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Inflammation and tissue remodeling of pulmonary arterial hypertention associated
with connective tissue disease - Immunohistochemical analysis
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In this study, autopsy cases were pathologicallﬁ evaluated to clarify the
inflammatory microenvironment in the lung tissue of pulmonary arterial hypertension associated with
connective tissue disease (CTD-PAH). Histologically, the lesions in the lung tissues of patients
other than systemic sclerosis were basically similar to those of idiopathic PAH and were often
accompanied by pulmonary vein lesions, while systemic sclerosis typically had a pulmonary
veno-occlusive disease (PVOD)-like morphology. Inflammation of the pulmonary veins as well as the
pulmonary arteries was a characteristic feature of CTD-PAH. On the other hand, T lymphocyte and
macrophage types in the inflammatory zone were similar between the CTD-PAH and idiopathic PAH or
PVOD. The inflammatory microenvironment was implicated as a common contributor in the development of
the conditions, based on the characteristics of helper T cells, cytotoxic T cells, M2 macrophages,
proinflammatory cytokines, and chemokine receptors.
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Pulmonary Vascular Remodeling and Inflammation in Pulmonary Arterial Hypertension Associated with Connective Tissue Diseases
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