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Abstract - We report a rare case of Marfan syndrome associated with congestive
heart failure due to ruptured chordae tendineae in late pregnancy. A 29-year-old woman,
who was 32 weeks pregnant, was admitted to our hospital with complaints of dyspnea on
exertion. Although she had had severe myopia, she was never found to have a cardiac
murmur. On physical examination, arachnodactyly was revealed, and both the wrist sign
and the thumb sign were positive. A chest radiography showed bilateral pleural effusion,
cardiomegaly, and scoliosis. Echocardiography showed mitral valve prolapse (MVP) with
ruptured chordae tendineae and severe mitral regurgitation. The patient was diagnosed
as having Marfan syndrome with congestive heart failure due to ruptured chordae
tendineae. She was treated with diuretics and a daily continuous intravenous drip of
vasodilator (ISDN, 3.6 mg/h), dopamine (5.0x£g/kg/min) and dobutamine (10.0
1g/kg/min). Due to the appearance of pulmonary edema on the 5th hospital day, positive
end-expiratory pressure (PEEP) and an extracorporeal ultrafiltration method (ECUM)
were performed. Although an emergency cesarean section was performed on the 6th
hospital day, congestive heart failure and low-grade fever persisted. On the 27th hospital
day, mitral valve replacement (MVR) was performed. Subsequently, the patient’s
congestive heart failure gradually improved. Histological analysis of the mitral valve
extracted on MVR revealed muciform changes and infiltration of inflammatory cells in
the mitral valve leaflets. These findings are consistent with changes of mitral valve
leaflet related to the Marfan syndrome having both mitral valve prolapse and infectious
endocarditis.
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Table 1. Laboratory data on admission

Urinalysis
Protein (+) CHE 185  IU/L
Sugar (=) y-GTP 29 IU/L
Ketone (=) TP 6.5 g/dl
Occult blood (=) Alb 37 g/dl
TC 224  mg/dl

Hematology TG 140  mg/dl
‘WBC 10,400 /gl BUN 19 mg/dl
RBC 351 10* /pul Scr 0.6 mg/dl
Ht 30.6 % Na 131 mEq/dl
Hb 10.2 g/dl K 3.6 mEq/dl
Plt 355 %10* /ml Cl 86 mEq/dl

Ca 8.7 mg/dl
ESR Glu 102 mg/dl
36mm/1h
Endocrinology

Blood biochemistry hANP 136 pg/ml
T-Bil 0.9 mg/dl BNP 708  pg/ml
Alp 351 IU/L
GOT 27 IU/L Blood culture
GPT 14 IU/L negative
LDH 210 IU/L

(a)

Fig. 1.
and scoliosis.

(b)

a) Chest X-P on admission. Chest X-P on admisssion showed bilateral pleural effsion, cardiomegaly

b) Hand X-P on admission. Metacarpal index = 8.4.
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Fig. 2. Echocardiography on admission
a) systole. b) diastole.
Echocardiography showed severe mitral valve prolapse.
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Fig. 3. Clinical cours
SIMV: synchronized intermittent mandatory ventilation, PEEP: positive end-expiratory pressure,
ECUM: extracorporeal ultrafiltration method, MVR: mitral valve replacement, ISDN: isosorbide
dinitrate, DOB: dobutamine, DOA: dopamine, NYHA: New York Heart Association class.
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Fig. 4. Histological analysis of mitral valve extracted on MVR.
a) Muciform change was observed in mitral valve leaflets.
b) Infiltration of inflammatory cells was observed in the margin of mitral valve leaflets.
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