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Everything you always wanted to know about
systemic sclerosis but were afraid to ask:
Part 3. Vital activity of patients

with systemic sclerosis

ABSTRACT

Systemic sclerosis is an inflammatory connective
tissue disease of autoimmune origin, characterized
by progressive fibrosis of the skin, internal organs
and damage to blood vessels referred to as vascu-
lopathy. Although the most visible symptom of the
disease is hardening of the skin, the involvement of
internal organs leading to their extreme insufficiency
determines the severity of the disease, resulting in
a severe course for the patient.

The method used to carry out this test is the diag-
nostic survey method. The paper used a question-
naire that contained 22 questions, including 7 open-
ended questions and 2 multiple choice questions.

INTRODUCTION

Systemic sclerosis (SSc) is an inflamma-
tory connective tissue disease of autoimmune
origin marked by progressive fibrosis of the
skin, internal organs and damage to blood
vessels termed as vasculopathy. Although the
most visible symptom of the disease is sclerosis
of the skin, the involvement of internal organs
leading to their extreme failure determines the
severity of the disease, resulting in a severe
course for the patient.

The first detailed description of SSc dates
back to the 18" century. Dr Carlo Curzio of
Naples published a monograph in 1753, where
he gave a description of a seventeen-year-old

The aim of the work is to show how systemic sclero-
sis affects the patient’s vital activity, with particular
emphasis on those activities of everyday life that
cause the greatest difficulty. In addition, an attempt
was made to determine how the progression of the
disease affects the physical and mental sphere of
patients with systemic sclerosis.

Studies show that systemic sclerosis is a disease
that affects the life activity of patients to varying de-
grees. It penetrates both the physical sphere of the
patient, gradually limiting his independence, but also
into his mental sphere.
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patient, Patrizia Galiera. He described the pa-
tient’s skin as dry, hard in the likeness of wood.
In his monograph, he wrote “A patient with
diffuse skin tightening and hardening of the
skin all over the body and thickened eyelids...,
cold skin, difficulty opening the mouth...”.
The disease most commonly affects
people aged between 30 and 50. This means
that people become ill in the most active
period of their lives. As it progresses, SSc
affects the simplest activities of daily living.
Patients often have to reduce their responsi-
bilities or give up their jobs. Reduced inde-
pendence is often associated with reduced
contact with friends and family. Patients
usually stay in a home or hospital environ-



ment. All this has an impact not only on the
physical well-being but also on the patient’s
depressed mood [1, 2].

The disease process can develop slowly
and gradually or, in the case of an aggressive
form of disease, manifest suddenly. The prob-
lems that patients will face are not only those
from the physical sphere but also from the
mental sphere. The period of the illness coin-
cides with an age when the patients are eco-
nomically active but also take an active part in
family and social life, all of which means that
the illness often limits their activities, bringing
with it a depressed mood. This results in SSc
patients becoming dependent on third parties
at an age when their healthy peers are inde-
pendent. Therefore, nursing care should focus
on the patient’s physical and psychological
needs [1, 2].

The main problem is a limitation and, in
advanced stages of the disease, a deficit in self-
care. Activities of daily living (ADLs), such
as toileting, putting on clothes and preparing
meals, can be very difficult for patients whose
limb mobility is restricted. Therefore, patients
often have to use third-party assistance.

AIM OF THE STUDY

This study aims to show how system-
ic sclerosis affects the patient’s ADLs, with
a focus on those ADLs that cause the greatest
difficulty. Moreover, an attempt was made to
determine how the progression of the disease
affects the physical and psychological spheres
of SSc patients.

MATERIAL AND METHODS

METHOD, TECHNIQUE AND ORGANISATION
OF THE STUDY

The method used for conducting this study
is the diagnostic survey method. The study used
a questionnaire that contained 22 questions,
including seven open-ended questions and
two multiple-choice questions. The questions
in the questionnaire focused on the patient’s
assessment of their ADLs and the changes that
had taken place in their lives after being diag-
nosed with SSc.

The surveys were collected via an online
questionnaire. Participation in the survey was
voluntary and anonymous. The questionnaire
was completed by 77 people. The respondents
are those who struggle with diffuse SSc (dSSc)
or limited SSc (1SSc).

