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Pathophysiology of CTEPH

* Rare complication of acute pulmonary embolism

* Characterized by fibro-thrombotic obstructions of large
pulmonary arteries combined with small vessel arteriopathy!®

* Poor prognosis if not treated!

* Survival rates at 5 years!c!
— 30% in patients w/mPAP >40 mmHg
— 10% in patients w/mPAP >50 mmHg

* However, a number of treatment options are now available
* The management of CTEPH has advanced in recent years

a. Delcroix M, et al. Circulation. 2016;133:859-871; b. Hoeper M. Eur Respir Rev. 2015;24:272-282;
c. Fedullo P, et al. Am J Respir Crit Care Med 2011;183:1605-1613.



Diagnostic strategy in chronic
thrombo-embolic pulmonary hypertension

CTEPH diagnostic algorithm for symptomatic patients

PRI T CTEPH suspected from history

of PE? or risk factors for CTEPH

Perfusion imaging ‘
(V/Q scan or new modality®)
Any mismatched

AND

Echocardiography - AHnormal exercise tests
Intermediate or - @ » (CPETF, stress echocardiography)
high probability of PH . : ggestive for CTEPD

" Refer to CTEPH/PH centre .
Comprehensive work-up? S R A R '
(Table 14, ReCo Table 2)

CTPA + DSA
when CTPA is inconclusive AND

mPAP >20 mmHg
Pre-capillary PH PAWP <15 mmHg
(¢ PVR >2 WU




Medical history

Male born in 10/1982

APS, recurrent episodes of thrombosis

Pulmonary embolism 2007

Progressively worsening dyspnea WHO Ill since 09/2010

spO2 (rest) 98%




18/03/2011 20:24:03

Diagnostic
evaluation

o
1 TR Vmax 4.97 m/s
TR maxPG 98.63 mmHg

18/03/2011 20:24:21




2010
RHC, Diagnosis confirmation

RHC Medical treatment:
2010 RAP 14 mmHg, inhaled iloprost 20y x6
MPAP 63 mmHg bosentan 125mg x2
PAWP 9 mmHg Sildenafil 20mgx3
Cl 2,2 1I/min/m2
PVR 14,2 WU furosemide 40mg x1
acenocoumarol

NT-proBNP 4153 pg/ml



Referral for PEA

2011: operated in Paris
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5 vears later

Under anticoagulation therapy

PA mean 23mmHg
PVR 2,6 WU
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Key Principles in CTEPH Management

All patients with
CTEPH should be
referred for
operability

Lifelong
anticoagulation
therapy unless
contraindicated

Accurate diagnosis

assessment for
pulmonary
endarterectomy
(PEA)

Kim NH, et al. J Am Coll Cardiol. 2013;62:D92-D99.



Circulation ~

Wolume 133, Issus 18, 3 May 2016, Pages 1761-1771 a:“;':“"
https:/idoi.org/10. 116 1/CIRCULATIONAHA 115.019470 Association.

ORIGINAL ARTICLE - HYPERTENSIONHYPERTENSION

Dynamic Risk Stratification of Patient Long-Term Outcome
After Pulmonary Endarterectomy
Results From the United Kingdom National Cohort

e Up to 51% fail to manifest a mPAP<25mmHg

* MPAP>38mmHg or PVR>425dyn s cm+ after PEA -> worse prognosis

* 17% of CTEPH patients developed recurrent/persistent PH



Follow up after PEA

08/2011 - 09/2018
WITHOUT SYMPTOMS,
TTE NORMAL, RHC (2Y) NORMAL HAEMODYNAMICS

RHC sept “18: PVR 3.1WU, C.I. 2.9 I/min/m2, mPAP 24mmHg

e 2019: new episodes of dyspnea and chest pain

* Lung scintigraphy: segmental and subsegmental perfusion deficits in LL, subsegmental deficits in
RL

RHC 05/2019 RA 4mmHg, PA 51/20/32 (71.3%), PVR 4,8




Management strategy in CTEPH

Patients with confirmed CTEPH?
J

c

Lifelong therapeutic anticoagulation
(Class 1)

l

Treatment assessment by MDT®
(Class 1)

Operable

Persistent/recurrent Medical therapy (lieCo Table 24)
symptomatic PH ; = (Class I)

L ____ || Thankyou

BPAC

(Class 1) fo r yo u r

s CTECP:;ZT;; e ), Eur RespirJ 2021; 57: 2002828 att e nt I o n
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