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CLINICAL PERSPECTIVE
Acute massive mitral regurgitation attributable to rupture of the chordae tendineae is a serious condition in which patients
experience the sudden onset of circulatory and respiratory failure. This condition was thought to be rare in young children.
However, several child cases have been reported in Japan, and most cases are infants aged between 4 and 6 months. We
conducted a nationwide survey of the disease and analyzed 95 cases. The disease has a seasonal epidemic that peaked in the
spring and summer. Eight patients died of acute heart failure and 26 patients underwent mechanical valve replacement. The
direct cause of rupture remains unknown, and the patients are diagnosed as idiopathic. However, Kawasaki disease, mater-
nal anti-SSA antibody, infectious cause, and myxoid change of the mitral valve appear to be underlying conditions. As the
clinical entities and criteria of the disease have not been established yet, some patients may have gone unnoticed after dying
or being misdiagnosed with other conditions such as sudden infant death syndrome. Acute rupture of the mitral chordae
tendineae in infants is a new syndrome. This disease does occur in countries other than Japan and should be recognized as a

significant cardiovascular disorder in infants.

Downloaded from http://circ.ahajournals.org/ at National Cardiovascular Center on March 1, 2015
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Rupture of mitral chordae tendineae in infants
more common than thought

Fri, 08/08'14 - 12:30
By David Douglas

NEW YORK (Reuters Health)- In young children, rupture of the mitral chordae tendineae is more common than previously
thought, according to a survey by Japanese researchers.

“Acute rupture of the mitral chordae tendineae in infants is a new syndrome and should be recognized as a significant
cardiovascular disorder that may cause sudden onset of cardiogenic shock and death,” Dr, Isao Shiraishi of the National Cerebral
and Cardiovascular Center in Osaka told Reuters Health by email,

In a paper online July 25 in Crculation, Dr. Shiraishi and colleagues note that there have been several recent reports of such
rupture in children in Japan; most of them were in infants, and congenital malformations of the mitral valve apparatus were
absent.

However, "pediatricians, and even pediatric cardiologists, do not know much about the disease,” the team says.

To gain further information, they sent questionnaires to clinical training hospitals approved by the Japanese Society of Pediatrics
requesting information on such cases In children urder the age of 15 years.

Ultimately 95 cases diagnosed from 1995 to 2013 were identified; 81 of the children were betwaen four and six montas old. The
underlying conditions before rupture included Kawasaki disease (in 10 cases), maternally derived anti-SSA antibodies (in two
cases) and endocarditis (in one case).

Surgery was performed on 80 patients. This involved mitral chordae plasty in 52 cases and mechanical valve replacement in 26,
Six patients died before being operated on and two did so shortly afterwards. In ten patients there were significant persistent
neurological complications.

Histopathological examinations of 28 of the mitral valves and chordae revealed inflammatory reactions with predominant
mononuclear cell infiltration in 18 cases and Increased fibrous and myxoid tissue in 11 cases,

These findings suggest that "ron-bacterial Infectious or autoimmune endocarditis and myxoid changes are involved,” the team
writes.

Although the condition appeas to be predominantly Japanese, they note, cases may have occJrred in other countries as well.
Because the disease is not currently recognized worldwide, some patients may have remained undiagnosed or been
misdiagnosed.

The precise etiology is uncertain, but the researchers conclude that "acute rupture of the mitral chordae tendineae should be
recognized as a significant cardiovascular disorder that may cause sudden onset of cardiogenic shock or death in infants all over
the world.”

SOURCE: http://bit.ly/1AXNK5E
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