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Patient characteristics Stenosis sites —

Sex
Median age at diagnosis
30 years old

Chief symptom
Dyspnoea (80%)

Comorbid cardiovascular findings

Moyamoya disease 18.2%
Namowing aorta 15.9%
Cerebral stroke 6.8%
Fibromuscular dysplasia 4.5%
Bronchial artery shunt 2.3%
Congenital heart disease 6.8%
Pulmonary artery imaging findings ts and progr
Perfusion Angiography=standard for diagnosis
« Tortuosity
« Thickening of the medial layer
« Segmental to peripheral stenosis
PAH drugs Combination therapy
Treatmentresponses Prognosis
mPAP 1% S-year survival
89%%
PVR 30% |
10-year survival
cl 494 67%

GRAPHICAL ABSTRACT Clinical characteristics of adult-onset idiopathic peripheral pulmonary artery stenosis (PPS). Owenview of patient
backgrounds, imaging findings, site of stenosis in pulmonary angiography, treatment profiles, treatment response and prognosis in this cohort
study of patients with adult-onset idiopathic PPS. PAH: pulmonary arterial hypertension; TPA: transcatheter pulmonary angioplasty; mPAP: mean
pulmonary arterial pressure; PVR: pulmonary vascular resistance; Cl: cardiac index.
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