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Overview: 

GUIDELINES UPDATE 

CURRENT PRACTICE PATTERNS

UPCOMMING CLINICAL TRIALS AND TREATMENTS



Most Recent Guidelines





DEFINITIONS



CLASSIFICATION



DIAGNOSIS





RISK – BASELINE



PHENOTYPING 



PH – LEFT HEART DISEASE 



LUNG DISEASE 



CTEPH



1. The new definition of PH is meant to lead to early recognition of pulmonary vascular 
disease with a goal of implementing preventive measures when feasible, and not 
necessarily a recommendation to treat with PH-targeted therapies.

2. It remains to be determined the impact of these updated hemodynamic thresholds 
on the burden of PH, proper use of PH-targeted therapies, and the socio-economic 
impact on patients and health care systems.

3. Patients at intermediate-high risk using the 4-strata risk assessment during follow up 
are viewed as high-risk patients in need of escalation of therapy or referral to lung 
transplantation.

4. Patients with group 1 PH and multiple comorbidities should be treated initially with 
oral monotherapy.

5. A PVR > 5 Wood units is associated with worse outcomes, defines “severe PH” 
associated with left heart or lung disease, and requires an individualized treatment 
approach, which can include inhaled treprostinil for PH associated with interstitial lung 
disease.



General Management











1. Hypobaric hypoxia may induce arterial hypoxemia, additional hypoxic pulmonary vasoconstriction, 
and increased RV load in PAH. Patients should travel with written information about their disease, 
including a medication list, bring extra doses of their medication, and be informed about local PH 
centres near their travel destination.

2. Surgical procedures in patients with PH are associated with an elevated risk of right HF and death

3. Women with PH of childbearing potential should be provided with clear
contraceptive advice, considering the individual needs of the woman but recognizing that the 
implications of contraceptive failure are significant in PH. With appropriate use, many forms of 
contraception, including oral contraceptives, are highly effective. In patients treated with bosentan, 
reduced efficacy of hormonal contraceptives should be carefully considered. Using hormonal 
implants or an intrauterine device are alternative options with low failure rates. Surgical sterilization 
may be considered but is associated with peri-operative risks. Emergency post-coital hormonal 
contraception is safe in PH.



Updates in Hemodynamics







1. Interpretation of right heart catheterization in the clinical setting 
is important, and an individualized approach to medical 
management by an experienced provider is necessary 



Emerging Therapies







1. Sotatercept is a first-in-class drug that for the first time shows efficacy in a phase 3 trial modulating a 
biological pathway highly relevant to PAH not targeted by currently available PAH therapies, and importantly, in 
a heavily pre-treated PAH
population.

2. Consistent with effects observed in the phase 2 trial, sotatercet reduced PVR by decreasing pulmonary artery 
pressure without changing the cardiac output, suggesting that regression of pulmonary vascular remodeling 
might be the underlying mechanism behind its clinical benefits, but this and other potential mechanisms 
warrant further study

3. Ongoing and future studies should determine if the clinical benefits are also observed in other PH populations 
such us children, newly diagnosed PAH, high-risk or unstable PAH, and combined pre- and post-capillary PH due 
to heart failure with preserved ejection fraction. 

4. Further study is warranted to determine the clinical benefits of sotatercept in PAH populations not well 
represented in the STELLAR trial, such as connective tissue disease, older age, and non-white individuals. 

5. While sotatercept appears to be well tolerated, vascular side effects, particularly bleeding and telangiectasia, 
need to be monitored in longer-term studies.



Honorable Mention
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