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Clinical and Pathological Characteristics of a Limb- girdle Muscular Dystrophy
and Myocardial Impairment Family
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Abstract: Objective  To observe the clinical and pathological characteristics of a limb- girdle muscular
dystrophy and myocardial impairment family. Methods ~ The family was investigated and every member of the
family accepted serum creatine kinase and troponin T examination, electrocardiogram, electromyogram, and
echocardiogram examination. Muscular biopsy and pathology were done in 4 patients. Results  In the pedigree
there were total 9 patients in 4 generations. Patients were found in every generation, and men and women were
involved. Five patients were alive, they appeared progressive muscular atony and atrophy, especially in shoulder and
pelvic girdle, with normal serum creatine kinase and troponin T examination; some patients appeared heart
enlargement, arrhythmia, and heart failure. Pathology examination showed obvious muscular atrophy, nucleus inner-
movement and muscular split, answered for the characteristics of muscular dystrophy; immunohistochemistry of
dystrophin test was positive. Conclusions It showed that the family history was caused by autosomal dominant
heredity. According to the clinical and pathological characteristics, the patients were diagnosed as limb- girdle
muscular dystrophy with myocardial impairment, it may be limb- girdle muscular dystrophy B(LGMD- B) , and
molecular genetic examination is needed for accurate gene type.
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Table 1 Clinical characteristics of muscular dystrophy patients
Patient Gender Age ts (year)® ECG LVEDD(mm) EF%

29 F 45 37
32 F 42 36 Sinus arrest
5 M 43 38 Af,  °AVB, ventricular premature beat 63.4 45
11 F 37 30 °AVB, atrial premature beat 59 55
15 F 28 25 Af, tachycardia 42.7 68
1 F 22 15 Sinus tachycardia 41.6 74

1) The patient suffered sudden death when she was 45 years old; 2) The patient suffered sudden death in hospital when she was 42 years old,
while ECG showed sinus arrest; 3) Time of suffering muscular dystrophy; F: female; M: male; Af. atrial fibrillation; AVB: atrioventricular block;
LVEDD: left ventricular end- diastolic diameter; EF: ejection fraction
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Fig.2 Pathology examination for limb- girdle muscular dystrophy
A: HE staining, muscular fibre are in different size, some of them show obvious atrophy, phenomena of nucleus inner-
movement, muscular split and adipose tissue hyperplasia can be seen; B: ATP-ase staining, the two kind of muscular fibre
distribute normally, atrophy of - type fibre is obvious; C: NADH- TR staining, mitochondrial enzyme is distributing normally; D:
Immunohistochemistry of dystrophin staining; X200
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