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ABSTRACT

Objective The aim of this work is to explore patient’
unmet needs of rare and complex rheumatic tissue
diseases (rCTDs) patients during pregnancy and its
planning by means of the narrative-based medicine (NBM)
approach.

Methods A panel of nine rCTDs patients’ representatives
was identified to codesign a survey aimed at collecting the
stories of rCTD patients who had one or more pregnancies/
miscarriages. The results of the survey and the stories
collected were analysed and discussed with a panel

of patients’ representatives to identify unmet needs,
challenges and possible strategies to improve the care of
rCTD patients.

Results 129 replies were collected, and 112 stories were
analysed. Several unmet needs in the management of
pregnancy in rCTDs were identified, such as fragmentation
of care among different centres, lack of education and
awareness on rCTD pregnancies among midwifes,
obstetricians and gynaecologists. The lack of receiving
appropriate information and education on rCTDs pregnancy
was also highlighted by patients and their families. The
need for a holistic approach and the availability specialised
pregnancy clinics with a multidisciplinary organisation as
well as the provision of psychological support during all the
phases around pregnancy was considered also a priority.
Conclusion The adoption of the NBM approach enabled a
direct identification of unmet needs, and a list of possible
actions was elaborated to improve the care of rCTD
patients and their families in future initiatives.

BACKGROUND

Rare and complex rheumatic tissue diseases
(rCTDs) are systemic conditions that can
occur in women of fertile age, and for this
reason, pregnancy and family planning
can be considered a complex phase in the

.2 Marta Mosca'?

WHAT IS ALREADY KNOWN ON THIS TOPIC

= Rare and complex rheumatic tissue diseases (rCTDs)
are systemic conditions that can occur in women of
fertile age and pregnancy and family planning can
be considered a complex phase in the life of these
patients, but no studies have explored the needs and
the journey of rCTD patient during pregnancy and
its planning.

WHAT THIS STUDY ADDS

= Several unmet needs in the management of preg-
nancy in rCTDs were identified, such as fragmen-
tation of care among different centres, lack of
education and awareness on rCTD pregnancies
among midwifes, obstetricians and gynaecologists.
The lack of receiving appropriate information and
education on rCTDs pregnancy was also highlighted
by patients and their families. The need for a holistic
approach and the availability specialised pregnancy
clinics with a multidisciplinary organisation as well
as the provision of psychological support during all
the phases around pregnancy was considered also
a priority.

HOW THIS STUDY MIGHT AFFECT RESEARCH,
PRACTICE OR POLICY

= The unmet needs and the possible solutions iden-
tified in this work can help to plan future initiatives
and strategies aimed at improving the experience
and the journey of rCTDs during pregnancy and fam-

ily planning.

life of a patient living with rCTDs. rCTDs
include systemic lupus erythematosus (SLE),
antiphospholipid syndrome (APS) and
antiphospholipid antibody (aPL) carriers,

BM)
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small-vessel vasculitides (SVV) and other similar condi-
tions.

Thanks to the recent progresses made in the manage-
ment of rCTDs, pregnancy is no longer considered crit-
ical in women living with rCTDs and, in fact, with the
support of careful pregnancy planning care, including
the evaluation of possible risk factors, successful preg-
nancies are definitely possible.'™ Risk factors for adverse
pregnancy outcomes include active disease at conception
and severe organ involvement, and it is, therefore, neces-
sary to monitor disease activity before and during preg-
nancy and achieve disease control with treatments that
can be continued throughout pregnancy and lactation.®
rCTDs can have different courses during pregnancy, but
adverse pregnancy outcome is increased with respect to
the general population, especially in patients with SLE
and/or APS and SS.°

Pregnancy can have a significant impact on the life of
patients and of their families, however, in the past, only
a few works have explored the perspectives of patients
living with rheumatic diseases experiencing pregnan-
cies.”" Understanding how rheumatic patients and
families perceive their journey through pregnancy can
provide useful insights to improve the care provided
and highlight what is important to patients and what
still needs to be done to improve their life during such a
special time of their life.

