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Abstract

Systemic sclerosis is a progressive fibrotic autoimmune disease which mainly affects young women causing fibrosis of
the skin and internal organs. In systemic sclerosis patients, facial and hand alterations are significant as these may have
an impact on body image. In fact, systemic sclerosis could cause disfigurement of the most visible parts of the body,
hindering self-confidence and quality of life. Therefore, the assessment of body image in systemic sclerosis is crucial
in order to optimize a tailored care of the patient. In the near future, the creation of a pathway involving dedicated
specialists (psychologists, physiotherapists, dermatologists, and plastic surgeons) should become an integral part of the

disease management.
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The “Scleroesthet study” by Farhat et al.! raises an impor-
tant issue which is an unmet need in systemic sclerosis
(SSc). This study reported that SSc patients referred worse
perception of aesthetic impairment, especially those with
facial involvement and pitting scars. This evidence pro-
vides us the opportunity to focus on the importance of aes-
thetic impairment, mainly affecting young SSc women
between the age of 35 and 60. In fact, SSc is a fibrosing
disease resulting in widespread fibrosis of the skin and
internal organs, melanoderma, facial disfiguration caused
by skin thickening and teleangectasias, and hand deforma-
tions brought on by digital retraction and ulcers.? Typical
scleroderma facies is characterized by loss of expression
(amimic facies), loss of the nasolabial fold and accentua-
tion of perioral wrinkles, smoothed wrinkles of the fore-
head, microstomia with reduced mouth opening, and
progressive wasting of neck and temporal muscles.?
Regarding the hands, patients frequently experience digi-
tal edema (“pufty fingers”) and pitting scars, telangiecta-
sias, subungual hyperkeratosis, abrasions, and fissures.
As the disease progresses, patients develop digital
fibrosis (sclerodactyly), subcutaneous calcinosis, and
eventually digital ulcers which may lead to digital amputa-
tion. Furthermore, digital atrophy may occur, which is

characterized by a localized thickening and tightness of the
skin of the fingers with a claw-like appearance and spindle
shape of the affected digits.** Disfigurement mostly affects
parts of the body which are at the core of interpersonal
relationships, significantly reducing comfort, aesthetics,
and self-confidence.®” The physician is usually concen-
trated on addressing the severity of the disease, evaluating
organ function and counteracting disease progression. This
may lead to neglecting the facial and digital skin altera-
tions which have a deep impact on the quality of life of the
patient. SSc modifies the patient’s perception of the dis-
ease and alters personal body image,®!' which is defined
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as a mental image of both physical and psychological per-
sonality that a person has of themselves and others.'?

It is well known that body image alteration is not only
an aesthetic impairment but also represents a more com-
plex condition, especially in young SSc patients due to its
impact on physical appearance.'*!* Despite the importance
of this issue affecting SSc patients and the growing interest
in aesthetic procedures, which address some disfiguring
diseases, no consensus has been reached regarding the
application of aesthetic medicine and plastic surgery in
this disease. In the last 10years, many surgical and non-
surgical options have been tested in SSc and localized
Morphea, with either interesting or contradicting
results.’>! Among non-surgical approaches, hyaluronic
acid injections have been shown to be effective, both
enhancing mouth mobility and skin elasticity; however,
the effect is limited due to reduced bioavailability of
materials.!”

