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Abstract

Objective: The aim of this study was to describe the epidemiological, clinical
and therapeutic features of systemic scleroderma at Cocody UTH. Metho-
dology: We conducted a retrospective and descriptive study over a period of
10 years (September 15, 2008 to April 15, 2019) on the files of patients hospi-
talized for systemic scleroderma in the rheumatology unit of the UTH of Co-
cody. We used the classification criteria of the American Society of Rheuma-
tology (1980) to retain the diagnosis. Results: Nineteen patients’ files had
been collected, representing a hospital frequency of 0.32%. The average age
was 37.25 * 13.82 years old. There were 15 women and 4 men. The average
consultation time was 26.44 months. The mode of revelation of the disease
was mostly cutaneous and articular. All patients had cutaneous sclerosis (av-
erage Rodnan score = 27.63/11.61 (min = 4, max = 49).) Scleroderma was
diffuse in 70.59% of cases; a Raynaud’s phenomenon was seen in 47.37%.
The main clinical manifestations were: cutaneous (100%), articular (89.47%),
pulmonary (57.89%) and digestive (63.16%). No renal damage was found.
Pulmonary fibrosis (5 cases), pulmonary arterial hypertension (3 cases) and
pericardial effusion (2 cases) were sometimes founded in explorations. The
positivity of antinuclear antibodies (ANA) was seen in 72% of patients and
anti scl70 antibodies in 42.85%. The treatment included corticosteroids and
immunosuppressants, respectively used in 84.2% and 63.16% of cases. The
outcome was marked by 5 cases of death attributed to respiratory distress.
Conclusion: Systemic scleroderma seems to be a very rare condition in Ivo-
rian rheumatology milieu. The main systemic manifestations were digestive
and pulmonary. Treatment was very often symptomatic sometimes associated
with D-penicillamine.
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1. Introduction

Systemic sclerosis (SSc¢) is a rare autoimmune disease in which: three entities coex-
ist: vasculopathy, activation of the immune system, and fibrosis [1].

The prognosis of this condition is highly variable and is associated with high
mortality [2] [3].

There are two main forms depending on the cutaneous extension: limited forms
and diffuse forms. Whatever its type, the SSc is associated with a significant risk
of visceral involvement, particularly digestive, pulmonary, cardiac or renal, which
significantly reduces survival [4] [5].

The objective of this work was to describe the epidemiological, clinical, im-
munological and therapeutic characteristics of SSc in the rheumatology depart-
ment of UTH at Cocody.

2. Material and Method

This was a descriptive and retrospective study including 19 cases of systemic scle-
roderma diagnosed over a 10-year period (September 15, 2008 to April 15, 2019)
involving inpatient records for a scleroderma at the Rheumatology Department
of the University Teaching Hospital (UTH) of Cocody-Abidjan. The American
Society of Rheumatology (1980) classification criteria were used to retain the di-
agnosis. The diagnosis was essentially clinically-based. Systemic Scleroderma SSc
has been designated as limited or diffuse depending on the extent of skin in-
volvement using the method described by LeRoy et al.
- Diffuse cutaneous form: cutaneous involvement of the roots of the limbs and
trunk;
- Limited cutaneous form: limited cutaneous involvement at the extremities
(up to the elbows and knees).

Limited SSc has been defined as skin fibrosis confined to the tip areas below
the elbows and below the knees.

The diffuse SSc was that involving the proximal extremities or the trunk under
the clavicles. All medical records that did not meet these criteria were excluded
from the study as were localized scleroderma (Morpheus) cases.

We collected cutaneous, articular, gastrointestinal, pleuropulmonary and car-
diovascular manifestations. Renal impairment has been defined for proteinuria
greater than 0.5 g/24 h with or without creatinine disturbance (rate greater than
16 mg/l). The search for autoantibodies has also been performed in some pa-

tients.

3. Results
3.1. Sociodemographic Aspects

The hospital frequency was 0.32%.
There were 15 women and 4 men with a Sex ratio (M/F) = 0.36.
The average age was 36.84 + 14.33 years (minimum = 22, maximum = 73).

