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Extracardiac involvement of primary amyloidosis

Afectación extracardiaca de la amiloidosis primaria
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b Servicio de Cardiologı́a, Conscorci Corporació Sanitaria Parc Taulı́, Sabadell, Barcelona, Spain
c Servicio de Anatomı́a Patológica, Conscorci Corporació Sanitaria Parc Taulı́, Sabadell, Barcelona, Spain
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A 60-year-old woman from Equatorial Guinea consulted for shortness of breath during the previous month and swelling of the lower

extremities. On physical examination, blood pressure was within the normal range, with slight tachycardia. The patient exhibited signs of

biventricular congestion, hepatomegaly, periorbital erythema, macroglossia, nail dystrophy, and erosive skin lesions below the sternum

(figure 1). Signed consent was obtained for acquisition of the photographs.

Clectrocardiogram showed low voltage, and echocardioscopy depicted biventricular hypertrophy, speckled myocardium, and a

restrictive diastolic pattern. Based on these findings, the patient was hospitalized for further study. On laboratory testing, NT-proBNP value

was 1261 pg/mL and protein electrophoresis depicted a monoclonal band in the beta region and increased lambda light chains (80.47 mg/

dL). The 24-hour urine study showed proteinuria within the nonnephrotic range (1.93 g/L). Echocardiography findings included

biventricular hypertrophy, moderately reduced systolic function with restrictive features, and significant biatrial enlargement (figure 2A).

Magnetic resonance imaging (figure 2B) depicted extensive diffuse thickening of the left ventricle, left ventricular ejection fraction at 45%,

diffuse fibrosis, and significantly increased extracellular volume (53%), consistent with advanced cardiac amyloidosis. Skin biopsy

specimens tested positive on Congo Red staining and the immunohistochemical profile was positive for lambda light chains (figures 2C,D),

thereby confirming the diagnosis of systemic primary amyloidosis. The patient was started on chemotherapy.

This case study documents both the cardiac and extracardiac manifestations of primary amyloidosis, synthesizing the clinical diagnosis

and complementary test findings in this condition.
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