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Acute Rupture of Chordae Tendineae of the Mitral Valve in Infants -A Nationwide
Survey in Japan Exploring a New Syndrome
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Ninety-five children with rupture of mitral chordae tendineae were identified in
nationwide surveys of Japan diagnosed from 1995 to 2013. Eighty-one (85%) patients were between 4 and 6
months of age. The underlying conditions included Kawasaki disease (10 cases), and maternally derived
anti-SSA antibodies (2 cases). Surgery was performed in 80 patients (94 operations), and the final
operations included plasty of mitral chordae in 52 cases and mechanical valve replacement in 26 cases.
The histopathologic examinations (n=28) revealed inflammatory reactions with predominant mononuclear cell
infiltration in 18 cases (64%). Eight patients (8.4%) died and significant neurological complications
persisted in 10 cases (11%)-
Acute heart failure attributable to rupture of the mitral chordae tendineae in infants should be
recognized as a significant cardiovascular disorder that may cause sudden onset of cardiogenic shock and
death in infants.
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Table 1. Clinical Characteristics of the 95 Patients

Clinical Findings

Age at onset (months) 5 (4-6)*

Body weight at onset (kg) 6.83 (6.14-7.51)*
Gestational weeks 39 (38-40)*
Body weight at birth (kg) 2.97 (2.70-3.28)*

History of Kawasaki disease 10 cases;
Acute and convalescent stage
(day=30), 3 cases
Beyond convalescent stage (day>30),

7 cases
Anti-SSA antibody-positive 2 cases;
(12 cases examined) 0and 5 mo
Prodromal symptoms 88 cases;
fever 37, cough 16, vomit 14, others 21
Cardiogenic shock after initial 2(1-7)*

prodromes

*Data are presented as median (interquartile range).
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Table 2. Laboratory Findings of the 95 Patients

Examinations On Admission At Discharge PValue
WBC (/uL) 15440 9160 <0.0001
(11990-21650) (7330-11100)
Hb (g/dL) 10.2 (8.9-11.1) 11.8(10.9-13.0)  <0.0001
PLT (x10%uL) 501 (338-600) 368 (302-439) 0.0003
CRP (mg/dL) 1.60(1.97-3.15)  0.11(0.16-0.31)  <0.0001
AST (U/L) 44 (30-105) 36 (29-44) 0.0003
ALT (IU/L) 21 (13-135) 22 (16-36) 0.0160
LDH (IU/L) 421(267-763) 332 (264-484) 0.0046
CPK (IUL) 119 (77-247) 76 (45-123) 0.0002
CPK-MB (U/L) 27 (12-91) 31 (20-42) 0.0749
BNP (pg/mL) 1,450 (839-2545) 72 (32-114) 0.0007

cTnT (=22, ng/mL)  0.027 (0-0.132) — —

Data are presented as median (interquartile range). ALT indicates alanine
aminotransferase; AST, aspartate aminotransferase; BNP, brain natriuretic
protein; CPK, creatine phosphokinase; CRP, C reactive protein; cTnT, cardiac
troponin T; Hb, hemoglobin; LDH, lactate dehydrogenase; MB, myocardial
band; PLT, platelets; and WBC, white blood cells.
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| 95 patients with Mitral Chordal Rupture |
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