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Abstract

Scleroderma is an uncommon disease that affects the connective tissue, causing skin hardening and
sometimes organ damage. There are two main forms of scleroderma: localised scleroderma, or morphea,
which usually has a mild and limited course and only affects the skin and/or the tissues below it, and
systemic sclerosis, which involves skin hardening and internal organ problems. The cause of localised
scleroderma is unknown. Recent studies suggest that this form can have different levels of severity and can
affect some organs. To avoid complications due to the high morbidity of localised scleroderma, early
treatment is recommended. In this article, we present the main aspects and details of the management of
patients with localised scleroderma.
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Introduction

Scleroderma is a disease that affects the connective tissue, making the skin stiff and sometimes harming the
organs. There are two main kinds of scleroderma: localised scleroderma (LoS), or morphea, which is usually
mild and limited and only involves the skin and/or the underlying tissues; and systemic sclerosis (SSc),
which causes skin hardening and organ problems (especially the oesophagus, lung, and vascular system).
Chronic connective tissue disease with no known cause is characterised as LoS, often known as morphea [1].
There are various forms of morphea, and each has a unique clinical presentation and degree of connective
tissue involvement. Skin thickening and increased collagen production in the indurative lesion are the
hallmarks of morphea. Linear scleroderma, plaque morphea, deep morphea, bullous morphea, and
generalised morphea are the different subtypes of this entity. The severity of each of these kinds' effects on
the face can vary. The most typical form of infantile scleroderma is LoS. LoS classifications are not mutually
exclusive because multiple subtypes might coexist in a single patient [2,3]. LoS is a rare illness with an
annual incidence of between 0.3 and three cases per 100,000 people. With 2-4 women to one male, it is more
prevalent among Caucasian women. Children and adults both have equal prevalence rates. Ninety percent of
children are diagnosed between the ages of two and 14 while the highest incidence in adults occurs in the
fifth decade of life. According to the literature, LoS is not just a cutaneous condition. Particularly in adults
with the localised form of the disease, there is evidence of internal organ involvement, relationship with
other connective tissue diseases, and uncommon transitional forms for SSc [4].

Case Presentation

A 60-year-old hypertensive woman with an unremarkable medical and surgical history with no associated
co-morbidities presented to our institute with joint stiffness, burning sensation, and generalised weakness
all over the body. She was given symptomatic treatment which is ibuprofen and omeprazole, basic
investigations were done. She was advised to an electrocardiogram (ECG), chest X-ray and ultra-sound
sonography test (USG) (abdomen and pelvis). All the reports were normal. Hb%: 11.5g/dL; RBC count:

3.83million/mm?; WBC count: 7900/mm?>; platelet count: 2.48/mcL. Serum creatinine: 0.61mg/dL; serum
potassium: 3.13mEq/L; serum sodium: 144 mmol/L; serum urea: 18.45mg/dL. Albumin: 3.45g/dL; alkaline
phosphatase: 70.56U/L; alanine transaminase (ALT): 15.64U/L; aspartate aminotransferase (AST): 28.07U/L;
bilirubin (total): 0.42mg/dL; HDL (cholesterol): 34.34mg/dL; cholesterol total: 157.46mg/dL; LDL (low-
density lipoprotein) cholesterol: 98mg/dL; triglyceride: 122.94mg/dL; C-reactive protein (CRP): 0.3mg/dL;
erythrocyte sedimentation rate (ESR): 18mm/hr. The clinical features and diagnostic tests were compatible
with limited cutaneous scleroderma; antinuclear antibody: positive; rheumatoid factor: positive; anti-U1-
riboprotein (RNP): positive; anti-centromere antibody: negative. The patient showed reduced mouth
opening and fish mouth appearance (Figures 1, 2). A chest X-ray was done to check for systemic involvement
and was found out to be normal (Figure 3). The patient also had skin tightening and features of vitiligo that
is salt and pepper lesions typical of SSc (Figure 4).
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FIGURE 1: Image Showing Reduced Mouth Opening
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FIGURE 2: Image Showing Fish Mouth Appearance
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FIGURE 3: Chest X-ray Showing No Systemic Involvement
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FIGURE 4: Image Showing Skin Tightening with Shiny Appearance

She was started with methotrexate, steroids and physiotherapy to limit the progression. The patient showed
no signs of systemic involvement. All investigations were done to check for the same. The patient was
advised regular follow-ups every three months to check for progression and for early diagnosis of extra-
cutaneous/systemic manifestations.

