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An Infant with Marfan Syndrome and Ventricular Septal Defect
and Progressive Heart Failure
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We describe the case of an infant with Marfan syndrome (MFS) complicated by ventricular septal defect (VSD),
who developed rapidly progressive heart failure and reduced cardiac function after surgery. The patient was a
2-month-old girl who was diagnosed with heart failure caused by excessive pulmonary blood flow due to VSD
and referred to our hospital. MFS was suspected based on family history and physical findings. Since excessive
pulmonary blood flow was accompanied by a decrease in cardiac function, a staged repair was performed.
Although the cardiac function decreased immediately after pulmonary artery banding and intracardiac repair,
it gradually recovered. At the age of 3 years, lens luxation was found. Since the patient’s father had MFS, she
met the revised Ghent criteria. MFS may induce cardiac dysfunction. If a patient with congenital heart disease
requires therapeutic intervention, attention should be paid to the progression of preoperative heart failure and
postoperative management, and follow-up and treatment strategies should be carefully considered.
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Fig. T Chest X-ray on 1st admission
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Fig. 2 Electrocardiogram on 1st admission
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(Table 1). FfiBIRIE 67/31 (44) mmHg, [ifi fA il i
kb (Qp/Qs) 3.3, HlilfiE YT 3.8um? fEEILRER
# (LVEDV) 34.4mL (286% of normal), LVEF
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Table 1 1st and 2nd cardiac catheter data

Tst 2nd
RA (mmHg) 3 4
mPA (mmHg) 67/31 (44) 23/15 (18)
LA (mmHg) 6 5
aAo (mmHg) 88/47 (61) 86/42 (57)
Cl (L/min/m?) 3.1 3.2
Qp/Qs 3.3 1.8
Rp (units-m?) 3.8 2.3
LVEDV (% of normal) 286 254
LVEF (%) 34 53
RVEDV (% of normal) 258 228
RVEF (%) 48 57

RA: right atrium, mPA: main pulmonary artery, LA: left
atrium, aAo: ascending aorta, Cl: cardiac index, Qp/Qs: the
ratio of pulmonary to systemic blood flow, Rp: pulmonary
vascular resistance, LVEDV: end-diastolic left ventricular
volume, LVEF: left ventricular ejection fraction, RVEDV:
end-diastolic right ventricular volume, RVEF: right ventric-
ular ejection fraction
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Fig. 3 Clinical course during the acute phase
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LVDd: left ventricular end-diastolic diameter, EF: ejection fraction, PAB: pulmonary artery banding, ICR: intracardiac
repair, DOA: dopamine, DOB: dobutamine, OLP: olprinone, hANP: human atrial natriuretic peptide

© 2020 Japanese Society of Pediatric Cardiology and Cardiac Surgery



162

Fig. 4 Microscopic findings
(a) There are anisokaryosis of cardiomyocytes, mild hypertrophy, and disarray (hematoxylin and eosin stain). (b) There is
fibrosis of interstitial between cardiomyocites (Azan stain).
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Fig. 5 The cange of LVDd and LVEF

LVDd: left ventricular end-diastolic diameter, LVEF: left ventricular ejection fraction
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Fig. 6 The change of heigtht and Valsalva distance
* Height was expressed as standard deviation, and Valsalva distance was expressed as Z score.

BRNRBERSBFEME $£36E F25



163

B DELNZ RS e DR RN R TR R o 72
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