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x Femme, 54 ans i drépanocytose SS sous Hydrea
x 3 episodes de STA nécessitant des hospitalisationsal 6 US| P
x Sans autres ATCD CV
x Dyspnée qui évolue depuis 6 mois
x Examen pneumo: RAS

x Examen Cardio : éclat b2, OMI++

x ECG : BBD
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Hypertension pulmonaire

Pulmonary hypertension (PH) is defined by a mean pulmonary artery
pressure 2 25 mmHg at rest, measured during right heart catheterization.

2 . Pulmonary hypertension due to left heart disease
21 Left ventricular systolic dysfunction
22 Left ventricular diastolic dysfunction
2.3 Valwular disease
2.4 Congenital /acquired left heart inflow /outflow tract obstruction and
congenital cardiomyopathies

1 Pulmonary arterial hypertension
1.1 idiopathic PAH
1.2 Heritable PAH
121 BMPR2

1.2.2 ALK-1, ENG, SMADS, CAVL, KCNK3
1.2.3 Unknown
1.3 Drug and toxin induced

+. Pumonary hypertension due to lung diseases and/or hypoxia
3.1 Chronic obstructive pulmonary disease j
3.2 Interstitial lung disease l‘;:&
3.3 Other pulmonary diseases with mixed restrictive and obstructive pattern
3.4 Sleepdisordered breathing
3.5 Alveolar hypoventilation disorders
3.6 Chronic exposure to high altitude
3.7 Developmental lung diseases

. Chronic thromboembeolic pulmonary hypertension (CTEPH)

1.4 Associated with:
1.4.1 Connective tissue disease
1.4.2 HIV infection
1.4.3 Portal hypertension
1.4.4 Congenital heart diseases
s 1.4.5 Schistosomiasis
"" Pulmanary veno-occlusive disease and/or pulmonary capillary hemangiomatosis
1 ). Persistent pulmonary hypertension of the newbom (PPHN)

. Pulmonary hypertension with unclear multifactorial mechanisms

Pulmonary artery wedge pressure

{PAWP} S 15 mmHg 5.2 Systemic disorders: sarcoldosis, pulmonary histiocytosis,
lymphangioleiomyomatosis
5.3 Metabolic disorders: glycogen storage disease, Gaucher disease, th yroid disorders
5.4 Others: tumoral obstruction, fibrosing mediastinitis, chronic renal failure,

segmental PH

Simonneau G, JACC, 2013
Hoeper MM, JACC, 2013




Hypertension pulmonaire

1 Pulmonary arterial hypertension E Pulmeonary hypertension dueto lung diseases
nd/or hypoxia

1" Pulmonary veno-occlusive
disease / pulmonary capillary | Pumoay | Caplay ©  Puronay
hemangiomatosis

1" Persistent pulmonary
hypertension of the newborn

d Chronic thrombembolic pulmonary hypertension

? Pulmonary hypertension dueto left heart l:liseasel

5 PH with unclear multifactorial mechanismsl

Simonneau et al.
JACC 2013




Hypertension pulmonaire
Clinique

- Dyspnée
- Si gnes :BRHJ]h¥pBtomegalie, OMI

- ECG: BBD

ETT: cavités droites dilatées, PAPs élevee, épanchement péricardigue

2

Cathéterisme cardiaque droit



Mesure de la PAP

Right Heart Catheterism Doppler echocardiography
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Gold Standard Tool Estimation from TRJV

Mean PAP > 25 mmHg Systolic PAP =
(TRJIV max)?+ RAP(estimated)



Catheterisme cardiagque dro

POD
PVD
PAPmM
PCP
DC

IC
RVP
SVO2

Test au NO




Algorithme

Sympomes (dyspna) or clinical signs in favor of PH
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Pre capillary PH
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Hypertension pulmonaire

Pulmonary hypertension (PH) is defined by a mean pulmonary artery
pressure 2 25 mmHg at rest, measured during right heart catheterization.
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L @bS est apparue de facon indépendante dans au moins 5 régions
différentes, dans des environnements chromosomiques distincts
appelés « haplotypes »



