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*Hugh blood preseure within pulmonary circuit > or =20 m

“Pulmonary HTN

(diopathic
Cype | PAH
—*Regictance <>

tPVR Pulmonary Vasoconstriction

4 Pulmonary artery pressure <«<— tPAD ‘
(NO, PGl ) (Endotb\elin)

Pulm lVasod:{ators tVasoconstrictors

HTN j

BMPR2
4A gene that regulates the Mutation

balance between vagodilatore  (Idiopathic)
and congtrictore

Type Il PAH

Pulmonary
tPVR Vasoconstriction # Chronic lung digeage
© 4. copp
l -ILD
tPAP \ -OSA/OHS
l 10, (Hypoxemia)
Pulm HTN A

4 Chronic

rHigh presaure in the

+Thig will make it very hard for the blood to
come in the left ventricle from atrium » blood
tPCWP “—— «—_ will back flow through pulmonary veing

Type Il PAH

tPulmonary
Congestion

L,

+Datiente will develop very high atrial

© » their cardi i
e preggur'e their cardiac output will drop
when it'e gystolic or diagtolic » left

ventricular and preseure will increage

capillarieg will be harder

Pulm
for the blood torun
through the arteriole and
then into the capillaries

into the venuleg

Type IV PAH

7<Thege patiente develop clote within
their pulmonary arterieg that are
usually small like segmental clote »

tPVR

l Pulmonary  chronic pulmonary emboli » clot wil
tPAD Emboli — oeclude blood flow
l (CTEPH
Chronic Thromboembolic
Pulmonary Hypertension

Pulm HTN

£Type 5 pulmonary artery hypertengion » multiracial » no specific cause



% When the patient develops pulmonary
hyperfengion » mean arterial preggure will be nght H eQ V‘t Fa ('( Ure

20 or more » thig will tranemit to the right ¥ Jugular venoug pressure increageg
ventricle » it cannot pump out the blood to the £ \/p

pulmonary arteries » blood will start to back
up into the superior and inferior vena cava »
high central venoug pregsure cauging

Hepatomega( Y

L

¥Backing up ot blood in the inferior vena Asates
cava causes backing up and congestion of

- Patientg with pulmonary hypertengion they have a really difficult time
getting blood from the right heart into the left heart » the left heart
filling will drop » cardiac output of the left heart will drop (left
ventricular cardiac output) » when it dropg egpecially during

exertion » you can’t perfuge the brain or the coronarieg » patient wil
develop dygpnea (most common pregentation SO%) and eyncope

the hepatic vein » it's very hard for the
blood to leave the liver » liver celle will be

% Increage in inferior vena cava preseure » high portal venoug preseure » 3
lot of fluidg leaks out of the peritoneal capillaries because of high capillary
pregaure » accumulation in the gpaces of peritonium

congested » they become injured and

swollen » hepatomegaly which with time
can develop cirrhogig or liver failure

Pitting edema
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Diagnostic Approach to
Pulmonary Hypertension
Rules outfin Obtain ’g?;f:; "‘:?: ‘;’:;:::’l’g;“m_ns Supportive of
e ; ARt
Type || PAH Echocardiogram L0V sanie bction Pulmonary Hypertension
: MPAP > 25mmHg o
Right HeartCatheterization ~ '"“ovs  Pulmonary Hypertension
Abaormal PFTs .
Rules out/in Type Il PAH and
Abnomal CT
Workup type of PAH
(PFTs, Chest CT, V/Q scan, etc)
Rules out/in Type IVPAH ~—adnomal ViQ scan— Normal workup
Possibly Rules in Type | PAH
Vasodilator Therapy
Vasoreactivity test (+) Calcium Channel Blocker > Nifedipine
Treatment of
Pulmonary Hypertension Endothelin antagonists - Bosentan
Vasoreactivity test (-) Prostacyclin agonists - Selexipag

PDE-I - Sildenafil

Severe / Refractory PAH IV Prostacyclin agonists - Epoprostenol

Type of

Pulmonary Causes Treatment
Hypertension

-Vasodilator therapy .
Class1 Idiopathic (BMPR2 mutation) -Heart-Lung transplant vaso dl { ator t"\e ra P y
(refractory PAH) ey
Pulmonary vasoconstriction
Class2 Left Heart Failure I
Lung Disease (COPD) Treat
; PG, agonists Endothelin
; i the underlying cause 2 p
Class4 ‘ Chronic thromboemboli (PE) PDE-I antagonists
Class5 Multifactorial causes (sarcoidosis) \@ e (
tVasodilators WVasoconstrictors

(PGl,, NO) (Endothelin)




