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Oral and Facial Manifestations as Early Indicators of Systemic Sclerosis: A Case Report


Abstract:
Aims
This case report aims to emphasize the importance of early recognition of oral and facial manifestations of Systemic Sclerosis (SSc) by dental clinicians and highlight their role in facilitating timely diagnosis and referral.
Presentation of Case
A 20-year-old female presented with dental complaints and oral discomfort. Clinical examination revealed microstomia, xerostomia, telangiectasia, and sclerodactyly, raising suspicion of an underlying connective tissue disorder. Serological testing showed the presence of anticentromere antibodies (ACA), confirming limited cutaneous SSc (CREST syndrome). No major systemic involvement was identified at the time of evaluation.
Discussion
Systemic Sclerosis (SSc), or scleroderma, is a rare autoimmune connective tissue disorder characterized by excessive collagen deposition and microvascular dysfunction. Although systemic features develop gradually, oral and facial changes often appear early and may be the first noticeable signs for patients seeking dental care. Manifestations such as microstomia, xerostomia, and telangiectasia should prompt clinicians to consider SSc and initiate further investigation. The detection of ACA supports the diagnosis of limited SSc, a form in which early recognition is crucial to prevent progression and allow appropriate monitoring.
Conclusion
This case highlights that early oro-facial features can guide timely diagnosis of systemic sclerosis. Dental professionals play a vital role in identifying these early signs and ensuring prompt referral, which can significantly improve patient outcomes through early multidisciplinary management.
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Introduction:
Systemic sclerosis (SSc), or scleroderma, is a chronic autoimmune connective tissue disorder characterized by excessive collagen deposition, progressive fibrosis, immune dysregulation, and widespread microvascular abnormalities (1,2). Although SSc primarily affects the skin and internal organs, involvement of the oral and maxillofacial region is common and may serve as an early indicator of disease. Orofacial manifestations—including microstomia, xerostomia, mucosal rigidity, periodontal disease, and telangiectasia—can significantly impair mastication, speech, oral hygiene practices, and overall quality of life (3–5). In many cases, these features may precede major systemic involvement, leading patients to seek dental care before a formal rheumatologic diagnosis is established.
Recognizing oral features associated with SSc is essential for early identification and timely referral. Dental clinicians play a pivotal role, as subtle changes such as reduced oral aperture, perioral skin tightening, and dryness of the oral mucosa may be observed during routine examinations (6–8). Early diagnosis allows for improved monitoring, better symptom management, and prevention of long-term complications.
This case report presents a 20-year-old female who reported with oral discomfort and functional limitations. Detailed clinical evaluation revealed characteristic orofacial findings consistent with systemic sclerosis, prompting further serological assessment. The case highlights the importance of awareness among dental professionals regarding the oral manifestations of SSc and their role in early detection.

Case Presentation:
A 20-year-old female reported to the Department of Oral Medicine and Radiology with complaints of multiple decayed teeth and a burning sensation in the bilateral buccal mucosa. She also noted a gradual tightening of the skin around her mouth and neck over the past six months.
Extraoral examination revealed an expressionless, mask-like facies and induration of perioral and cervical skin .Telangiectasia was evident over the malar region and nasal bridge (Figure 1a)Intraoral examination showed severe microstomia, blanching of the buccal mucosa, angular cheilitis, xerostomia (positive tongue blade test), and erythematous gingiva. Multiple carious teeth were present. (Figure 2)
Inspection of her hands revealed pale, tapered fingers with sclerodactyly(Figure 1b). The patient described episodic blanching of all fingers on exposure to cold, suggestive of Raynaud’s phenomenon..
A panoramic radiograph (OPG) revealed generalized thinning and resorption of the mandibular body and ramus, along with multiple dental caries and relative microdontia (Figure 3).
Based on these findings, a provisional diagnosis of systemic sclerosis was made, and ANA profiling was advised. The serology report showed positivity for centromere B antibodies, confirming limited systemic sclerosis (CREST syndrome). There was no evidence of pulmonary, cardiac, renal, or gastrointestinal involvement at the time of diagnosis.
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Figure 1 a.   Telangestesia on malar region 
                b,c  Sclerodactyly 
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Figure 2-Intraoral pictures


