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scleroderma [3,4,6].

This disease is chronic and the cause is still unknown 
[3,4,7]. The prevalence of this patient is relatively low 
with 50-300 cases per 1 million population and an in-
cidence of 2.3-22.8 cases per 1 million population per 
year, as well as a risk to women is higher than men with 
a 3:1 ratio, the majority of which are 30-50 years-old [8]. 
In America, the incidence of scleroderma is 9-19 cases 
per 1 million population annually with a prevalence of 
286 cases per 1 million population per year [9].

In general, scleroderma is divided into two major 
groups, namely localized scleroderma/morphea and 
systemic scleroderma (SSc). Morphea usually only af-
fects the skin although it can spread to muscles, joints, 
and bones but does not affect other organs. Meanwhile, 
systemic scleroderma is the most serious form of this 
disease which can affect the skin, muscles, joints, blood 
vessels, lungs, kidneys, heart, and other organs. System-
ic scleroderma is divided into limited cutaneous system-
ic sclerosis (lcSSc) which usually presents with gastroin-
testinal symptoms and/or pulmonary hypertension that 
progresses more slowly; and diffuse cutaneous systemic 
sclerosis (dcSSc) which can affect the lungs, heart, renal, 
gastrointestinal tract and usually more aggressive.

The management of scleroderma itself is a challenge 
for clinicians. Current management is based on the type 
of scleroderma and multidisciplinary. Various treatment 
options are selected based on the affected organ [4,5]. 
Management of the patient is only to reduce or elimi-
nate complaints and improve organ function, but can-
not cure the patient [5]. An assessment of the patient’s 
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Abstract
Scleroderma (systemic sclerosis or SSc) is a connective tis-
sue disease of unknown cause, characterized by skin and 
visceral organs fibrosis and microvascular abnormalities. 
The prevalence of these patients is relatively low with 50-
300 cases per 1 million population and the incidence of 2.3-
22.8 cases per 1 million population per year. The risk for 
women is higher than men with a ratio of 3:1 and majority 
age 30-50 years. Diagnosis is based on clinical features and 
investigations. Management in patients to reduce or elimi-
nate complaints and improve organ function but cannot cure 
patients.

Case: Reported a case of diffuse cutaneous sitstemic 
scleroderma (dcSSc) with secondary infection in a 25-year-
old woman. Diagnosis is based on American College of 
Rheumatology (ACR)/European League Against Rheuma-
tism (EULAR) criteria which include serological components. 
Furthermore, an assessment of disability and function of the 
patient is performed using the Scleroderma Health Assess-
ment Questionnaire (SHAQ). Treatment for the skin using 
topical antibiotic and vaseline album. Whereas the systemic 
treatment with vasodilators, immunosuppressive, antifibrot-
ic, and proton pump inhibitors.
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Introduction
Scleroderma or systemic sclerosis is an autoimmune 

connective tissue disease characterized by excessive 
collagen build-up around the capillaries and affected 
tissues, such as the skin, lungs, heart, esophagus and 
kidneys [1]. The word scleroderma means “hard skin”, 
[2-5] and crusting is the main symptom in all types of 
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The working diagnosis in this patient was diffuse sys-
temic scleroderma with secondary infection based on 
physical examination. The assessment of the patient’s 
disability and function was carried out using the Sclero-
derma Health Assessment Questionnaire (SHAQ) on the 
first day of treatment with a score of SSc HAQ 2, the 
interpretation of the results is that it is very difficult to 
carry out daily activities accompanied by very disturbing 
pain. Topical management for the skin is given mupiro-
cin 2% cream every day and night which is applied to the 
skin with ectima, and vaseline album every morning and 
evening which is applied to the dry skin. Consul of Inter-
nal Medicine, the patient was given oral therapy meth-
otrexate 15 mg/week, clindamycin 4 × 150 mg, and oral 
antihistamine cetirizine 1 × 10 mg. Patients were also 
given fluid therapy, nifedipine 3 × 5 mg, aspilet 1 × 80 
mg, methyl prednisolone 2 × 4 mg, folic acid 1 × 400 
mcg, domperidone 3 × 10 mg, and omeprazole 1 × 40 
mg. Patients are given education to maintain skin clean-
liness by taking regular baths every day (Figure 1, Figure 
2, Figure 3, Figure 4 and Figure 5).

