quality of life and life choices, 
including psychological/spiritual wellbeing23. Two studies 
identified the need for better coping strategies to manage 
the disease burden, depression and mental health wellbeing 
of parents23,28.

Discussion
This review of the literature is the first to comprehensively 
and systematically identify the documented support needs 
of parents caring for a child with EB, and to categorise these 
needs under six domains to identify areas of unmet need in 
parents.

It is important to acknowledge that support needs are 
dynamic and can alter over time because of factors such 
as the disease journey, the severity of disease, age and 
personal or environmental changes31. This was evident 
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Study
Needs

Emotional Informational Physical Practical Psychological Social

Bruckner et al. (2020)23    

Fine et al. (2005)13   

Gowran et al. (2015)24   

Kearney, Donohoe & McAuliffe 
(2020)25

    

Macik & Kowalska-Dąbrowska 
(2015)26

 

Mauritz et al. (2019)27    

Sampogna et al. (2013)11   

Tabolli et al. (2010)28   

van Scheppingen et al. (2008)29     

Wu, Sun & Lee (2020)12    

Yuen, Duipmans & Jonkman 
(2012)30

  

Table 2. Summary of support needs
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from several studies included in this scoping review, which 
are not necessarily unique to EB, where parents reported 
that socioeconomic factors, patient age, severity/stage 
of EB and access to medical resources and supports all 
negatively impact on their support needs in caring for their 
child with EB23,24. This is consistent with previous findings 
showing that support needs of parents and individuals living 
with a rare disease are dependent on the country/medical 
system32, while EB patient/family access to dressings and 
in-home nursing support can also be affected by families’ 
metropolitan versus rural location15,16.

From this review, we have identified that parents, irrespective 
of the severity of their child’s EB, share common support 
needs. Aspects relating to emotional needs were identified 
by parents focusing on stress and guilt but also the 
uncertainty and fear of the unknown. Largely, the emotional 
needs of parents were directly related to their child’s disease 
and the daily caregiver burden. However, it could be argued 
that emotional needs, if gone unmet, can influence other 
needs, including mental and psychological needs, often 
leading to the development of depression and mental health 
issues14. Therefore, facilitating the emotional support needs 
of parents caring for a child with EB should be an important 
consideration by HCPs. If parents are not coping emotionally, 
then their ability to care for their child with EB is challenged, 
placing themselves, their family unit and their sick child at 
further risk.

Interestingly, practical needs were the second most 
documented need in the current literature, with financial 
concerns being the most commonly identified aspect, as the 
cost of dressings in caring for the child with EB can place 
a significant burden on the family. The long-term sacrifice 
parents make in caring for their child with EB has been 
indicated in several studies as parenting a child with EB is a 
life-long commitment, including impact on work–life balance, 

physical/mental exhaustion and feelings of isolation13,24,26,27,29. 
These findings were in agreement with the recent report on 
the psychosocial recommendations for the care of children 
and adults with EB and their families published by DEBRA 
International14. All these factors were more predominantly 
observed in mothers of children with EB who are often the 
primary carers; data on fathers’ support needs are not often 
reported to date.

Social, physical, emotional and psychological needs are 
often compounding and interrelated, while there is also a 
close relationship between the practical and informational 
needs of parents caring for a child with EB focused mainly 
on access to EB-specific services and planning at different 
stages of disease progression29,30. This highlights the complex 
interrelationship of different support needs of parents caring 
for a child with EB, including the interplay between emotional, 
practical, social, physical and psychological needs.

Importantly, both emotional and informational needs identified 
highlighted that death, euthanasia and not being prepared 
for end of life are significant issues affecting parents of 
children with EB; this was in agreement with findings of the 
evidence-based psychosocial guidelines for care of children 
and adults with EB and their families14. Overall, the identified 
support needs are similar to those of other parents caring for 
a child with a rare disease where patient numbers are small, 
support is varied or lacking, and families are geographically 
scattered32. Importantly, the needs will vary vastly based on 
access to family support or in-home nursing care and the 
child’s age15.

Based on the findings of the cited literature, we propose 
a novel parent support needs framework (Figure 3) which 
considers the complexity and interrelationship of the different 
support needs identified here. This is a suggested framework; 
however, more research in this area is needed to validate the 
domains of support needs and finalise the framework.

Figure 3. Proposed domains of parent support needs
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Limitations of the review

The review followed the seminal scoping study framework 
proposed by Arksey and O’Malley18. A systematic process 
was used to ensure rigour and transparency following 
the PRISMA-ScR guidelines22. The authors engaged with 
each of the five stages of the scoping review process 
in an iterative manner and, where necessary, repeated 
steps to ensure the review of literature in this area was 
comprehensive. Nevertheless, there are some limitations with 
the current process that need to be acknowledged, including 
targeting the primary search to English language studies. 
We appreciate that there might be other published studies 
addressing the unmet support needs of parents caring for a 
child with EB in another language that were not included in 
this review. Importantly, to the topic of EB and support needs 
of parents, we also found that majority of studies reviewed 
the mothers’ voices more prominently; this may reflect the 
fact that mothers are mainly the primary caregivers, and 
hence more likely to engage in studies exploring aspects of 
need in them. While some studies acknowledged this and 
outlined the need for a better understanding of the support 
needs of fathers, others did not address this and still used 
the word ‘parent’ in the title to reflect the views of mothers. 
We acknowledge that the support needs of parents are not 
homogeneous.

Implications for further research and practice

Despite reviewing a large timeframe (16 years), the paucity 
of studies in this review reflects the lack of focus on support 
needs of parents caring for a child with EB, especially 
fathers. This is not entirely surprising considering the rare 
nature of EB disease; however, the review emphasises the 
lack of evidence and highlights the need for future research 
on this important area. The development of new supportive 
care models that address the six domains of support needs 
identified in this review is urgently needed in the community 
to better support parents caring for a child with EB. Additional 
qualitative research and integrative reviews of the qualitative 
and quantitative literature is required to better understand the 
needs of families. Such studies will allow identification of the 
most important support needs of families with a child with 
EB, allowing the development of a multifaceted framework 
of support for these families.

Conclusion
Six domains of support needs were identified in this review 
with emotional, social and practical needs being the most 
common for parents caring for a child with EB. The caregiving 
burden is disproportionally affecting the mothers of children 
with EB, and fathers support needs are less identified, with 
parents’ support needs not being homogeneous. We have 
proposed a novel parent support needs framework which 
could be used to guide future provisions of care for families. 
We hope that this review will help guide future research and 
development of support services in the community to allow 
support organisations like DEBRA and wound care HCPs to 
offer a better quality of life for parents and families with EB.
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