
Snapeshots On PH

Ayman Farghaly , MD  FCCP

Consultant of Pulmonology 

Military Medical Academy

        Cairo , Egypt



2





Definitions

    The definitions for PH are based on haemodynamic assessment 

by right heart catheterization (RHC). 

    Although haemodynamics represent the central element of 

characterizing PH, the final diagnosis and classification should 

reflect the whole clinical context and consider the results of all 

investigations. 
European Heart Journal (2022) 00, 1–114 https://doi.org/10.1093/eurheartj/ehac237 
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Unclassified PH. !

- Elevated mPAP (>20 mmHg)        - Low PAWP (≤15 mmHg)

- Low PVR (≤2 WU). 

- They do not fulfil the criteria of pre- or post-capillary PH. 

- Patients with unclassified PH may present with :                                

-                          Congenital heart disease (CHD), 

-                          Liver disease 

-                          Airway disease, lung disease 

-                          Hyperthyroidism 

- Clinical follow-up of these patients is generally recommended. 

- In the case of elevated pulmonary blood flow, its aetiology should be 

explored.



- mPAP/cardiac output (CO) slope > 3mmHg/L/min between rest and 

exercise, 

      ( Associated with impaired prognosis in patients with exercise dyspnoea and in several cardiovascular conditions )

    

- PAWP/ CO slope with a threshold > 2 mmHg/L/min may best differentiate 

between pre- and post-capillary causes of exercise PH 

Exercise PH
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drugs
with data based on outbreaks, 
epidemiological case–control 

studies or large multicentre serie !!



Suggested by 
multiple case series 
or cases with drugs 

with similar 
mechanisms of 

action.







PVOD - PCH

•  History of tobacco exposure,

•  Oxygen parameters (low partial pressure of arterial 

oxygen at rest, low pulse oximetry saturation of O2 during 

6-min walking test),

•  Pulmonary functional tests (low DLCO), 

•  HRCT of the chest (centrilobular ground-glass opacities, 

septal lines, lymph node enlargement) and

•  Occult alveolar hemorrhage on BAL when it is feasible.













  
It is clear that in this setting PH is frequently multifactorial, 
including :
    - Elevated CO 
    - LHD
    - Thromboembolic disease 
    - Altered blood viscosity and PVD due to endothelial
dysfunction, mainly due to nitric oxide depletion .

    -  Restrictive cardiomyopathy has
been better recognized and described in clinical and 
experimental studies

Fonseca G, et al . Ethn Dis 2016; 26: 545–552.
Mehari A,et al . Ethn Dis 2016; 26: 545–552.
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Better understanding about the risk factors for major
complications of the disease, including PH. 

In  cohort of 1309 patients that underwent haemodynamic  
screening evaluation  :
   -  pre-capillary PH   in    2.1% 
   -  post-capillary PH  in   0.3% .

 Older age and splenectomy were clear risk factors 
associated with PH.

Derchi G, et al Circulation 2014; 129: 338–345.

ß-thalassaemia

Fonseca G, et al . Ethn Dis 2016; 26: 545–552.
Mehari A,et al . Ethn Dis 2016; 26: 545–552.





LAM

Sarcoidosis

PLCH

Thyroid disorders

Gaucher’s dis.

Glycogen storage dis.

Neurofibromatosis



LAM

Sarcoidosis

PLCH

Thyroid disorders

Gaucher’s dis.

Glycogen storage dis.

Neurofibromatosis

Wu X, et al. Front Med 2018;
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PH in sarcoidosis ranges from 5.7% to 74%

fibrosis-associated remodelling 
 obliteration of pulmonary vessels, 

 extrinsic compression of central pulmonary vessels by 
lymphadenopathy or mediastinal fibrosis

                         pulmonary veno-occlusive-like lesions
 granulomatous involvement of pulmonary vessels

 left ventricular dysfunction
 portopulmonary hypertension

Shorr AF,et al. Eur Respir J 2005; 25: 783–788.
Nunes H, et al. Thorax 2006; 61: 68–74.
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Comorbidity , risk 
factor

affecting prognosis

Richter MJ et al. J Heart Lung Transplant 
2016; 35: 1427–1434.















Baseline Risk
 Assessment 















Follow Up Risk Assessment 









Take Home Message 

• A new pressure level to define an abnormal elevation in the mPAP >20 mmHg and the 
need for PVR 2 WU to define the presence of pre-capillary PH.

• “PAH long-term responders to CCBs” and “PAH with overt features of 
venous/capillaries (PVOD/PCH) involvement” , has been added.

• PH with unclear and/or multifactorial mechanisms was simplified with  the removal of 
splenectomy and thyroid disorder.

• New insights for groups 2, 3 and 4 have been addressed.

• Treatment consideration for comorbedities , with different risk-based treatment  
options for naive and follow up cases were precised 
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Thank you 
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