The majority of patients (68.42%) were under 40 years of age at diagnosis.
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3.2. Clinic

The main complaint was most often cutaneous and articular (64.4%, 52.94%). The
average consultation time was 35.26 months (Min 2 months, Max 108 months).

The main general signs were: weight loss (89.47%); asthenia (63.16%); fever
(57.83%), anorexia (52.63%).

Skin and joint involvement were common (Table 1).

The cutaneous lesions and their topography are respectively listed in Table 2
and Table 3.

Cutaneous sclerosis was constant (Figure 1 and Figure 2).

The average Rodnan score was 27.63/11.61 (min = 4, max = 49).

Scleroderma was diffuse in 12 cases (70.59%), limited in 5 cases (29.41%).

Inflammatory arthralgia was the main complaint of the joints (89.47%) fol-
lowed by deformities and synovitis (21.05%).

Muscle damage was observed in 8 cases (47.36%) (4 cases of myalgia and 5
cases of muscle weakness more often proximal).

Digestive complaints were frequent (63%): 8 cases of dysphagia, 5 cases of ep-
igastralgia and 5 cases of gastro-oesophageal reflux. There was no paraclinical
investigation performed(Oesogastroduodenal fibroscopy).

Dyspnea was the main complaint of the lungs (9 cases) followed by cough (5
cases). The lesions found in chest imaging are challenged in Table 4.

The chest x-ray was abnormal in half of the patients who performed it (7/15
cases); PID (4 cases) and fibrosis (5cas) were the main lesions observed (Table 4).

3 cases of fluid pericarditis were observed.

3.3. Immunology

The Immunological profile has been described in Table 5.

Figure 1. Lifting aspect of the face and speckled discchromia on the
neckline and arms.
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Figure 2. sclerodactily.

Table 1. Clinical manifestations observed.

Cutaneous 19 100%
Articular 17 89.47%
Clinical manifestations Digestive 12 63.16%
observed (n = 19) Pulmonary 11 57.89%
Vascular 9 47.37%
Muscular 8 42.11%

Table 2. Cutaneous manifestations.

Type of cutaneous manifestations (n = 19) Frequency Percentage %
Cutaneous sclerosis 19 100
Sclerodactyly 14 73.68
Microstomia 8 42.10
Ulcers 8 42.10
Edema 7 36.84
Speckled achromia 7 36.84
Drought 5 26.32
Digital ulceration 5 26.32
Subcutaneous calcinosis 4 21.05
Induration 3 15.79
Raynaud’s syndrome 9 47 36
Cutaneous sclerosis was constant.
Table 3. Topography of skin damages.
Topography of skin damages (n = 19) Frequency Percentage %
Face 12 63.16
The whole body 10 52.63
Upper limbs 10 52.63
Fingers 10 52.63
Legs 7 36.84
Chest 6 31.58
Abdomen 3 15.79
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Table 4. Chest imaging.

Chest imaging Damages Frequency
Fibrosis 1
Pleuritis 2
Chest X-ray (n = 15)
Interstitial pneumonitis 4
Normal 8
Chest CT scan (n = 4) PAH (pulmonary' arter'ial hypertension) 2
K Fibrosis 4
Cardiac Doppler ultrasound R .
Pericarditis 3

Table 5. Immunological profile of scleroderma.

Immunology Results Frequency
Positive 8
Anti-nuclear antibodies (n = 9)
Negative 1
Positive 3
Anti Scl 70 antibodies( n = 7)
Negative 4
Positive 1
Native anti DNA antibodies( n = 7)
Negative 6
Table 6. Treatment.
Treatment Frequency
Oxygen therapy 5
Acupan 2
Paracetemol 1
Analgesic (n = 13) Tramadol 9
Level 1 and 2 analgesic 1
morphine 1
Methylprednisolone and 6
prednisone relay
Symptomatic treatment
ymp Corticotherapy (n = 16) Prednisone 18
Calcium chanel inhibitor 5
PPI (proton pomp inhibitor) 12
Colchicine 2
Phosphodiesterase type 5
s 2
inhibitors
Topic (ointments, creams) 9
Piascledine 5
D-penicillamine 7
Methotrexate 5
Basic treatment Hydroxychloroquine 1
Azathioprine 1
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3.4. Treatment

The main treatments for scleroderma are summarized in Table 6.

