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1. 35

Rozpoznanie ?

Ocena ultrastrukturalna ujawnila zatartg strukture sarkomerow, a takze silng dezorganizacje 1
zanik miofibryli. Mitochondria charakteryzowatly si¢ jasng macierza i uszkodzeniem grzebieni
mitochondrialnych (Fig. 1-5). Obserwowano tez nietypowe mitochondria o ciemnej macierzy i
nieprawidlowym przebiegu grzebieni (Fig. 6,7). Jadra kardiomiocytéw wykazywaty cechy
laminopatii. Widoczne byly zmiany w ich ksztalcie m.in. liczne wglobienia w otoczce
jadrowej, jak réwniez ubytki w blonie jadrowej, co wigzalo si¢ z penetracjg organelli

komorkowych do wnetrza jader (Fig. 8-14).

Rozpoznanie ?

Ultrastructural analysis revealed blurred sarcomere pattern as well as disorganization and
focally complete atrophy of myofibrils. Significant damage within the mitochondria was
noticed-they were characterized by a bright mitochondrial matrix and partial or total loss of
cristae (Figs.1-5). Atypical mitochondria with dark matrix and abnormal course of cristae were
also observed (Figs. 6,7). Cardiomyocyte nuclei showed features of laminopathy. The changes
in their shape were visible, e.g. numerous indentations in the nuclear envelope, as well as
defects in the nuclear membrane, which were associated with penetration of cell organelles to

the nuclei (Figs. 8-14).
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