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Introduction  

 1 

INTRODUCTION 

ulmonary hypertension (PH) is a substantial global health 

issue in which all age groups are affected with rapidly 

growing importance in elderly people.
(1)

 

PH embraces a variety of diseases that have little in 

common apart from elevated blood pressure in the pulmonary 

circulation.
(2)

 

Precise diagnostic classification of pulmonary 

hypertension is essential, not least for reasons of treatment and 

prognosis, because treatment options that are efficacious in 

some forms of pulmonary hypertension may be ineffective or 

even disadvantageous in other forms.
(2)

 

Pulmonary arterial hypertension (PAH) affects 0.5–15% 

of patients with connective tissue diseases (CTDs) and is one of 

the leading causes of mortality in systemic sclerosis (SSc) and 

mixed connective tissue disease (MCTD). Despite increasing 

recognition of PAH in CTDs, the diagnosis is often delayed, 

which may lead to unfavorable outcomes in these patients.
 (3)

 

Screening for PAH in SSc allows for earlier detection 

and treatment that prolongs survival and improves symptoms 

but it is important that clinicians who follow SSc patients 

screen and act upon the results, such as referring suspected 

PAH for right heart catheterization (RHC) and treatment at an 

expert center.
(4)
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