Treatment included corticosteroids and immunosuppressants, which were used
respectively in 84.2% and 63.16% of cases. In peripheral vascular disease were
administered calcium channel blockers in 36% of cases.

Gastrointestinal disorders were most often treated with proton pump inhibi-
tors (63.15%).

The outcome was marked by the death of 5 patients including 4 cases by res-
piratory distress. Six patients were lost to follow-up.

Eleven patients benefited from a basic treatment, drugs were as follows:

D-Penicillamine (n = 7), Methotrexate (n = 5), Azathioprine (n = 1), Hydrox-

ychloroquine (n = 1).

4. Discussion

Scleroderma seems to be a rare disease [4] [5] [6] [7] [8]. Over a period of 11
years, we collected 19 case files, representing a hospital frequency of 0.32%. Diop
[6] had found 117 cases over 16 years in the Dermatology Department of UTH
Le Dantec in Senegal, Ouedraogo [7] in Burkina Faso and Yedomon [8] in Benin
had respectively recorded 14 cases in 6 years and 20 cases in 9 years.

Our results confirm the female predominance [4] [6] [7] [8], our sample in-
cluded 14 women (87.18%) for 5 men (12.82%) or a sex ratio of 0.34.

The average age was 36.35 * 13.82 years old with extremes of 22 and 73 years.
Most of the patients (68.42%) were less than 40 years old at diagnosis was made.

In children, systemic scleroderma is rare. It represents less than 2% of the cas-
es seen in the major studies [8]. All human races are concerned. Systemic scle-
roderma is more common in black women than in white women [8].

The diagnosis of scleroderma is essentially clinically based, recognizing early
signs, particularly progressive Raynaud’s syndrome, sclerodactyly, evocative vis-
ceral (pulmonary, renal or cardiac) involvement [9]. The symptomatology is po-
lymorphic.

The discovery circumstances of the disease in our study were dominated by
mucocutaneous signs (100%) with diffuse sclerosis in almost all patients 87.18%,
sclerodactyly in 73.68%, speckled dyschromia in 42.10%. These results were dif-
ferent from those obtained by DIOP [6] (85.5% for speckled dyschromia, and
29% diffuse sclerosis).

Diffuse scleroderma are more common among black Afro-Americans than in
the Caucasian population [4].

The speckled dyschromia are more visible on black skin and very characteris-
tic of systemic scleroderma in Black [4]. They have an essential and incontesta-
ble diagnostic value.

Raynaud’s syndrome was noted in 47.36% of our patients. Binan [4] reported
a significantly higher frequency of 80% in his study. Considered as an inaugural
element in SSc in European studies, Raynaud’s syndrome seems less common in

our study. This rarity of Raynaud’s syndrome is explained by the warm climate
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in our countries [4] [8] [10].

The osteo-articular signs were frequent, marked by arthralgias (89.47%), syn-
ovitis (21.05%) and muscular signs in 47.36%.

DIOP [6] reported 55.5% of arthritis and 24.8% of muscle deficit. It is noted
that there was no particular specificity with respect to the literature.

The general signs were constant, especially an altered general state (89.14%).
weight loss of at least 10% of the basic weight is known to be a severity criterion [5].

The diagnosis of SSc was discussed clinically in the majority of cases in our
study; only 9 patients performed the immunological assessment. The positivity
of Anti-nuclear autoantibodies (ANA) in our patients was 72%, and anti scl70 in
42.85%. Anti-nuclear autoantibodies (ANA) are found in approximately 90% of
SSc patients [11]. The SSc-specific autoantibodies most commonly encountered
are anticentromere antibodies (ACA), anti-topoisomerase I (ATA) (also called
Scl 70) and anti-RNA polymerase III (ARA) [4].

The outcome of SSc is often laced with visceral complications that can be
life-threatening. The prognosis differs according to the type of scleroderma.

The visceral complications are rather late in the limited SCS, unlike the diffuse
form where the visceral risk is early (first two to three years of the disease) [5].