Discussion

The course of SSc throughout is with limited cutaneous involvement. We classify systemic SSc a category of
disorders known as SSc, which has a diverse range of clinical and laboratory symptoms. The best way to
understand its natural history is to categorise the two main clinical types into early and late phases and
monitor changes in skin thickness and other disease signs throughout time [5]. The skin is either normal or
only thickened in the hands and feet (not above the elbows or knees). Erosis with widespread skin
involvement is classified as early (less than three years) or late (more than six years). SSc with limited skin
involvement is classified as early (less than five years) or late (more than 10 years). The disease duration is
measured from the first symptom that is related to SSc. Limited SSc usually starts with Raynaud’s
phenomenon, affects the skin below the elbows, causes problems in the digestive and respiratory systems,
and is associated with antibodies against the centromere [6]. Classification of the disease is not simple due
to its multiple presentations [7]. LoS is the most common form in children and is mostly restricted to the
skin [8]. Generally, LoS is divided into the following types: plaque morphea, generalised morphea, bullous
morphea, and linear scleroderma (Table 7).
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Types of Localised Scleroderma
Plague Morphea

Generalised Morphea

Bullous Morphea

Linear Morphea

TABLE 1: Types of Localised Scleroderma

Including subtypes that involve the head and face, linear scleroderma ‘en coup de sabre' (LScs), progressive
facial hemiatrophy (PFH), and deep morphea. In this case, the patient has reduced mouth opening with a fish
mouth appearance as the skin develops a diffuse, hard texture, tightening of soft tissues of face and mouth,
with no systemic involvement.

Extracutaneous manifestations

Systemic symptoms, which often appear a few months after the onset of LoS, frequently appear before skin
disease. The disease typically affects the skin's outermost layers, which harden and thicken [9]. LoS can
result in significant impairment due to joint contractures and subcutaneous atrophy, although never being
lethal [10]. Extracutaneous involvements in patients with LoS are described as including Raynaud's
phenomenon, localised hair loss at the affected site, ocular involvement, neurological involvement,
gastroesophageal reflux disease (GERD), esophagitis (documented by upper gastrointestinal endoscopy),
abnormal pulmonary function testing (PFP), restrictive lung disease, cough or dyspnea, and fascia or muscle
involvement. There is also documentation of dental changes. Atrophy of the tongue and malocclusions may
result from these alterations. The neurological issue that scleroderma is most usually associated with is
complex partial seizures. Ocular issues fall into four categories: adnexal structural involvement, anterior
segment involvement, posterior segment involvement, and ocular central nervous system (CNS)
involvement. In general, the likelihood of developing a related visceral anomaly increases with the length
and depth of the sclerodermiform process. A 0.9 to 1.3% prevalence of linear scleroderma is evolving into
SSc[11,12].

Management

It has been advised to employ topical drugs, immunosuppressive pharmaceuticals, physical therapy, and
phototherapy, among other therapeutic approaches. LoS can cause problems with movement and
appearance, so it is important to start treatment as soon as possible to prevent complications. Treatment
can help prevent new or bigger skin lesions from forming. Some of the possible treatment options for LoS are
D-penicillamine, vitamin D (topical or oral), psoralen-UVA light therapy, phenytoin, corticosteroids,
methotrexate, cyclosporine, and interferon. Corticosteroids can be given orally or by injection, alone or with
methotrexate. The usual dose of methotrexate is 1mg/kg/week by injection under the skin, up to a maximum
of 25mg/week. Folic acid should also be taken daily (0.4-1 mg) or weekly (5 mg) to reduce side effects. The
most effective treatments are methotrexate with or without corticosteroids for severe disease that affects
more than the skin and ultraviolet A1 light therapy for mild disease that only affects the skin. The
employment of physiatry and plastic surgery methods is another treatment choice. Patients with joint
contractures and restricted extremity motion due to morphea receive physical treatment [13-15].

Conclusions

In this case report, we presented a case of limited scleroderma. The clinical features and diagnostic tests
were confirmative of the same. The patient had no systemic involvement. The approach towards the
treatment and an attempt to improve the prognosis was made by starting corticosteroids and methotrexate
therapy. The patient was advised regular follow-ups every three months to check for progression and for
early diagnosis of extra-cutaneous/systemic manifestations.

Additional Information
Disclosures

Human subjects: Consent was obtained or waived by all participants in this study. Conflicts of interest: In
compliance with the ICMJE uniform disclosure form, all authors declare the following: Payment/services
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submitted work. Financial relationships: All authors have declared that they have no financial
relationships at present or within the previous three years with any organizations that might have an
interest in the submitted work. Other relationships: All authors have declared that there are no other
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relationships or activities that could appear to have influenced the submitted work.