Sofar, no studies have adopted the narrative-based medi-
cine approach (NBM)'? to identify needs, challenges and
the journey experienced by rheumatic patients during
the different phases of pregnancy. NBM is an approach
that allows the collection of information on the patient’s
experience of illness and aims at integrating evidence-
based medicine with the stories of illness to enrich clin-
ical information with the experience of the patient and
with practical knowledge that can be taken into account
in clinical practice. NBM can also help to achieve human-
isation of care and personalised medicine. The use of
NBM was recently included in the RarERN Path,” a
methodology specifically designed to develop organisa-
tional patients’ pathway reference model within rare and
complex diseases, which collects and elaborates patients’
stories in order to integrate patients’ needs in the frame-
work of the different phases of care. Based on the previous
positive experiences gathered by different members of
the European Reference Network on connective tissue
and musculoskeletal diseases—ERN ReCONNET'* 15—,
the international study group about Reproduction, Preg-
nancy and Rheumatic diseases (RheumaPreg)'® agreed
to follow some principles of RarERN Path to collect the
stories of patients living with rheumatic diseases during
pregnancy. Thus, the aim of this work is to present the
results of the adoption of the NBM approach foreseen
in RarERN Path to explore the experiences, perspec-
tives and unmet needs of patients living with rheumatic
diseases during pregnancy.

Figure 1 Workflow of the study.

METHODS

This study included a blended methodology that incorpo-
rated different approaches. As illustrated in figure 1, The
first step of the work was the identification of a panel of
patients’ representatives involved in rheumatic diseases,
the panel was formed by nine patients’ representatives
from six different countries (France, Italy, Romania,
Spain, Sweden and United Kingdom) that represented
APS, relapsing polychondritis (RP), Sjogren’s syndrome
(SS), SLE and systemic sclerosis (SSc). The panel of
patients’ representatives was coordinated by an expert in
NBM and in patient engagement who gathered the panel
in virtual meetings and managed the whole project. The
second step was the codesign of a dedicated survey aimed
at collecting the stories of rCTDs patients who had one or
more pregnancies/miscarriages. The diseases included
were APS and aPL carriers, Behcet’s disease (BD), idio-
pathic inflammatory myopathies, IgG4-related diseases
(IgG4), large vessel vasculitides, mixed connective tissue
disease (MCTD), RP, SVV, SLE, SSc, SS, undifferentiated
connective tissue disease (UCTD).

The survey was anonymous and was developed in
English on the online platform ‘EU Survey’.17 It was
composed of 14 questions (10 single choices, 2 multiple-
choices and two open-ended questions) and one free
space in which the patients could write their stories. The
survey was launched across social media (Facebook and
Twitter) as well as across different rCTD patients’ associa-
tions, also with the support of the panel of patients’ repre-
sentatives. Since the survey was completely anonymous
and no personal information was collected, an approval
of the Institutional Board Review was not needed and
patients consented to participate in the study by replying
to the survey. The survey was open from 5 July to 8 August
2021.

After closing the data collection by means of the survey,
the next step was performing the analysis of the stories by
two experts in NBM, together with the patients’ panel.

The stories collected were analysed by means of the
online software Wordart, which identified the most
frequent words used in the stories, and the result of this
analysis was represented in dedicated word clouds, one
describing the most frequently used words in all the
stories and seven word clouds that included the most
frequent words used based on the diseases selected in the
survey by the respondents.
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An additional analysis was performed to identify the
transversal topics that were included in most stories as