After being treated for 7 days, the patient was al-
lowed to go home with a note to maintain routine con-
trol. On examination, the patient’s general condition 
began to improve, the patient had started to eat small 
amounts of food frequently. Ectima begins to dry out 
even though there is still diffuse sclerosis of the pa-
tient’s skin. The patient’s skin is more moist than when 
she first came to the hospital and can walk slowly with 
a total mRSS of 32. In the second SHAQ assessment, SSc 
HAQ score of the patient is 1 with interpretation of the 
results of a little difficulty in carrying out daily activities 
accompanied by a little pain.

disability and function can be carried out using the 
Scleroderma Health Assessment Questionnaire (SHAQ) 
[10].

The following is a case report of a patient with dif-
fuse systemic scleroderma with secondary infection 
manifestations.

Case Report
A woman, 25-years-old, with hardened skin com-

plaints on her hands, feet, and neck since about 1 year, 
which is getting heavier these 3 months. The patient’s 
skin is getting drier, especially in the areas of the fore-
arms and lower legs, and white or black patches ap-
pear on the head, neck, back, abdomen, arms, and legs. 
The joints are getting stiff and enlarged, especially in 
the ankle area, the fingers, and toes. The patient also 
difficult to open the mouth because it is stiff and the 
neck is difficult to move. There was an abnormality in 
the fingertips which turned pale bluish suddenly when 
the patient had been in the cold for the last 3 months. 
Currently, patients find it difficult to carry out daily ac-
tivities such as walking, eating, and bathing. The patient 
also complained that his skin became scabs, sometimes 
itchy and sore in almost all parts of the body. The pa-
tient also complained of lack of appetite and easily to 
full, so the patient’s weight has decreased by 20 kilo-
grams in the last 6 months. Sometimes the patient feels 
stomach acid rising into the mouth after eating. Other 
complaints were denied. A history like this or a previous 
chronic illness was denied. Family history of similar ill-
ness was denied.

On physical examination, the general condition was 
moderate, compos mentis, with blood pressure 90/60 
mmHg, pulse 97 beats/minute, respiration 20 times/
minute, and temperature 36.8 °C. On oral examination, 
a 2-finger trismus was found so that the teeth and oral 
mucosa were difficult to assess. Generalized dermato-
logical examination showed xerotic skin with ectomy 
in the coli region, bilateral forearms, chest, abdomen, 
back, and bilateral legs. There are multiple hyperpig-
mented macules, plaque, diffuse, confluent, and scle-
rotic palpable in the bilateral arm, chest, abdomen, bi-
lateral limbs, and back. In the facial region of the pars 
frontal, bilateral pars mastoid, neck, bilateral arms, 
chest, stomach, back, legs, hypopigmented to hyper-
pigmented macules, multiple, circumscribed forming 
a “salt and pepper” image. Puffy fingers are found all 
over the fingers. The total mRSS was 40. The results of 
blood laboratory tests showed that the ESR was 90 mm/
hour, C-Reactive Protein (CRP) was reactive, while other 
results were within normal limits. Serological tests for 
Rheumatoid Factor (RF) were positive, Antinuclear An-
tibody (ANA) was positive, Anti Scl-70 was positive (+). 
Postero-Anterior (PA) chest X-ray and electrocardio-
gram (EKG) within normal limits.

 

Figure 1: Two-finger trismus in the patient's mouth. There 
is a “salt and pepper” pattern with diffuse sclerosis of the 
frontal region.
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Figure 4: The back (left) and thoracoabdominal (right) show generalize ectima with diffuse sclerosis of the upper back and 
thorax.

 

 

 

 

 

 

 

 

 

 
Figure 2: Photograph of the patient's right and left side of the head. There is a “salt and pepper” pattern and multiple ectima 
on the frontal pars, bilateral mastoid pars, and upper thorax.