The use of botulinum toxin has been suggested to
improve facial appearance by reducing muscle tension,
despite the lack of improvement in tissue atrophy.'s
Phototherapy has been suggested to treat microstomia in
selected patients; however, no functional improvement has
been observed.'>? Among surgical approaches, the most
interesting technique is the autologous adipose tissue
grafting, which is an innovative source of mesenchymal
stem cells, suitable for cell-based therapy in regenerative
medicine.?! In fact, adipose-derived stem cells are similar
to bone marrow-derived stem cells and differentiate into
multiple mesodermal tissue types. In addition to their
functional properties, acting as filler, these cells have
immunomodulatory properties and secrete angiogenic fac-
tors which trigger tissue repair.?>2* In the last decades,
autologous fat grafting has been proposed both for aes-
thetic (filling/correction) and functional (regenerative)
purposes in SSc-related mouth and hand complications, in
particular, for skin atrophy linked to morphea, fibrosis of
perioral skin, and long-lasting DUs. This procedure is con-
sidered safe because it is an autologous fat transfer, neither
immunogenic nor carcinogenic and also well tolerated by
patients, thanks to a specific sedation protocol. However,
the procedure has some limitations such as chronic skin
inflammation, the need of corticosteroid and/or immuno-
suppressive drugs, and the reduced availability of adipose
tissue in SSc patients.?28 Moreover, transferred fat reab-
sorbs over time; therefore, the procedure needs to be
repeated in order to maintain the results in SSc patients.
However, with the innovative introduction of LipoBanks®,?
which stores fat samples obtained with a single procedure
of fat aspiration, the scenario is going to be revolutionized.
The introduction of LipoBanks allows a single procedure
of lip aspiration and then fat sample is stored, significantly
reducing both physical and psychological stress in patients.

Despite several studies suggesting the use of fat graft-
ing for treating mouth and hands in SSc patients, different

results have been reported depending on the type of
patients treated, surgical techniques, different protocols,
and outcomes.?>>? For this reason, no shared consensus
has yet been reached. However, in our experience, regen-
erative medicine represents a promising approach to SSc
acestethic issues concerning alteration of hand and face. In
fact, we believe that a specific pathway should be imple-
mented in daily clinical practice to create more awareness
while treating SSc patients, particularly in young women,
in order to prevent or limit face and body disfigurement
together with organ complications. Therefore, every clinic
devoted to SSc patients should have a protocol for the
preservation of personal body image, addressing aesthetic
impairment and consequent body image dissatisfaction,
proposing strategies to maintain or recover physical
appearance.

In the last decade, our Scleroderma Unit focused on
aesthetic impairment in SSc patients and collaborated with
plastic surgeons. Our clinical practice devised a specific
aesthetic protocol involving rheumatologists, plastic sur-
geons, psychologists, physiotherapists and occupational
therapists, as well as dermatologists (Figure 1). After being
admitted to the Unit, each patient undergoes routine clini-
cal investigations and imaging of hand and facial altera-
tions. The rheumatologist provides an overall evaluation
of the severity and impact that hand and facial alterations
have on the quality of life, body image, and psychological
well-being of each patients through validated question-
naires, in particular, the FACE-Q tools,** the Rosenberg
Self-Esteem Scale,®* the adapted Satisfaction with
Appearance Scale,'* and the Hospital Anxiety and
Depression Scale.’> Moreover, the perception of disability
was measured by the Health Assessment Questionnaire’®
and by the Mouth Handicap in Systemic Sclerosis scale.?’
The following step consists in a psychology interview with
the patient to improve awareness and acceptance of the
disease. Each patient is also evaluated by a specialized
physiotherapist for planning hand and face rehabilitation
so as to safeguard and enhance the function of the affected
areas. In the case of severe hand involvement, a meeting
with an occupational therapist is scheduled to evaluate
hand functionality and program a protocol which entails
the use of assistive devices. Finally, the results of the rheu-
matological examination, patient questionnaires, and pho-
tographic documentation collected are discussed in a
multidisciplinary clinic with dermatologists and plastic
surgeons for a more tailored therapeutic strategy.

In the next future, all scleroderma clinics should share a
similar multidisciplinary program, making this an integral
part of the disease management. This approach may foster
patient’s compliance by benefiting mood and quality of
life.

In conclusion, the importance of aesthetic impairment
in SSc patients is a growing unmet need which should be
taken into consideration by rheumatologists and other
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Figure |. The clinical pathway of the patient for the aesthetic program is managed by seven healthcare professionals who are

coordinated by the rheumatologist.

Each professional has strong experience in rheumatic diseases, in particular in the treatment of scleroderma patients. For the correct management
and the best effectiveness of the treatment, the contribution of every specialist is necessary to tailor the optimal treatment.

specialists, being aware that aesthetic medicine and plastic
surgery may have an important role on the well-being and
quality of life of SSc patients.
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