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Survival into sixth decade after a Potts palliation for
Tetralogy of Fallot, complicated by shunt-infective
endocarditis and massive pulmonary embolism
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DESCRIPTION

A 56-year-old female with a background of
Tetralogy of Fallot (TOF) and atrial flutter attended
the accident and emergency department with a
14-week history of 12 kg weight loss and inter-
mittently loose stools. With regards to the TOF,
the patient underwent a Pott’s shunt procedure
at the age of 2 but never proceeded to have the
corrective surgery at the age of 11 as her grand-
mother declined on her behalf. Previous CT thorax
demonstrated classical findings of TOF and Pott’s
anastomosis (figure 1). Blood tests revealed raised
inflammatory markers (white cell count 23 x10°/L
and C-reactive protein 214.9mg/L), and three
blood cultures were positive for Streptococcus
mitis/S. oralis. Echocardiography showed a patent
Potts shunt and no clinical evidence of endocarditis.
The patient was treated for shunt-infective endo-
carditis with benzylpenicillin according to culture
sensitivities and hospital protocol. Subsequently,
she developed increasing shortness of breath and
a CT Thorax, Abdomen and Pelvis, with contrast
demonstrated an extensive filling defect within the
pulmonary arterial system, including the pulmonary
trunk and right main pulmonary artery, with further
extensive involvement of the right upper, middle
and lower lobe arteries, most likely due to exten-
sive pulmonary embolism. The CT also showed a
right-sided pleural effusion and pulmonary infarc-
tion of the right, middle and lower zones (figure 2).
The patient remained anticoagulated throughout
admission. Due to her critical condition, the risks
of a surgical embolectomy outweighed the risks of
conservative management. The patient developed
hospital-acquired pneumonia, but unfortunately,
despite antibiotic treatment, continued to dete-
riorate and passed away on day 13 of admission.

Figure 1

CT images showing features of Tetralogy of
Fallot (over-riding aorta, ventricular septal defect and
equal hypertrophy of the left and right ventricles) and
Potts shunt.

Figure 2 CT images showing extensive main pulmonary
artery and right pulmonary artery thrombus/vegetation
with lung window showing typical pulmonary infarct and
right pleural effusion.

Survival into late adulthood is rare in patients with
unrepaired TOF; 66% live to age 1year, 49% to
age 3 years and 24% to age 10 years.! There is
only one reported case of a patient who lived
into the seventh decade with an unrepaired TOF
and palliative Potts anastomosis.” Patients with
TOF who have undergone palliative procedures
including Potts shunt have an improved survival
rate compared with unrepaired TOF cases; 11%
are alive at age 20 years, 6% at age 30 years and 3%
at age 40 years.’ Patients’ with TOF and Potts anas-
tomosis have an 8% risk of infective endocarditis.*
The frequency of infective endocarditis complica-
tions depends on the infecting pathogen, duration
of disease before therapy and type of treatment.
A retrospective study showed a 44% incidence of
echocardiogram-negative infective endocarditis,
which may be caused by a variety of organisms and

Learning points

» This case is of clinical interest as it highlights
the rarity of survival into the sixth decade
without operative correction of tetralogy of
Fallot and the rare complications of shunt
endocarditis and pulmonary embolism.

» Congenital heart disease with high-velocity
shunts is significantly correlated with an
increased incidence of infective endocarditis of
both native heart tissues and shunts.

» A high incidence (44%) of echo-
negative infective endocarditis highlights the
need to embrace the term: ‘echo-negative
endocarditis’ in patients with compatible
clinical picture, damaged heart valves and
positive blood cultures.
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occurs in elderly patients or on damaged valves.® Systemic embo- Competing interests None declared.
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