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Pulmonary Hypertension is a Disease of
the Lung and Heart






PH iIs classified into Five Groups



PH Is Categorized Based on its Underlying
Cause



PH Is Categorized Based on its Underlying
Cause

>



Hemodynamic Definition of PH

Normal mPAP
8-16 mmHg at rest

PH
MPAP > 20 mmHg at rest



The Hemodynamic Definition of
Precapillary PH has Changed Over Time



CTEPH: Introduction



What 1s CTEPH

e \ascular disorder characterized by:

— Organized thrombotic obstructions in the
pulmonary arteries

e |t may include small-vessel vasculopathy
that is indistinguishable from idiopathic PAH

e Defined by the following observations after
3 months of effective anticoagulation:

— mPAP >20 mmHg
— Mismatched perfusion defects




Post-thrombotic residua
: with resting precapillary
bl PH = CTEPH

Resolution of thrombo-




CTEPH Introduction



CTEPH: Survival without treatment



Epidemiology



Incidence of CTEPH after Episode of PE



Incidence of CTEPH after First Episode of PE



Proposed annual incidence of CTEPH In
USA

600,000
25,000




Pathophysiology of CTEPH



CETPH Pathogenesis



CTEPH: Histopathological Paradox



Definition of CTEPH



CTEPH



CTEPH: Risk Factors



Clinical suspicion for PH

L 2

Echocardiogram
PASP > 35 mmHg
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[ PH explained by left heart or lung disease? 1 ﬁ
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[ V/Q Scan
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Refer to specialist center

Right heart catheterization
mPAP > 20 mmHg, PCWP < 15 mmHg, PVR > 2 WU

Pulmonary angiogram

WHO group 2 or 3
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Diagnostic strategy in CTEPH



CTEPH Diagnostic Imaging Algorithm



Ventilation/Perfusion (V/Q) Scan
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Ventilation/perfusion scan
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l
Ventilation  Perfusion Ventilation Ventilation  Perfusion
Normal or Mottled At least one segmental Perfusion defects

pattern perfusion defects inconsistent “m“m“%"m‘m
1 with ventilation scan findings l
PAH CTEPH PH due to lung diseases

or other pulmonary vascular diseases and/or hypoxemia



Ventilation-Perfusion (V/Q) Scintigraphy is more
Sensitive than CT Pulmonary Angiogram (CTPA)
for the Diagnhosis of CTEPH




CTEPH CTA, MRI, and Imaging



Pulmonary Angiogragphy



CTEPH rules



CETPH Management Algorithm

CTEPH diagnosis

Continue lifelong anticoagulation

\

{ Operability assessment by CTEPH team }

Operable Inoperable
‘ \/
- Recommend second opinion by
another experienced center

!
\/

[ Persistent symptomatic PH }}




Pulmonary Endarterectomy (PEA)



Pulmonary Endarterectomy (PEA)



Pulmonary Endarterectomy (PEA)



Predictors of Surgical Sucess



Balloon Pulmonary Angioplasty (BPA)



Balloon Pulmonary Angioplasty (BPA)



Balloon Pulmonary Angioplasty (BPA)



Balloon Pulmonary Angioplasty (BPA)



Medical therapy



Indication for Medical Therapy



When Medical therapy in CTEPH



Medical therapy: Riociguat



Medical therapy: Riociguat



Medical therapy: Riociguat in CHEST-1

Riociguat significantly improved PVR



Management strategy in CTEPH



Overlap In treatments/multimodality
approaches in CTEPH



CTEPH:
PEA vs. PBA vs. medical therapy



Conclusions (1)



Conclusions (2)



Thank you

Q&A



Back-up slides



PH IS a Rapldly Progressive,
Ultimately Fatal Condition