 

Figure 3: Multiple ectima on the forearm to bilateral manus accompanied by puffy fingers with sclerodactyly on all of the 
patient's fingers.
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Most of the sufferers have Raynaud’s phenomenon 
(RP) which is a symptom of reversible peripheral arteri-
olar vasoconstriction, in response to cold or stress [5]. In 
this patient, the color changes of the fingertips on both 
hands when they are in cold will turn pale and some-
times bluish.

Thickening of the patient’s skin causes the patient’s 
joint mobility to decrease. The patient has difficulty 
standing, even holding objects with both hands, so it is 
difficult to eat and drink by herself. Skin involvement in 
scleroderma patients can be detected using several mo-
dalities, one of which is by using mRSS, however mRSS 
has several drawbacks including variable results among 
clinicians [6]. In mRSS there are 17 skin locations that 
must be assessed. A score of 1 is given if there is skin 
thickening, a score of 2 if there is skin thickening and 
cannot be pinched (pinch), and a score of 3 if there is 
skin thickening and fixed skin [6]. Measurement of skin 
thickness is used as an indicator of the degree of sever-
ity and risk of mortality in scleroderma patients, espe-
cially dcSSc. Increased skin thickness is associated with 
internal organ involvement and an increased risk of 
death. Improved skin thickness scores were associated 
with better outcomes. The baseline mRSS assessment 
of this patient was 40. The final mRSS assessment of the 
patient after 7 days of treatment was 32.

The initial mRSS assessment was performed as fol-
lows (Figure 6):

Scleroderma can affect several organs, namely the 
vascular, skin, muscles, gastrointestinal tract, respira-
tion, heart, and kidneys. The organ with the most abnor-
malities was the gastrointestinal tract with a proportion 
of involvement of 65.2% [4]. The clinical symptoms that 
arise depend on the part of the gastrointestinal tract 
involved, from the mouth to the rectum and anus [4]. 
Gastrointestinal involvement in scleroderma increases 
the risk of malnutrition by 15%-85%, it can also cause 
death in up to 20% of patients [7]. The manifestations 
are smooth muscle atrophy and fibrosis of the gastroin-
testinal wall [6]. Patients complain of difficulty opening 
the mouth, the stomach feels full easily when eating. 
The patient also feels nauseous and vomits easily. For 

Discussion
Scleroderma is a chronic multisystem disease whose 

cause is still unknown. Scleroderma is characterized by 
thickened skin due to the accumulation of connective 
tissue, accompanied by abnormalities in the function 
and shape of the visceral organs including the gastro-
intestinal tract, lungs, heart, and kidneys [1]. The prev-
alence of scleroderma is relatively low, children and 
young adults are rarely affected. The age of 30 to 50 
years is the largest age in this disease. At the age of less 
than 16 years, the incidence is about 3% of all cases 
of scleroderma [2]. Women are affected 3 to 4 times 
more often than men [1-3]. In this case, the patient is 
a 25-year-old woman who presents with tightened skin 
complaints. In this case the prevalence of women is ac-
cording to cases, but the prevalence of age does not 
match because it is rare for women under 30-years-old.

Scleroderma diagnosis can be made based on histo-
ry and physical examination. Symptoms for diagnosing 
scleroderma include extensive thickening of the skin, 
calcinosis of the cutis in the area of pressure, telangi-
ectasias, and there are areas of skin with hyperpig-
mentation and hypopigmentation. Other complaints 
include difficulty opening the mouth (microstomy) and 
the “beak-shaped” nose [4]. Thickening of the skin in 
the scleroderma usually appears first on the hands and 
feet. In the early phases of scleroderma, there will be 
non-pitting edema in the patient’s fingers (puffy fingers) 
accompanied by thickening of the skin which leads to 
sclerodactyly [3,4]. In this patient, the same complaints 
appear on both hands first, then to the two arms ,and 
another parts of the body. The patient experienced 
sclerodactyly and complaints of swollen fingers (puffy 
fingers). There is also a “salt and pepper” appearance 
pattern, which is a picture of hypo- and hyperpigmenta-
tion on the frontal pars, bilateral mastoid pars, bilateral 
neck, bilateral arms, chest, stomach, back, and bilat-
eral legs. Loss of sweat glands in the patient was also 
obtained through history taking in which the patient 
rarely sweated. On physical examination, xerosis cutis 
was found. The patient also has difficulty opening his 
mouth, which makes it difficult for her to eat and clean 
her mouth.