A I
B Male ®Female

1%

’

W 25-35 years of age ® 36-45 years of age

1 46-55 years of age 1 5665 years of age

m Over 66 year of age

C

 Married/partnered
Widowed

m Single
= Divorced

Figure 1. Demographics of patients with systemic sclerosis:
A. Sex of respondents; B. Age of respondents; C. Marital sta-
tus of respondents

The study group consisted of patients di-
agnosed with SSc based on European Alliance
of Associations for Rheumatology (EULAR)/
/American College of Rheumatology (ACR)
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classification criteria, including 56 women and
21 men aged between 25 and 68 years (Fig.
1A). In this group, 42 patients with dSSc were
identified based on the Le Roy and Medsger
criteria, while the remaining 35 were diag-
nosed with 1SSc (Fig. 3A). Among this study
group, as many as 46.8% of people were di-
agnosed with the disease between the ages of
36 and 45 years, while only 1.3%, or one per-
son, was diagnosed between the ages of 18 and
25 years (Fig. 1).

CHARACTERISTICS OF THE STUDY GROUP
The largest group was those between
46 and 55 years of age — 53%. The majority of
respondents were women — 71.4%. A signifi-
cant proportion of respondents were married
or in a civil partnership — 70.7%.
Respondents also provided answers re-
garding the fact of having children. The ma-
jority of respondents, 84.2%, confirm that they
have children; the largest number of them
have two children — 35.1% of respondents.
Respondents also identified their educa-
tion, with the largest number of respondents
having a secondary education, i.e., 45.5% (Fig.
2A). More than half of the patients surveyed
are economically active with 26% working full-
time and 24.7% undertaking part-time activity.
The impact of the illness on the difficul-
ty of becoming gainfully employed resulted in
35.1% of respondents receiving disability ben-
efits (Fig. 2B).

22,1%

45,5%

Basic vocational
Secondary
M Higher education

RESULTS

Systemic sclerosis was diagnosed most
frequently between the ages of 36 and 45, with
46.8% of respondents giving this answer, fol-
lowed by people diagnosed with SSc between
the ages of 46 and 55, i.e,. 35,1%. Only one
person surveyed was diagnosed earlier, be-
tween the ages of 18 and 25.

The results show that SSc is a chronic dis-
ease with 32.9% of respondents having been
diagnosed with the disease for more than
6 years. The next largest group was found to
be patients whose disease diagnosis had been
known for three to 4 years — 27.6%.

Diagnostic difficulties in SSc patients are
the reason for the significant delay between the
onset of the first symptoms and when a formal
diagnosis is made. In the study group, 19.7%
were people who had known the diagnosis
for 5 to 6 years. An identically sized group
of patients, 19.7% , were diagnosed between
1 and 2 years after the onset of symptoms. It
should be emphasised that the first symptoms
and health problems that have been associat-
ed with SSc probably occurred much earlier
in patients, while the time from actual diag-
nosis is relatively short. None of respondents
had a confirmed diagnosis for less than a year
(Tab. 1).

Systemic sclerosis, due to its significant
musculoskeletal involvement, directly affects
the patient’s independence.

m | work full time
| work part time
| do not work

| am on a disability pension
M| am retired

Figure 2. Education level and occupational status of respondents: A. Education level of respondents; B. Occupational status

of respondents
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In this study 55.8% of respondents de-
clared completely independent mobility, while
42.9% of patients specified mobility with the
help of orthopaedic equipment to facilitate
movement, including 12 respondents using an
orthopaedic cane or elbow crutches, and 6.5%
of respondents using an orthopaedic walker.
A wheelchair is a mobility aid for 18 respond-
ents. One person among the respondents is
a bedridden person (Fig. 3B).

Among the main groups, complaints oc-
curring in the course of SSc were identified
as 6 main groups. These included musculo-
skeletal symptoms occurring in 67.3% of re-
spondents, pain affecting 62.3% of respond-
ents. Cardiovascular symptoms in 55.1% of
respondents, respiratory symptoms in 21%
of respondents. Skin lesions in 42.4% of re-
spondents, gastric symptoms in 14.5% of re-
spondents.

