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CLINICAL CASE
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Mixed Connective Tissue Disease
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ABSTRACT
A 56-year-old woman with mixed connective tissue disease, who was on maintenance immunosuppression, developed
asymptomatic left ventricular dysfunction, ventricular arrhythmia, and high troponin I. Heart catheterization showed
normal coronaries and biopsy-proven, virus-negative lymphocytic myocarditis. A biopsy-guided immunosuppression
upgrade effectively treated autoimmune myocarditis, which resulted in ventricular function recovery, resolution of
arrhythmia, and of troponin release. (Level of Difﬁculty: Advanced.) (J Am Coll Cardiol Case Rep 2019;1:171–4)
© 2019 Published by Elsevier on behalf of the American College of Cardiology Foundation. This is an open access article
under the CC BY-NC-ND license (http://creativecommons.org/licenses/by-nc-nd/4.0/).
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MEDICAL HISTORY
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arthralgia, Raynaud’s phenomenon, and high titer
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weeks before hospital admission, echocardiographic LVEF unexpectedly dropped to
34%. Routine 24-h continuous electrographic Holter
monitoring, used to detect asymptomatic arrhythmia
that is frequent and associated with accelerated coronary atherosclerosis, revealed nonsustained ventricular tachycardia and high premature ventricular
ectopic beat burden (Lown grade 4). The patient was
apparently asymptomatic, and her cardiovascular
physical examination was normal, but coronary
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daily, furosemide 25 mg, eplerenone 50 mg, and
amiodarone 200 mg. Immunosuppressive therapy
with oral prednisone, 1 mg/kg daily, and mycophenolate mofetil (MMF), 1 g twice daily, was started.
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F I G U R E 1 Key Diagnostic Proﬁle

(A) Electrocardiogram showing sinus rhythm and negative T waves in inferior and lateral leads. (B) Standard indirect immunoﬂuorescence of
patient’s serum on human heart (400) and on (C) skeletal muscle tissues (400), giving organ-speciﬁc antiheart (AHA) and antiintercalated disk (AIDA) autoantibody patterns: positive cytoplasmic and ﬁne striational staining of cardiac myocytes (AHA), and strong linear
staining of the intercalated disks (AIDA) that were negative on human skeletal muscle tissue. (D and E) Right ventricular endomyocardial
biopsy showing focal active lymphocytic myocarditis (D, hematoxylin eosin 200; E, lymphomonocyte inﬁltrates CD3þ 200) with mild
interstitial and perivascular ﬁbrosis, cardiomyocyte hypertrophy, and vacuolization with irregular-shaped nuclei.
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increase in troponin I. After 2 years, MMF was

etiologies and directs the appropriate therapeutic
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proven autoimmune myocarditis in MCTD. However,
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ﬁndings and normal troponin levels.
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