Table 1 Socio-demographic characteristics of the

. . respondents
well as the main challenges, good practices and most
. . . . . Age N. %
representative experiences lived by patients during the
different phases: prepregnancy, during pregnancy, after 21-30 13 10.08
pregnancy and miscarriages. An additional analysis was 31-40 55 42.64
also performed to identify the emotions reported in the 41-50 42 3256
stories.
51-60 10 7.75
The results of a preliminary analysis performed were
shared with the patients’ panel and, afterwards, the panel Sl 2 3.88
was convened virtually to discuss the results collected and 71-80 4 3.10
agree on the most important messages that were high- Countries
lighted in the sto.ries,’also exploring the. experience gath- Australia 3 233
ered b}./ tbe patients repyresenta.mV?s in their advocacy . 4 310
work within their patients’ organisations.
Denmark 9 6.98
Finland 3 2.33
RESULTS Italy 4 3.10
After the launch of the survey, 129 replies were collected, LATuErfE 8 6.20
and 112 stories were analysed since 17 stories were not
. . . . . Portugal 3 2.33
eligible for the analysis as they were not in English (n. :
8 stories were in Spanish n. 3 stories in Italian n. 1 story Spain 12 9.30
in French and n. 1 story in Slovak) or as they did not UK 68 52.71
include any text (n. 4 stories). USA 3 2.33
The replies were collected from patients with APS/aPL Other European contries 8 6.20
carriers (n=50, 46 analysed), SLE (n=50, 44 analysed), SS Other non-Euronean countries 4 310
(n=11, 6 analysed), MCTD (n=8, 7 analysed), SSc (n=>5, 4 . P -
analysed), UCTD (n=2), BD (n=2) and RP (n=1). Level of education
Most patients were from the United Kingdom Below high school diploma 6 4.65
(52.71%), had an age between 31 and 40 years (42.64%), High school diploma 27 20.93
ere martied or 11(143 ﬁ{;t)iog;lggo/@f}ﬂj%) and had @ Bachelor's degree 56 43.41
achelor’s degree (43.41%); 93.80% of them lived with a , .
family member(s) and 6.20% with a caregiver. Character- Masters’ degree or higher 40 81.01
istics of the respondents are detailed in table 1. Employment status
At the time of starting/planning pregnancy, 50.39% Employed/self-employed 94 72.87
of patients were already diagnosed with rCTDs, and Other 8 6.20
1'().851% were 1<li'iagnosed du}rin(% l}))regélgrll;y. Pfrecopcep— Bl 5 3.88
tional counselling was received by 2 91% of patients, i ] 0.78
48.06% had regularly seen their specialist (rheumatol-
ogist or immunologist) during pregnancy and 42.64% Unable to work due to my 12 9.30
were followed by a multidisciplinary team; the outcome ElEEEEs
of pregnancy was on term birth in 49.61% of cases, and Unemployed 9 6.98
35.66% of interviewed were very satisfied with the care Marital status
provided during pregnancy (table 2). Married or in a relationship 111 86.05
. . t i 11 .
Analysis of the stories S.epara ed or divorced 853
The frequency of the words used in the patient’s stories is gl g LS
reported in the wordcloud in figure 2, where the biggest Widowed 1 0.78
words represent the words that were more frequently Do you live with a caregiver?
used in the stories. Similarly, the disease-specific most Yes 8 6.2
frequent words are reported in table 3 and represented
. . No 121 93.8
in figures 3-9. The analysis related to the frequency of - -
words was performed by means of the WordArt tool. 2 o e i
After a deep reading of the stories performed by Family member (partner, member 122 94.57
both the experts in NBM and by the patients’ panel, a of the family)
list of transversal topics were identified from the most Other (friend, colleague, etc) 0 0
common mentioned in the stories, discussed together Alone 8 6.2

and agreed in a dedicated web meeting. The transversal
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Table 2 Information about pregnancy Table 3 Most frequent words used in the patient’s stories
At the time of starting/planning your Diagnosis Total number
pregnancy, where you... N. % selected by the Frequency of the of stories
Already diagnosed with this disease 65 50.39 respondents word collected
| have been diagnosed duringmy 14 10.85 Antiphospholipid  Pregnancy (n. 113) n.50
pregnancy syndrome and Week (n. 93)
Not yet diagnosed with this disease 50  38.76 e Rl ey

Before your pregnancy, did you receive a pre-conceptional
counselling (any counselling before a planned pregnancy)?

| don't know 4 3.10
No 89 68.99
Yes 36 27.91

During your pregnancy, did you see your specialist
(rheumatologist, immunologist, etc) regularly?

| don't know 8 2.33
No 64 49.61
Yes 62 48.06

During your pregnancy, were you followed by a multi-
disciplinary team (different specialists)?

| don't know 4 3.10
No 70 54.26
Yes 55 42.64

How did your pregnancy end? What was the outcome of
your pregnancy?

| prefer not to answer 1 0.78
Miscarriage 20 15.50
On term birth 64 49.61
Preterm birth 40 31.01
Other 4 3.10

How would you rate the care you were provided during your
pregnancy?