The digestive disorders were frequent (63.1% of the cases), they were domi-
nated by the damage of the esophagus (gastro-oesophageal reflux and dyspha-
gia). DIOP [6] reported 49.6% of cases of GERD.

Gastrointestinal (GI) involvement is the third most common manifestation of
SSc after cutaneous fibrosis and Raynaud’s phenomenon in both diffuse (dSSc)
and cutaneous-limited scleroderma (cISSc) [12].

It can affect any part of the digestive tract from the oral cavity to the anal
sphincter [5] [13] [14].

Gastrointestinal involvement during SSc is the cause of 10% of deaths after
renal, interstitial lung disease (ILD) and PAH [15].

Regarding pleuropulmonary involvement; the chest X-ray was abnormal in
half of the patients who performed it; interstitial lung disease (ILD) and pulmo-
nary fibrosis were the main damages observed.

In the Binan study [4], almost the half of patients (50%) also had pulmonary
fibrosis on the chest CT scan. Thoracic computed tomography (CT) allows the
early detection of a ILD [4].

The ILD of scleroderma remains asymptomatic for a long time. On the other
hand, the auscultation of the pulmonary bases reveals early crackling rales.

Dyspnea and dry cough are the main symptoms. The evolution of ILD is un-
predictable, hence the value of regular monitoring [5].

The functional respiratory tests (FRT) make it possible to appreciate the se-
verity of the restrictive syndrome [16] [17].

Cardiovascular involvement was often unknown in our study, making it dif-
ficult to estimate the true frequency.

The cardiac involvement of SSc conditions the prognosis of the disease. All

the cardiac layers can be reached [4] [5].
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Pulmonary artery hypertension (PAH) is the major fear of the SSc [17].

It is also a common cause of death in scleroderma [18]. Two cases of PAH
were diagnosed in our study.

An early diagnosis is associated with a better survival [16], and hence the in-
terest of an annual cardiac ultrasound-doppler in any patient with SSc even in
the absence of suggestive symptom of PAH [19].

There was no renal impairment in our study. In the Binan study [4], 13% of
patients had nephropathy but no scleroderma kidney crisis.

Scleroderma kidney crisis is the most severe form of kidney disease [20] [21].
The use of steroids at doses greater than or equal to 15 mg/24 h increases the
risk of developing an acute scleroderma kidney crisis by eightfold. Conversely,
D-penicillamine may have a protective action [22].

SSc is often associated with other connective tissue diseases such as Sjogren’s
syndrome, polymyositis, polydermatomyositis, rheumatoid arthritis, systemic lu-
pus erythematosus, etc., thus realizing the overlap syndrome [4]. In our study we
had recorded a case of sclerolupus.

In general, the treatment of our scleroderma patients was more often symp-
tomatic, according to the reported complaints: proton pomp inhibitor (PPI), cal-
cium channel inhibitor, analgesic, ointments, oxygen therapy.

Corticosteroids, PPIs associated with D-penicillin, have been prescribed in
almost all patients.

New therapies (prostacycline, antiendothelin, esterase inhibitor) are known to
improve cardio-respiratory involvement [4] [5].

However, the treatment of the SSc remains disappointing [4] [5].

In our study, the mortality rate was 26.31%. The causes of death were mainly
observed in the diffuse forms (4 cases). These results were significantly higher
than those of DIOP [6]. Cardiopulmonary failures with pulmonary arterial hyper-
tension and pulmonary fibrosis account for 70% of the causes of death [5].

The early identification of the main prognostic factors of this disease is a ma-
jor challenge in order to improve the therapeutic management and survival of
these patients [4] [5].

The visceral involvement of SSc, mainly cardiac with PAH, pulmonary with
fibrosis, renal with acute renal crisis, digestive with malnutrition are the four
main visceral disorders that are life-threatening. Today, their treatment remains

essentially symptomatic [5].

5. Conclusions

SSc is a rare condition that affects women more than men.
Cardiorespiratory visceral complications are more frequent in the diffuse sys-
temic form and they were the main causes of death in our patients.

The treatment was mainly symptomatic.
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