In the surveyed population, the survey
revealed the frequency of symptoms report-
ed by the respondents. Among them, 58.4%
of the patients reported experiencing the
disease symptoms as quite frequent, while
32.5% of the participants described them
as very frequent symptoms. This means
that 70 participants out of 77 are signifi-
cantly affected by their illness (Fig. 4A). It
is also significant that none of the partici-
pants reported never experiencing the symp-
toms. They always accompany the patients
to varying degrees. Physical well-being has
a direct impact on mental well-being, which
in turn affects family relationships and so-
cial interactions. Among the respondents,
a positive result is that as many as 84.4% of
respondents reported that the disease did
not affect their family relationships. Three
participants even noticed a positive impact

Table 1. Age at which systemic sclerosis was diagnosed among respondents and time since systemic sclerosis (SSc) dia-
gnosis among respondents

Age 18-25 years of age | 26-35 36-45 46-54 Over 55
years of age years of age years of age year of age

% of respondents 1.3 3.9 46.8 35.1 13

Time since diagnosis 1-2 years 3-4 years 5-6 years More than 6 years

% of respondents 19.7 27.6 19.7 329

M Limited scleroderma
H Generalised scleroderma

m Alone

m With the help of a walking
stick/orthopaedic crutches

 With the help of an orthopaedic walker
In a wheelchair

M Sedentary/lying

Figure 3. Characteristics of the type of sclerosis and the need for orthopaedic supplies of the respondents: A. Forms of systemic

sclerosis among respondents; B. The way respondents move
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of the disease on strengthening their family
bonds (Fig. 4C). Given social interactions,
35 respondents perceived a negative impact
of the disease, which they described as fre-
quent. Moreover, 6.5% of the participants
stated that the disease had a continuous
impact on their social interactions. Rare im-
pact was identified by 28 respondents, while
9 respondents stated that the disease had no
impact on their social interactions.

The respondents specified in which ADLs
they need assistance. The need for assistance
in meal preparation was reported by 76.7%
of the participants. A significant number of
respondents, 46.8%, declared their ability to
independently prepare and take medication.
However, among them, 2.6% stated that they
constantly require assistance, while 7.8% re-

58,4%

H Never mVeryrarely mRarely
Quite often mVery often

M Deterioration of contacts ® No impact
M Improvement of contacts = Other (which?)

ported needing assistance in this activity all the
time or frequently. Household chores are an-
other ADL. Among the surveyed individuals,
13 respondents reported needing permanent as-
sistance in household chores, while a significant
percentage — 48.1% of the patients — stated
that they require frequent help in this regard.
Buying groceries is an activity during which as-
sistance was required all the time or frequent-
ly by 54.6% of the respondents; 22 individuals
rarely used this form of assistance. In terms
of doing shopping, 15.6% of the respondents
reported not needing any assistance. Moving
around the home is another activity that can be
difficult for SSc patients. Permanent assistance
is required by 26% of respondents, frequent use
of assistance is declared by 5.3%. Assistance is
used rarely or not at all by 92% of respondents.

m Never mVeryrarely mRarely
Quite often M Very often

H All the time  m Often

 Rarely Not at all

Figure 4. Emotional wellbeing of patients with systemic sclerosis: A. Frequency of perceived symptoms among respondents;
B. How often do the experienced symptoms disrupt work among respondents?; C. Impact of the disease on family interactions
of respondents; D. The impact of physical wellbeing and emotional wellbeing on social interactions of the respondents
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m All the time = Often
™ Rarely Not at all

m Very good

m Good

™ Neither good nor bad
Bad

M Very bad

| do not go out
M Less than once a month
= Once a month
Once a week
M Several times a week

HYes m No m Partially

Figure 5. Social activity of respondents: A. Perception of loneliness among respondents; B. Frequency of leaving home among
respondents; C. Assessment of own health status among respondents; D. Perception of life fulfilment among respondents

Moving outside the home can pose great-
er difficulties, as indicated by the results where
8 respondents require permanent assistance
in this regard. Moreover, 20.8% of the partici-
pants described their need for such assistance
as frequent. Maintaining personal hygiene is
an important activity that affects the wellbeing
of the body and the wellbeing of the patient.

Permanent assistance with hygiene is re-
quired by 3.9% of respondents, while 11 re-
spondents stated that they need frequent as-
sistance. A higher percentage of respondents,
45.5%, indicate that they do not currently
require assistance in maintaining personal hy-
giene, while 37.7% of respondents reported
rarely relying on assistance. Putting on and
taking off clothes is a seemingly simple activity

for healthy people. Among SSc patients, 2.6%
of the respondents require permanent assis-
tance, while 9 respondents frequently rely on
assistance. Patients strive to remain independ-
ent in basic ADL for as long as possible, as re-
flected in the survey results. According to the
survey, 41.6% of the respondents rarely rely on
assistance when dressing up, while 44.2% do
not require any assistance in this regard.