References
1. Denton CP, Khanna D: Systemic sclerosis. Lancet. 2017, 7:1685-99. 10.1016/S0140-6736(17)30933-9
2. Careta MF, Romiti R: Localized scleroderma: clinical spectrum and therapeutic update . An Bras Dermatol.
2015, 90:62-73. 10.1590/abd 1806-4841.20152890
3. Rodriguez-Salgado P, Garcia-Romero MT: Morphea: a practical review of its diagnosis, classification and
treatment. Gac Med Mex. 2019, 155:483-91. 10.24875/GMM.M20000336
4.  Weckerle CE, Niewold TB: The unexplained female predominance of systemic lupus erythematosus: clues
from genetic and cytokine studies. Clin Rev Allergy Immunol. 2011, 40:42-9. 10.1007/s12016-009-8192-4
5. Medsger TA: Natural history of systemic sclerosis and the assessment of disease activity, severity, functional
status, and psychologic well-being. Rheum Dis Clin North Am. 2003, 29:255-73. 10.1016/50889-
857x(03)00023-1
6. Hawk A, English JC 3rd: Localized and systemic scleroderma. Semin Cutan Med Surg. 2001, 20:27-37.
10.1053/sder.2001.23093
7. Rodriguez-Salgado P, Garcia-Romero MT: Morphea: practical review of its diagnosis, classification and
treatment [Article in Spanish]. Gac Med Mex. 2019, 155:522-31. 10.24875/GMM.18004288
8. de Macedo PA, Shinjo SK, Goldenstein-Schainberg C: Juvenile scleroderma [Article in Portuguese] . Acta
Reumatol Port. 2008, 33:289-97.
9. Zulian F: Scleroderma in children. Best Pract Res Clin Rheumatol. 2017, 31:576-95.
10.1016/j.berh.2018.02.004
10.  Snarskaya ES, Vasileva KD: Localized scleroderma: actual insights and new biomarkers. Int ] Dermatol. 2022,
61:667-74. 10.1111/ijd.15811
11. Black CM: Scleroderma - clinical aspects. ] Intern Med. 1993, 234:115-18. 10.1111/j.1365-
2796.1993.tb00719.x
12. Hardy ], Boralevi F, Mallet S, et al.: Clinical profile of methotrexate-resistant juvenile localised scleroderma.
Acta Derm Venereol. 2019, 99:539-43. 10.2340/00015555-3155
13.  Singsen BH: scleroderma in childhood. Pediatr Clin North Am. 1986, 33:1119-39. 10.1016/s0031-
3955(16)36111-9
14. Kreuter A: Localized scleroderma. Dermatol Ther. 2012, 25:135-47. 10.1111/j.1529-8019.2012.01479.x
15.  Fett NM: Morphea (localized scleroderma). JAMA Dermatol. 2013, 149:1124.

10.1001/jamadermatol.2013.5079

2023 Marathe et al. Cureus 15(9): €45336. DOI 10.7759/cureus.45336

7of7


https://dx.doi.org/10.1016/S0140-6736(17)30933-9
https://dx.doi.org/10.1016/S0140-6736(17)30933-9
https://dx.doi.org/10.1590/abd1806-4841.20152890
https://dx.doi.org/10.1590/abd1806-4841.20152890
https://dx.doi.org/10.24875/GMM.M20000336
https://dx.doi.org/10.24875/GMM.M20000336
https://dx.doi.org/10.1007/s12016-009-8192-4
https://dx.doi.org/10.1007/s12016-009-8192-4
https://dx.doi.org/10.1016/s0889-857x(03)00023-1
https://dx.doi.org/10.1016/s0889-857x(03)00023-1
https://dx.doi.org/10.1053/sder.2001.23093
https://dx.doi.org/10.1053/sder.2001.23093
https://dx.doi.org/10.24875/GMM.18004288
https://dx.doi.org/10.24875/GMM.18004288
https://pubmed.ncbi.nlm.nih.gov/18846006/
https://dx.doi.org/10.1016/j.berh.2018.02.004
https://dx.doi.org/10.1016/j.berh.2018.02.004
https://dx.doi.org/10.1111/ijd.15811
https://dx.doi.org/10.1111/ijd.15811
https://dx.doi.org/10.1111/j.1365-2796.1993.tb00719.x
https://dx.doi.org/10.1111/j.1365-2796.1993.tb00719.x
https://dx.doi.org/10.2340/00015555-3155
https://dx.doi.org/10.2340/00015555-3155
https://dx.doi.org/10.1016/s0031-3955(16)36111-9
https://dx.doi.org/10.1016/s0031-3955(16)36111-9
https://dx.doi.org/10.1111/j.1529-8019.2012.01479.x
https://dx.doi.org/10.1111/j.1529-8019.2012.01479.x
https://dx.doi.org/10.1001/jamadermatol.2013.5079
https://dx.doi.org/10.1001/jamadermatol.2013.5079

	Limited Cutaneous Scleroderma: A Case Report
	Abstract
	Introduction
	Case Presentation
	FIGURE 1: Image Showing Reduced Mouth Opening
	FIGURE 2: Image Showing Fish Mouth Appearance
	FIGURE 3: Chest X-ray Showing No Systemic Involvement
	FIGURE 4: Image Showing Skin Tightening with Shiny Appearance

	Discussion
	TABLE 1: Types of Localised Scleroderma
	Extracutaneous manifestations
	Management

	Conclusions
	Additional Information
	Disclosures

	References