Very Satisfied 46 35.66
Satisfied 33 25.58
Neutral 25 19.38
Dissatisfied 15 11.63
Very dissatisfied 10 7.75

”“"”‘(TZIO()H’Bab : A

NéEXt ;“S[‘]] L0SS
HEEarer

“lollows*
Figure 2 Most frequent words used in the antiphospholipid
syndrome and aPL carriers patients’ stories. aPL,
antiphospholipid antibody.

antibody carriers
Miscarriage (n. 57)

Pregnant (n. 50)

Behcet’s disease Pregnancy (n. 3) n.2
Pelvis (n. 2)
Son (n. 2)

Mixed connective  Pregnancy (n. 14) n.7

tissue disease Informed (n. 9)

Time (n.6)

Feel (n. 5)

Birth (n. 5)

Developed (n. 3) n.1
Bed (n. 3)

Years (n. 2)

Pregnancy (n. 101) n.44
Lupus (n. 63)

Baby (n. 52)

Week (n. 42)

Year (n. 38)

Years (n. 7) n.4
Weeks (n. 5)

Pregnancy (n. 4)

Relapsing
polychondritis

Systemic lupus
erythematosus

Systemic sclerosis

System (n. 4)
Son (n. 4)
Sjogren’s syndrome Pregnancy (n.18) n.6
Week (n.10)
Baby (n. 10)
Doctor (n.9)
Years (n.7)
Pregnancy (n.5) n.2
Weeks (n. 4)
Time (n. 4)

Undifferentiated
connective tissue
disease

topics identified together with the patients’ panel were
communication, training and information, the need for
an appropriate referral process and the importance of
adopting a holistic approach, rather than just focusing
on the disease activity.

In order to structure the analysis of the stories by
means of the NBM approach, the results are reported
based on the main phases related to pregnancy: prepreg-
nancy, during pregnancy, after pregnancy. ‘Miscarriage’
was added as it was considered by the patients’ panel as
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Figure 3 Most frequent words used in the Behget’s disease
patients’ stories.

a very relevant topic to be highlighted in a dedicated
paragraph.

Prepregnancy

T’ve been there when your consultant says you won’t be able to
ever have children because you are too ill and your disease is too
aggressive.” Only a few stories (n.2) mentioned prepreg-
nancy counselling, and patients underlined that little
information was provided on aspects such as how to plan
the pregnancy, possible risks, possible treatments that
could be taken during breast feeding, what to expect
after pregnancy and the disease evolution during and
after pregnancy. The main emotions reported for this
phase included fear, worry, anxiety and uncertainty on
the ability to take care of the baby, of losing the baby and
of ‘passing the disease’ to the child.

During pregnancy

1 just wish someone had cared enough to actually listen to me
and to take the time to find out what was really going on. I
wasn't even referred to a rheumatologist because my ana was
negative’ Not many stories (n. 5) mentioned regular
multidisciplinary monitoring for their disease during
pregnancy. Patients who mentioned in their stories that
they were treated in excellence centres also reported
appropriate care and information, but often healthcare
professionals (HCPs) were not perceived by the patients
as being appropriately trained on the possible risks
related to pregnancy in rCTDs. Stories suggested consid-
ering the possibility of having access to medical records
for all HCPs involved in the care of the patient, especially
the general practitioners (GPs) and the team that takes
care of the pregnancy (gynaecologists, obstetricians, etc).

Figure 4 Most frequent words used in the Mixed
connective tissue disease patients’ stories.

Feel

Miich

Figure 5 Most frequent words used in the patients’ stories.

Stories also described that dealing with daily treatments
and lots of medical appointments during pregnancy can
be really overwhelming and that this can cause a sense of
being overtreated and/or lead to being less adherent to
the treatments and to the prescriptions of the specialists.
Many stories mentioned that patients were diagnosed
during their pregnancy or after having had different
miscarriages, and it was highlighted that care should
be focused not only on the baby but also on the mother
and where possible also on the partner. Since the stories
were collected during the COVID-19 pandemic period,
similarly to other previous works,18 patients described the
interruption of care experienced while they were preg-
nant during the pandemic and have strongly requested
that during these kinds of emergencies, care for fragile
and complex patients should always be ensured, espe-
cially in case of pregnancy.

