Abstract: 63
A rare presentation of heart failure
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A previously well 38-year-old female presented in December 2016 with abdominal pain radiating to her back.
Non-contrast CT excluded renal calculi but demonstrated abnormal appearances of the renal parenchyma
bilaterally. Subsequent contrast CT and MR imaging revealed widespread aortic thrombus extending into both
renal arteries with bilateral renal infarction. Vasculitic and thrombophilia screen was positive for lupus
anticoagulant and the patient was started on warfarin for presumed antiphospholid syndrome.

A month later she reported arthralgia. Autoimmune testing demonstrated positive antinuclear and anti-Ku
antibodies. She was commenced on hydroxychloroquine. Subsequently she developed increasing
breathlessness, peripheral and pulmonary oedema. Echocardiogram revealed severe biventricular systolic
dysfunction (left ventricular (LV) ejection fraction ~ 15%) so prognostic medical therapy for heart failure was
initiated and she was referred on to our centre. Ongoing deterioration prompted immunosuppression with
mycophenolate mofetil and cyclophosphamide.

Cardiac MRI demonstrated LV hypertrophy and severely impaired biventricular systolic function. Late
gadolinium enhancement pattern was unusual, with intense LV circumferential and subendocardial fibrosis with
predominant nodular septal enhancement. There was patchy enhancement of the RV septum and both atria (Fig
1A and 1B). Differential included sarcoid, amyloid, vasculitis and connective tissue disease.

Renal and myocardial biopsies showed, respectively, glomerular and interstitial deposition of amorphous, congo
red-positive amyloid (Fig 1C) with characteristic yellow-green appearance under polarised light (Fig 1D).
Immunochemistry staining of the amyloid deposits was positive for lambda light chains, confirming diagnosis of
AL amyloid.

One year following initial presentation, the patient was started on Bortezomib chemotherapy and falling lambda
light chain levels indicated response to therapy. However she continued to deteriorate and was transferred to a
heart transplant centre for biventricular assist device implantation. She died soon after due to pulmonary
haemorrhage.

Cardiac amyloid is a rare cause of systolic heart failure in young patients and prognosis is guarded. We show
that classical cardiac imaging findings are not always present. Diagnosis of amyloidosis can only be confirmed
by tissue biopsy and this should be pursued early if amyloidosis is suspected.