[image: C:\Users\HP\OneDrive\Pictures\phone\Pictures\ashifa sclerodermq\IMG_20231211_111557.jpg]
Figure 3 Orthopantogram



Discussion
Systemic sclerosis (SSc), also termed scleroderma, is a rare, immune-mediated connective tissue disease marked by microvascular damage, fibroblast dysfunction, and excessive deposition of collagen and extracellular matrix proteins in the skin and internal organs(1,2). It is clinically categorized into limited cutaneous systemic sclerosis (lcSSc) and diffuse cutaneous systemic sclerosis (dcSSc), each exhibiting unique patterns of organ involvement and progression(3). Increasing evidence suggests that oral and facial manifestations may serve as early indicators of systemic disease, often appearing before major visceral symptoms(4).
Oral manifestations are frequent yet underrecognized in SSc. A key feature is microstomia, resulting from fibrosis of perioral tissues, leading to decreased oral aperture and compromised oral hygiene and prosthodontic management(5,6). A 2021 clinical review reported that microstomia affects over 70% of SSc patients and progresses with disease duration(7). Additionally, xerostomia, often due to salivary gland fibrosis or secondary Sjögren’s syndrome, increases susceptibility to dental caries, mucosal infections, and periodontal disease(8).
Radiographically, generalized widening of the periodontal ligament (PDL) space, loss of mandibular cortical bone, and resorption of the mandibular angle or condyle have been observed in SSc, possibly due to chronic ischemia, muscle atrophy, or pressure from fibrotic tissues(5,9). A study by Zanatta et al. (2022) confirmed a strong correlation between SSc duration and bone changes in panoramic radiographs, supporting the role of dentists in early detection(10).
Recent advances have also highlighted the role of oxidative stress and vascular injury in the oral cavity. Increased levels of salivary and serum oxidative biomarkers have been observed in patients with SSc, which may contribute to both mucosal and periodontal tissue damage(11,12).
Facial manifestations, such as tightening of facial skin, reduced elasticity, and telangiectasias, are particularly prominent in lcSSc. These may be cosmetically distressing and also interfere with speech and mastication(3,6). Dentists and oral medicine specialists should be vigilant in recognizing these signs, particularly in patients with overlapping autoimmune symptoms.
In recent years, non-invasive imaging modalities, including shear wave elastography and intraoral ultrasonography, have shown promise in assessing the degree of skin and mucosal fibrosis in systemic sclerosis(13,14). These tools may enhance early diagnosis and monitoring of oral involvement.
The presence of anticentromere (ACA) and anti-topoisomerase I (Scl-70) antibodies remains a crucial serological marker. ACA is more often associated with lcSSc and vascular complications, while Scl-70 predicts diffuse cutaneous involvement and pulmonary fibrosis(1,9).
Effective management requires a multidisciplinary approach, involving rheumatologists, dermatologists, oral medicine experts, and physiotherapists. Oral physiotherapy, use of salivary substitutes, and surgical release procedures (e.g., commissurotomy) have shown benefit in selected cases(6,10,14). As no definitive cure currently exists, early detection and intervention remain the cornerstone of managing systemic sclerosis.
In conclusion, oral and facial manifestations of systemic sclerosis are common, progressive, and may precede systemic involvement. Timely recognition by dental professionals can significantly impact disease outcomes. Increasing interdisciplinary collaboration and application of newer diagnostic tools may improve patient quality of life and delay disease-related complications.
.

Conclusion:
Systemic sclerosis may initially manifest through subtle orofacial changes, which can easily be overlooked. This case highlights the significance of oral findings such as microstomia, xerostomia, and telangiectasia in prompting the diagnosis of limited systemic sclerosis. Early recognition by dental practitioners and subsequent serological confirmation via ANA profiling allowed for diagnosis before significant systemic involvement, emphasizing the importance of interdisciplinary collaboration in managing autoimmune disorders.
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