Navigating  the identification,
diagnosis and management
of pulmonary  hypertension
using updated ESC /ERS
guidelines

Case 2
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-
/6 y old male: past history

14 years deep vein thrombosis (1990)

1 year gradual onset breathlessness
ankle swelling

RXx angiotensin converting enzyme
Inhibitor and betablocker

10 months CTPA showed chronic thromboembolic
pulmonary hypertension (CTEPH)

Rx warfarin since then
continued to deteriorate
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/6 y old male: presenting complaint

3 weeks worsening breathlessness
admitted to hospital with gross fluid retention

echocardiogram: peak TR velocity 4.2 m/s
severely dilated right ventricle

moderate pericardial effusion

referred urgently to Hammersmith Hospital
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Question: Which one of these statements is
correct?

A A significant number of patients with CTEPH do not
have any history of pulmonary embolism or deep vein
thrombosis

A It is recommended that patients with acute
pulmonary embolism should be routinely screened for
CTEPH during follow - up.

A CTEPH patients with at least moderate pericardial
effusion should have this drained to prevent right
heart tamponade

A Patients with CTEPH do not normally require more
than 5 years anticoagulation

A All patients with CTEPH should have an inferior vena
cava filter inserted
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/6 y old male: on admission

WHO functional class IV: can transfer bed to chair with
difficulty; unable to walk to end of bed

Examination:
Heart rate 85 bpm, blood pressure 111/72, respiratory
rate 18 /min, apyrexial , jugular venous pressure to ear

lobes, SpO , 94% on air

Loud pulmonary second sound with right ventricular
third sound

Severe fluid retention
Cold peripheries
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Chest radiograph on admission
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Echocardiogram tricuspid regurgitation velocity
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i TR Vmax 4.77 mls
TR maxPG 90.95 mmHg
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Echocardiogram parasternal short axis
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Echocardiogram apical 4 chamber
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Ventilation perfusion scan
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Diagnostic algorithm for CTEPH

Symptoms, signs, history suggestive of CTEPH

Echocardiographic probability of PH (Table 8)

High or intermediate probability of PH

VIQ scan®
Mismatched perfusion defects?

CTEPH possible CTEPH ruled out

Refer to PH/ICTEPH Work-up for PHI'PAH
expert centre (Figure 1)

l

CT pulmonary angiography

Right heart catheterization
+/- Pulmonary angiography

CT = computed thomography; CTEPH = chronic thromboembolic pulmonary hypertension; PAH = pulmonary arterial hypertension; PH = pulmonary hypertension;
VIQ = ventilation/perfusion.
*CT pulmonary angiography alone may miss diagnosis of chronic thromboembolic pulmonary hypertension.
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CT pulmonary angiogram showing enlarged right
atrium and right ventricle with septal flattening
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