 

Figure 5: Photograph of both limbs. Diffuse sclerosis of the upper and lower limbs was seen with a “salt and pepper” pattern. 
Looks xerotic skin with multiple ectima.
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(American College of Rheumatology in collaboration 
with the European League Against Rheumatism) with 
more detailed criteria. Thickening of the proximal skin 
of the fingers of both hands extending to the metacar-
pophalangeal joints, Raynaud’s phenomenon (RP), and 
anti-ScL-70 positive (+). So it can be concluded that the 
patient has systemic scleroderma with diffuse subclas-
sification (dcSSc). In this patient a subclassification of 
dcSSc was considered because of the rapid disease pro-
gression in which the skin thickens < 1 year, accompa-
nied by RP. The skin lesions expand quite rapidly and 
involve almost all parts of the body. In addition, the 
ANA, RF (Rheumatoid Factor), and anti-Scl-70 tests gave 
positive results [2,8].

ANA test using the Indirect Immunoflourescence 
(IIF Hep-2) method gives positive results in 60-90% of 
scleroderma sufferers. The picture or pattern seen in 
people with scleroderma varies, indicating that antibod-
ies are present in the body. The specific autoantibod-
ies for scleroderma are anti Scl-70 and anticentromer 
[9,12,13]. Anti Scl-70 is associated with diffuse and poor 
prognostic disease, whereas anticentromer is associat-
ed with limited skin involvement and provides a better 
prognosis, although sometimes overlapping [11]. Anti 
Scl-70 is found in 40% of patients with diffuse systemic 
sclerosis (dcSSc), while limited systemic sclerosis (lcSSc) 

complaints of difficulty opening the patient’s mouth, it 
can be helped by eating soft foods and maintaining oral 
hygiene to prevent oral candidiasis. Complaints that 
the stomach feels full when eating can be overcome 
by eating more often in small portions, and avoiding ly-
ing down 1-2 hours after dinner, or you can also avoid 
eating foods that relax the lower esophageal sphincter 
muscles such as chocolate, caffeine, mint, fruit juice, 
and fatty foods [7]. Based on the calculation of the pa-
tient’s current BMI is still within normal limits, even 
though the patient has lost 20 kg of body weight in the 
last 6 months.

Generalized eczema in patients can be caused by 
vasoconstriction due to vascular sclerosis, so that the 
blood supply to the periphery of the skin decreases 
which makes it easy for skin bacteria (staphylococcus 
aureus) to grow [4,11].

Patients denied other complaints such as coughing, 
shortness of breath, or heart palpitations. Physical ex-
amination, renal function, echocardiography, and chest 
radiograph of the patient were within normal limits.

There are several classification criteria used to en-
force scleroderma. The first criteria were issued by the 
American College of Rheumatology (ACR) in 1980 [2]. 
The second criteria in 2013 were issued by ACR-EULAR 
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Figure 6: Intial mRSS assessment on case.

https://doi.org/10.23937/2469-5750/1510091


ISSN: 2469-5858DOI: 10.23937/2469-5750/1510091

Wibianto and Santoso. J Dermatol Res Ther 2020, 6:091 • Page 6 of 7 •

mended by the British Society for Rheumatology and 
British Health Professionals in Rheumatology [5]. Mean-
while, systemic methotrexate therapy is given to reduce 
the severity of skin scores [15].

Conclusion
A case of a woman, 25-years-old, diagnosed with 

dcSSc with secondary infection based on history, clini-
cal symptoms, and investigations has been reported. An 
assessment of the patient’s disability and function was 
carried out using the Scleroderma Health Assessment 
Questionnaire (SHAQ) with the results of improvement 
for 7 days of treatment. The therapy given is only for 
improvement of the general condition and only reduces 
or eliminates complaints but does not cure. The prog-
nosis in this patient is dubious, leading to night because 
complete remission is difficult to achieve in SSc cases.
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