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ABSTRACT 

Background: Systemic sclerosis (SSc) or Scleroderma is a 

multisystem autoimmune disease of unknown etiology that is 

characterized by endothelial dysfunction resulting in vasculopathy of 

small vessels, dysfunction of fibroblasts with resultant excessive collagen 

production and fibrosis. Skin affection in SSc is nearly a universal feature. 

While almost all patients with SSc have issues with their skin, particularly 

extreme scarring, swollen, tight, or hard skin on their fingers, numerous 

also have tight, swollen, or hard skin in other body areas, especially the 

face and the arms. They additionally have systematic affection, 

fundamentally the vascular and the immunologic system. Pulmonary 

disease is a crucial component of SSc. It is estimated that about 80% of 

patients with SSc have some evidence of pulmonary affection. So, 

pulmonary disease comes as the most frequently seen visceral component 

second only to esophageal disease. Also, pulmonary affection predicts a 

poorer prognosis in patients with SSc. 

Objective: The aim of this work was to study the occurrence of 

the pulmonary manifestations especially Interstitial Lung Disease (ILD) 

and Pulmonary Hypertension (PH) in a cohort of Egyptian patients with 

SSc and correlation with the extent of skin affection. 

Methods: A cross-sectional, observational study involving 30 

adult patients diagnosed with systemic sclerosis fulfilling 2013 

ACR/EULAR Classification Criteria for Scleroderma was done. 

Results: All our studied patients (100%) showed some degree of 

restriction in the pulmonary function tests. 25 patients (83%) showed 

evidence of ILD by the HRCT of the chest. 5 patients (17%) had evidence 

of PH in the echocardiography. There was a significant relation between 

degree of skin affection and some manifestations of ILD especially the 

grade of dyspnea. There was a statistically significant relation between 

degree of skin affection and severity of restriction on Pulmonary Function 

Tests, presence of PH in Echocardiography. There was also a statistically 

highly positive correlation between degree of skin affection and the 

degree of ILD in the HRCT of the chest. 
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Conclusion: SSc is a progressive multisystem disease. Females 

are more affected than males. Pulmonary manifestations are very common 

in SSc. The most common pulmonary manifestations are ILD and PH. 

Patients with combined ILD and PH had a greater duration of the disease 

than those with ILD only. Patients with diffuse cutaneous SSc have more 

manifestations and more severe disease than those with limited cutaneous 

SSc. There is a strong relation between skin involvement and visceral 

involvement particularly pulmonary involvement, but this need to be 

confirmed by further larger studies. 

Key Words: Systemic Sclerosis (SSc), Interstitial Lung disease (ILD), 

Pulmonary Hypertension (PH). 

 

 


