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Introduction 

Systemic lupus erythromatosis (SLE) is a 

multisystem autoimmune connective tissue disorder that 

primarily affects women of childbearing age (Ko et al., 

2011).It may involve many different tissues and organs, 

producing a broad spectrum of signs and symptoms 

(Cervera et al., 2003). 

SLE is characterized by some combination of 

inflammation and fibrosis, and the clinical phenotype is 

dictated by the relative contributions of each of the organs 

affected. Tissue injury appears to be mediated by 

characteristic autoantibody production, immune complex 

formation, and their organ-specific deposition. As expected 

in a multisystem disease, the entire pulmonary system is 

vulnerable to injury. Any of its compartments-airways, lung 

parenchyma, vasculature, pleura, or the respiratory 

musculature-may be independently or simultaneously 

affected (Swigris et al., 2008). 

Pulmonary involvement in SLE is relatively frequent 

in adult patients rather than children. Pulmonary 

hypertension (PH) is the most severe form of lupus 

associated pulmonary involvement (Kamel et al., 2011). 

Pulmonary arterial hypertension (PAH) is a subset of PH 

that results from increased vascular resistance in the 

pulmonary arteries and may ultimately result in right heart 

failure (Simonneau et al., 2009). The prevalence of PAH in 

patients with lupus is largely unknown, but has been 
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reported to approximate 6%-15% in adult patients, in 

whom it is most commonly associated with Raynaud‘s 

phenomenon (Swigris et al., 2008).
 

Although several mechanisms are involved in 

pathogenesis of pulmonary hypertension in SLE, the real 

causes are yet unknown. The hypothesis of pulmonary 

vasculitis, with deposits of immunocomplexes and 

complements on the pulmonary artery walls, 

thromboembolic blockage in pulmonary vessels, possibly 

related to antibodies (anticardiolipin antibody and lupus 

anticoagulant), and vasospasms, are suggested by a greater 

frequency of Raynaud‘s phenomenon in these patients 

involvement (Kamel et al., 2011).  

The non-specific nature of symptoms such as 

dyspnea, palpitations, fatigue and syncope associated with 

PAH could lead to a delay in the diagnosis of PAH in 

patients with SLE. This suggests a need for appropriate 

screening methods to identify PAH. Although the gold 

standard test to diagnose PAH is right heart catheterization, 

this is an invasive and expensive test which makes it 

unsuitable for use as a screening tool (Prabu et al., 2009). 

Doppler echocardiography currently is considered the non-

invasive screening test of choice for evaluating pulmonary 

hypertension (Kamel et al., 2011). 
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Aim of the Work 

This study aims to estimate the frequency of PAH 

and identify risk factors for PAH in a large cohort of SLE 

patients (Ain Shams Lupus cohort). 

 

 

 

 

 

 

 

 

 

 

 

 

 