Using the toilet is one of the very intimate ac-
tivities identified in this questionnaire, the results
show that patients want to remain independent
in this activity for as long as possible. Therefore,
71.4% of respondents do not require assistance,
19.5% rarely use assistance. Frequent assistance,
or permanent assistance, is declared by 6 respond-
ents. All the results are given in Table 2.
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Table 2. Frequency of use of assistance in activities of daily living

Preparation . . . .
Meal and admini- Doing the | Doing Moving Mov!ng Personal | Dres- Use
prepara- . house- shop- around | outside the . . of the
. stration of . . hygiene |singup |, .
tion . work ping the flat | residence toilet
medication
All the time |5.2% 2.6% 16.9% 18.2% |2.6% 10.4% 3.9% 2.6% 2.6%
Often 271.3% |7.8% 48.1% 36.4% |5.2% 20.8% 14.3% 11.7% |5.2%
Rarely 49.4% [42.9% 28.6% 28.6% |40.1% |28.6% 37.7% 41.6% [19.5%
Notatall |18.2% |46.8% 6.5% 15.6% [51.9% |40.1% 45.5% 442% | 71.4%

Questions about feelings of loneliness,
frequency of leaving home, assessment of
one’s own health status and feelings of life
fulfilment among respondents were also im-
portant points in the survey. Systemic scle-
rosis can affect all these areas of life. Lone-
liness and depression are rarely or not at all
felt by 66.2% of respondents. Unfortunately,
a sense of loneliness and depression often or
constantly occurs in 33.8% of the respond-
ents (Fig. SA). Following that, the frequency
of leisure outings is also varied among the re-
spondents. There were 10.4% of respondents
who did not leave their homes for recreational
purposes. Moreover, 32.3% of the respond-
ents reported going out for recreational pur-
poses less than once a month. More than once
a week, 2 individuals among the respondents
engage in recreational activities (Fig. 5B). The
self-assessment of health status revealed that
unfortunately no one rated their health as very
good. Their health status was rated as very bad
or bad by 36.4% of respondents. A significant
majority, 59.7%, rated their health as neither
good nor bad, while only three respondents
rated their health as good (Fig. 5C). The re-
spondents were also asked about their feelings
of fulfilment in life. Partial fulfilment was felt
by 57.1% of respondents. Furthermore, 31.2%
of the respondents reported feeling fulfilled in
life. Lack of life fulfilment among respondents
is felt by 9 respondents (Fig. SD).

DISCUSSION

Research shows that SSc is a disease that
affects patients’ ADL to varying degrees. It
penetrates both the patient’s physical sphere,
gradually limiting his or her independence, but
also his or her mental sphere.

The majority of respondents were wom-
en. The questionnaire was completed by
55 women and 22 men. Systemic sclerosis is
diagnosed more frequently among women

Rheumatology Forum 2023, vol. 9, No. 3

than men. These results are consistent with
epidemiological data indicating a 3-8 times
higher susceptibility to illness among women
compared to men [3-5] (Fig 1A). The age at
which SSc is most commonly diagnosed is be-
tween 30 and 50 years of age [2, 6]. This fact
was confirmed by the respondents’ answers to
the question about the age at which the disease
was diagnosed in them. Among 46.8% of the
respondents, 36 individuals, systemic sclero-
sis was diagnosed between the ages of 36 and
45.1In 35.1% of respondents, 27 people, the di-
agnosis was made between the ages of 46 and
55. Systemic sclerosis is a chronic disease, and
this is confirmed by the results of this survey
as well. In the survey as many as 32.9% of the
respondents (25 individuals) reported having
the disease for more than 6 years. The length
of patient survival depends on the form of the
disease and its dynamics. The prognosis for
systemic sclerosis is generally serious. It is es-
timated that 55% to 80% of patients survive
ten years [7].

A larger portion of the respondents in
this survey, 54.5% (42 individuals), have been
diagnosed with dSSc . Almost half, 45.5%, of
respondents struggle with 1SSc. These data are
in contrast to literature data indicating a high-
er prevalence of 1SSc [8].

When analysing these discrepancies, it
is worth noting that the surveyed group were
patients of a unit specialising in the diagnosis
and treatment of systemic sclerosis, which may
have resulted in a “negative selection of pa-
tients” by accepting more severe and advanced
forms of the disease. This fact significantly in-
fluenced the prevalence of different forms of
the disease in the group described.

