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Introduction

Chronic thromboembolic pulmonary hypertension
IS characterized by chronic obstruction of major
pulmonary arteries by organized thromboembolic
material. Untreated chronic pulmonary
thromboembolism can result in pulmonary
hypertension and right heart failure. It is the only
form of pulmonary hypertension potentially
curable by surgical or catheter based
interventions. While early diagnosis is the key to
successful treatment, CTEPH remains largely
undiagnosed.

Case Report

A 28 year old gentleman hailing from Nanded,
farmer by occupation, current smoker, presented
with complaints of breathlessness since 4 years
associated with chest pain since 2 years, bilateral
pedal edema more on the right side since 3 years.
Retrospectively history of road traffic accident
resulting in  fracture and  subsequent
hospitalization was found. On examination patient
was having sinus tachycardia, tachypnea with a
raised JVP and positive hepato-jugular reflux. On
cardiovascular examination loud P2 was
auscultated.  Routine investigation  showed
tachycardia on ECG, thrombocytopenia on blood

profile. Cardiac enzymes were within normal
limit. Pulmonary function test was suggestive of
mild airflow limitation with good bronchodilator
response. 2D ECHO showed moderately dilated
RA and RV with Grade | TR and I\VC Dilation 1.7
cm and moderate PAH (PASP by TR jet 59 mm
hg). Venous Color Doppler Study of left lower
limb showed a 3 cm Baker cyst noted in popliteal
fossa. Right lower limb popliteal vein lumen
occluding thrombus noted in popliteal vein at
popliteal fossa, approx. 5 cm compressible,
extending to the origin of posterior tibial vein.
Arterial doppler within normal Limits. HRCT
chest showed dense calcification in the sub-carinal
region, mosaic attenuation seen in both lungs right
more than left side. As per Wells criteria for PE,
score was 6.5 indicating a high chance of
pulmonary embolism. CT Pulmonary Angiogram
showed large saddle embolus noted in the right
and left main pulmonary artery with calcification
within. Perfusion defect in both lungs, right more
translucent than left.Fibrotic nodule present in the
left lower lobe supreme segment. Blood serum
markers were negative for ANA, anti-ds DNA,
anti-Scl 70, anti-CCP, RA Factor, CRP titers, d-
Dimer.
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Discussion

Incidence of CTPEH is 0.5-3.0% (CTEPH) in
pulmonary hypertension cases which is recently
documented to complicate 3.8% of acute
pulmonary embolic events!

Following an initial episode of PE, almost 30%
patients who develop CTPEH have no
documented history of acute DVT or pulmonary
embolism which hampers the diagnosis.

Even in patients receiving appropriate treatment
for an acute pulmonary embolism incomplete
resolution occurs in a significant proportion of
patients, placing them at risk of developing
CTEPH[5][6][7]_

Trauma to the lower limb can increase the risk of
DVT which complicates as mild PE and can later
lead to CTPEH.

Mortality of CTPEH is high in patients with mean
PAP of more than 50 mm Hg

Treatment of choice is Pulmonary Thromboenda-
rterectomy. Bosentan treatment in patients with
inoperable CTEPH resulted in improvements in
hemodynamics, exercise tolerance (6 min walk
test) and functional class™.

Medical management is undertaken in patients
who despite of an accessible thrombus choose not
to undergo surgery. Other indications for medical
management are a very distal thrombus or severe
PAH leading to high risk during surgical
intervention.

Usually first line medical management is
anticoagulant therapy. In our case we used
LMWH - Enoxaparin. Thrombolysis wasn’t
indicated. PDE — 5 inhibitors like sildenafil have
shown limited benefits. Gradually the patient was
shifted to oral anticoagulants, warfarin in this
case, dose adjusted according to the PT/INR
values. PT/INR maintained between 2 —3. Patient
was discharged on oral anticoagulants.
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