The main emotions reported in the stories during
pregnancy were the constant fear of losing the baby, of
becoming a parent and of not being able to care for the
baby due to their disease.

After pregnancy

‘He is light on my life.” Not many stories mentioned
follow-up consultations or psychological support for the
mother and the couple after pregnancy (n.6). The main
topics mentioned by the patients included the uncer-
tainty related to taking treatments during breastfeeding
and the lack of appropriate information on the manage-
ment of their treatment plan while breastfeeding. In fact,
some patients spontaneously suspended treatments after
pregnancy without asking the opinion of their clinician.
Another frequent and crucial topic addressed in the

Pohc
umq r gFelmlﬂ)Imh |hp
SoX AT e
‘Doctor ‘Wee

=Disease “Sorns
E ‘Su[lel' .

Figure 6 Most frequent words used in the Sjogren
syndrome patients’ stories.
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Figure 7 Most frequent words used in the systemic lupus
erythematosus patients’ stories.

stories is the difficulty of the patient in taking care of
the babies once they are born and the need to receive
support for the management of the new-born, especially
emotional, psychological and practically. Happiness for
the birth of the baby, a sense of relief and fear of not
being able to care for the baby were the main emotions
expressed in the stories when describing the post-delivery
phase.

Miscarriage

‘No woman should have to give birth or discuss miscarriage
in a maternity unit.” Miscarriage was a frequent and
painful experience reported in more than 40 stories.
‘As reported in table 2, the majority of the respondents
were either diagnosed before starting or planning their
pregnancy (50.39%) or during the pregnancy (10.85%).
On the other hand, 38.76% of respondents were not yet
diagnosed at the beginning or during of their pregnancy.
These results were often discussed in the patient’s stories,
that described how the problems experienced during
their pregnancy/miscarriages lead them to see a doctor
and to perform examinations in order to understand
their cause. Different stories (n. 15) have in fact reported
that their diagnosis was formulated after different miscar-
riages or difficult pregnancy/ies.” Among the 40 stories
that reported miscarriages, the majority of them also
reported that they had to go through multiple miscar-
riages (up to 11) and that they often had to insist on
being referred to high-risk pregnancy clinic. In some
cases, the referral to a high-risk pregnancy clinic was
denied, despite having a diagnosis of rCTD and having
had previous miscarriages. Being recognised as one
of the worst experiences of their lives, many patients

Figure 8 Most frequent words used in the systemic
sclerosis patients’ stories.

Figure 9 Most frequent words used in the Undifferentiated
connective tissue disease patients’ stories.

mentioned in their stories the importance of working
towards reducing or even of preventing miscarriages as
much as possible among rCTDs patients. In some cases, it
was specifically suggested to plan a systematic referral for
women to high-risk pregnancy clinics before having two
miscarriages and to work towards the improvement of
how care is organised for pregnant rCTDs patients. The
stories also underlined the complete lack of emotional
and psychological support after losses and suggested to
offer help either professional and/or peer support for
the couple. The main emotions described were devasta-
tion, grief for the loss, sense of guilt and being terrified
to have future pregnancies.

After an intense discussion held with the patient’s panel
on these results, a number of unmet needs were identi-
fied and a list of possible actions were designed in order
to plan future studies and projects aimed at improving
the care provided to rCTDs patients related to pregnancy
and family planning. The unmet needs identified are
reported in figure 10.

DISCUSSION
This work aimed to explore the perception of patients
regarding their care and their journey before, during
and after pregnancy and/or miscarriages in order to plan
further actions to improve the care provided to rCTDs
patients and their family during all the phases around
pregnancy and family planning.