Systemic sclerosis is a chronic and pro-
gressive disease. Patients’ awareness of the se-
quelae of systemic sclerosis and their current
health status have an impact on their depressed
mood. These data are in line with the results of
this study, where as many as one third of pa-



tients feel lonely and depressed. In this study,
physical well-being and emotional well-being
were shown to have a significant effect on so-
cial interactions. Patients with systemic scle-
rosis are significantly more susceptible to de-
pressive disorders, according to research. The
percentage of patients with depression among
those with rheumatological conditions is high-
er than the percentage of individuals with de-
pression in the general population [9]. These
observations align with the existing literature,
which indicates a significant reduction in the
quality of life among individuals with SSc.

Thirty-five individuals, 45.5% of respond-
ents, state that their current health status often
affects their interactions with friends. The dis-
ease has caused them to limit their contact with
the external environment, and most often they
spend their time in a familial environment. For
the respondents, the disease has an impact on
social relationships and social life. These ob-
servations are in perfect agreement with the
results of a large Italian study showing a signif-
icant reduction in the social life of SSc patients
[10]. The largest number of respondents also
rely on family support. A total of 65 individ-
uals responded that they use the help of their
wife/husband, parents or children.

Assistance is necessary given the compli-
cations associated with systemic sclerosis, which
gradually limit the patient’s independence in
performing ADLs. The complications experi-
enced by SSc patients are related to the form
they have been diagnosed with. Each of these
complications also affects the quality of life of
SSc patients [11]. Despite the discomfort expe-
rienced, 55.8% of respondents (43 individuals)
move independently. However, as shown in the
literature, individuals with systemic sclerosis
significantly less frequently engage in physical
recreational activities, which further contrib-
utes to a sense of reduced quality of life [12].

In this study, it was found that 37.7% of
the respondents are employed, including 26%
(20 individuals) working full-time. These data
are consistent with the findings of a study
from Sweden, which indicated a similar fre-
quency of full professional activity among
SSc patients. These data are in line with the
results of a study from Sweden indicating
a similar frequency of full professional activity
of SSc patients [13]. Restrictions on the abil-
ity to perform gainful employment and social
roles, which are also related to the mismatch
between jobs and the needs of the employee.
Despite their disability, patients strive for in-

dependence and self-sufficiency by taking up
employment (Fig. 4B). The impact and signif-
icance of occupational work have been raised
in an article discussing nursing care for pa-
tients with functional impairments. This study
highlighted the positive impact of occupation-
al work on reducing feelings of isolation and
improving the quality of life for individuals
across different age groups [14].

However, the factors limiting the ability to
perform gainful employment still remain the axial
symptoms of SSc, such as damage to the respirato-
1y system, musculoskeletal system and weakness.

There are also symptoms that cause dis-
comfort and affect the emotional and phys-
ical well-being of the patient; however, these
symptoms do not limit physical activity. The
majority of the respondents, despite being di-
agnosed with systemic sclerosis, try to main-
tain a positive outlook on life and appreciate
their current health status, which may deteri-
orate at varying rates as the disease progress-
es. When asked about their health, the ma-
jority of respondents described their health
as “neither good nor bad”. The majority of
respondents also feel fulfilled in life and such
results can be seen as a positive. Despite the
difficulties and negative assessments related
to their own health and life, the research re-
vealed that these respondents are a minority
of individuals.

CONCLUSIONS

The survey results allow the following
conclusions to be drawn:

1. Patients diagnosed with systemic sclerosis
do not feel the impact of the disease on
family interactions.

2. A chronic disease such as systemic sclero-
sis negatively affects the wellbeing of pa-
tients. Patients gradually limit social inter-
actions and leisure outings.

3. Patients most often benefit from assistance
during work-related activities that require
the use of muscular force and activation
of the musculoskeletal system. Most of-
ten they need help with various household
chores and grocery shopping.

4. Patients wish to remain independent for as
long as possible despite their deteriorating
health and physical limitations. This is par-
ticularly true in the area of self-care and
self-grooming.

5. The occupational status of the respondents
also shows that patients try their best not to
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give up their ADLs for as long as possible.
Therefore, a large proportion of respond-
ents continue to take up professional work.
Certainly, the type of work performed and
the progression of the disease do not al-
ways allow patients to continue working in
their profession, so a significant portion is
currently on disability pension.

6. Systemic sclerosis is a chronic disease. Its
course and the symptoms that patients
experience have a huge impact on their
ADLs. The more advanced the stage of
the disease, the more the patient’s ADLs
decrease.
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