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Abstract © A 60-year-old male was admitted to our hospital because of orthopnea. He
had been mentally retarded from childhood and his stature exceeded 180 cm ; he suffered
from sexual dysfunction after growing up. He had often exhibited dyspnea since the age of
30, but had not received sufficient medical treatment. Echocardiogram revealed left
ventricular (L'V) dilatation and poor LV systolic function. Pathological examination of
right ventricular myocardial biopsy showed hypertrophy and disarrangement of myocytes
and fibrosis. Chromosomal analysis revealed his karyotype was 48, XXYY. Then he was
diagnosed as having Klinefelter’s syndrome complicated with dilated cardiomyopathy
(DCMD.

Several reports attest to the familial occurrence of X-linked DCM, while Klinefelter’s
syndrome is characterized by two or more X chromosomes. Then we thought this case was
interesting to assume a genetic predisposition to DCM.
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Table 1. Laboratory data on admission

Urinalysis Biochemistry
protein (=) T-Bil 1.8 mg/dl
sugar (- ALP 174 1U/1
occult blood (=) GOT 41 1U/1
GPT 60 1U/1
Hematology LDH 546 1U/1
RBC  358%10* /ul CK 20 10/1 -
Hb 11.0 g/dl ChE 297 1U/1
WBC 6,900 /ul TP 6.0 g/dl
Plt  18.1X10¢ /xl T-chol 166 mg/dl
TG 49 mg/dl
Blood gas analysis FBS 86 mg/dl
pH 7.431 BUN 16 mg/dl
PCO, 35.5 mmHg Scr 1.1 mg/dl
PO, 79.9 mmHg Na 139 mEq/1
HCO; 26.0 mEq/l K 3.7mEq/1
BE 1.8 mEq/1

mEq/1 Cl 99
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Fig. 1. Chest roentogenogram.
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Table 2. Endocrinological data

ACTH 22.4  pg/ml
GH 0.7 ng/ml
LH 30.5 mlIU/ml
FSH 70.7 mIU/ml
PRL 5.0 ng/ml
TSH 0.4 U/ml
free T3 3.5 pg/ml
free T4 2.2 ng/dl
cortisol 13.9 rg/dl
testosterone 5.3 ng/ml

B

A Chest roentogenogram on admission revealed -car-
diomegaly and marked pulmonary edema.

B : Chest roentogenogram at 10 hospital day showed de-
creased heart silhouette and disappearing pulmonary

edema.
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A
Fig. 3. Microscopic section of right ventricular muscle.

A Some myocytes appear hypertrophied and there is a little
disorganization of muscle bandles and bizarre arrange-
ment of myocytes. (Hematoxylin and eosin stain, X200.)

B The amount of fibrous tissue between myocytes is in-
creased. (Masson’s stain, X200.)
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