Several unmet needs in the management of pregnancy
in rCTDs emerged from the analysis of the stories and

PATIENTS UNMET NEEDS IN THE MANAGEMENT OF PREGNANCY IN RARE
AND COMPLEX RHEUMATIC DISEASES

g || P | L | =

Fragmentation of Lack of awareness
care and on rCTDs and psychological
pregnancy among support during pre-
Ps conception,
pregnancy and
postpartum phases

Lack of emotional Consider the
person as a whole,

consider also

Lack of appropriate
information and
communication on

emotions and pregnancy related
include the partner issues

approaches
between different
centres

gynaecologists

Figure 10 Patients’ unmet needs in the management of
pregnancy in rare and complex rheumatic diseases. HCP,
healthcare professional; GP, general practitioner; rCTD, rare
and complex rheumatic tissue disease.
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from the discussion held with the panel of patients’ repre-
sentatives. In particular, the fragmentation of care and
of approaches among different centres when managing
pregnancy in rCTDs patients was a central topic, together
with the lack of education and of awareness of rCTDs and
pregnancy by midwifes, obstetricians and gynaecologists.
A specific pathway that could guide the care provided to
the patient was in fact lacking and patients felt that very
often there was no coordination of care and no direct
collaboration among their specialist (rheumatologist
or immunologist) and the HCPs that were taking care
of their pregnancy. The need for specialised pregnancy
clinics and a multi-disciplinary organisation of care seems
to be a relevant topic in rCTDs,"” * excluding of course
centres of excellence, which are, at the moment, a very
limited number of in Europe, especially on pregnancy
and its planning management.

One of the main needs is also the provision of system-
atic emotional and psychological support during all the
phases around pregnancy, both by providing a profes-
sional service by a psychologist and by offering the oppor-
tunity of joining peer-support groups and by getting in
touch with patients’ organisations that can help during
these delicate phases. The need of having HCPs able
to consider not only the baby while providing care but
also the mother and the partner was raised, as they often
feel left out of the therapeutic decision-making process,
making them notfeeling part of the whole parenting expe-
rience. Moreover, according to the stories, patients and
their partners perceive a wide range of changes during
the planning and the actual pregnancy. These changes
do have a significant impact on their lives, so providing
appropriate psychological support was mentioned in
the discussions with the panel as something that could
contribute to reducing the burden on patients and part-
ners and improving the pregnancy experience.

Despite the fact that most respondents were based
in the UK and that this might had an impact on the
results, it seems to be clear that there is a need in the
patient community to discuss the care they are provided
around pregnancy, and this was demonstrated by the fact
that despite the survey was published only in English,
different stories were collected in other languages.
Besides, as reported in other studies,”’ ** many of the
unmet needs identified in our work are strongly related
to communication and information and, in particular,
to the lack of appropriate information and education
on rCTD pregnancy-related issues within the HCPs and
also among patients and their families. The provision of
appropriate information to patients and families living
with rCTDs on pregnancy and its planning in the clin-
ical setting is perceived as a game-changer in enabling
and empowering them to have a better experience and in
being more aware of the journey that they will encounter.

On the basis of these unmet needs (summarised in
figure 10), some proposals were identified with the help
of the patients’ panel in order to improve the patients’
care before, during and after pregnancy/miscarriage.

The definition of a formal referral process to pregnancy
clinics and the codesign (patients and clinicians) of an
organisational reference pathway for rCTD patients
could have a strong impact on the experience of patients
and eventually also on the disease and pregnancy
management. This strategy could also include the iden-
tification of referral centres for pregnancy in rCTDs and
the establishment of strong collaborative links among
these centres and the HCPs taking care of the pregnancy
(gynaecologists, obstetricians, etc). This strategy could
represent a great step towards the promotion of appro-
priate care pathways for pregnancy. Referral to excel-
lence clinics means increased monitoring and being well
taken care of before, during and after pregnancy, espe-
cially when a multidisciplinary approach is organised, as
itis well known that working across medical fields ensures
best care for patients.”

In addition, itis evident that the organisation of training
and educational activities both for HCPs as well as for
patients and families is crucial in providing a tangible
contribution to improve the experience of patients and
also to better support the patient—clinician relationship.

CONCLUSIONS

Exploring the experiences of patients and families during
the different phases of pregnancy and its planning by
means of the NBM approach enabled the identification
of different unmet needs and to outline a strategy to
improve care for rCTD patients and families. A strong
collaboration among different stakeholders, such as the
RheumaPreg group and ERN ReCONNET, is expected to
unite in order to address these unmet needs and improve
the experience and the care provided to rCTDs patients.
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