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AbstractBackground: The treatment of advanced pulmonary hypertension presents
significant challenges. Potts surgery, both surgical and interventional, has increasingly
become an effective treatment option for these patients at our center. However, the high
mortality rate associated with the procedure limits its widespread adoption. This study
aims to identify risk factors for mortality in a small cohort undergoing Potts surgery at our
center.Methods: Between January 2023 and December 2024, a total of 24 Potts shunt
were performed, including 11 percutaneous stent implantation(PCl) and 13 surgeries.
Clinical parameters (e.g., CVP, PaO2, SaO2, TAPSE,PP/PS. Fluid balance) were compared
between survivors and non-survivors across three post-operative days (POD 0, 1, and 2).
ROC analysis was used to assess the predictive value of TAPSE and PP/PS.Results: In the
PCl group, all the patients survived. In surgery group, survival rates were 80% for non-
ECMO patients and 33% for ECMO patients. Factors such as RVEDVI over than 230
ml/m2(p = 0.016) and VMI over than 0.85 (p = 0.034) were significantly associated with
death. ROC analysis revealed TAPSE over than 1.2cm (AUC = 0.972, sensitivity = 88%,
specificity = 100%) and PP/PS over than 1.01 (AUC = 0.941, sensitivity = 100%, specificity
= 88.2%) as strong predictors of survival.Conclusion: TAPSE and PP/PS were identified as
reliable predictors of survival in Potts surgery, highlighting the preservation of right heart
function and stable pulmonary artery pressure as key factors for the success of potts
shunt in these patient.Keywo
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Objective: This study aims to proposes a novel management strategy for severe PAH
patients: initiating aggressive targeted therapy first and postponing RHC until the patient
reaches a low-risk state. Methods: We retrospectively analyzed severe PAH patients who
initially presented in a high-risk state. Instead of undergoing immediate RHC, these
patients received intensive targeted therapy, once their clinical status improved to a low-
risk state, they underwent RHC for further evaluation. Clinical parameters before and after
RHC were collected.ResultsThis study included 13 patients, with a median age of 7 (4.4,
11.9) years at the time of their first visit. At the initial visit, all patients were in a clinical
high-risk state and were immediately treated with aggressive targeted therapy, including
treprostinil. The median time from the initiation of treatment to right heart catheterization
was 52 (12, 426) days. Upon undergoing right heart catheterization, patients showed a
significant decrease in nt-proBNP levels. Seven patients received intravenous anesthetics
during the procedure, and no patient experienced a pulmonary arterial hypertension
(PAH) crisis during the catheterization. The results indicated that pulmonary artery
pressures and pulmonary vascular resistance were significantly elevated in these patints,
with one patient testing positive for the acute vasoreativity test.ConclusionOur findings
suggest that delaying RHC until after targeted therapy stabilization is a safe and effective
strategy for managing severe PAH.
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Objective: This study aims to evaluate the safety and efficacy of transitioning from
subcutaneous treprostinil to oral selexipag in pediatric PAH patients.Methods: A
retrospective study was conducted. At initial visits, all patients were evaluated in clinical
high-risk status and started on PAH-targeted therapies including treprostinil. Upon clinical
reassessment and transition to a low-risk status, all patients discontinued treprostinil and
switched to oral selexipag.Results: A total of 8 pediatric patients were included, with a
median age of 14.1 (10.9, 17.5) years. All 8 patients were diagnosed with idiopathic or
heritable PAH, with 6 patients carried PAH-related genes. At the initial visits, all patients
were classified as WHO-FC IlI-IV. After treatment, all patients' clinical symptoms improved,
and all reached a low-risk clinical status . The drug transition involved tapering treprostinil
dose while increasing the oral selexipag dose, with the entire process completed on an
outpatient basis. The final dose of oral selexipag ranged from 0.8 to 1.6 mg. During
follow-up after the drug transition (median follow-up time of 25 (10, 35) months), no
patient died. However, three patients got clinically deteriorated and reused treprostinil,
who were all PAH-related genes carriers (BMPR2 n=2, KCNA5 n=1). The other five patients
were maintained low-risk status.Conclusion: For pediatric PAH patients with genetic
mutations, transitioning from treprostinil to oral selexipag is risky, even if the patient has
improved to a low-risk status.
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