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radic patients. Pathologically, Goebel et al. [10] also
reported that muscle fascicles with numerous inclusion
bodies were adjacent to completely normal fascicles,
and such focal degeneration seems to be a characteristic
feature of this disorder [6]. It is still uncertain whether
familial cases of RBM share a common pathogenetic
mechanism with that in sporadic RBM.

Histopathologically there was fiber type grouping in
our proband, suggesting a neurogenic process as well.
Although needle electromyogram of the right tibialis
anterior muscle showed a few giant spikes, careful clin-
ical examination and peripheral nerve conduction stud-
ies showed no neurogenic changes. A prominent finding
in RBM is that the atrophic fibers with reducing bodies
are frequently aggregated in some fascicles, sparing the
rest of the fascicle [6,10]. With disease progression, the
changes extend diffusely and consequently fibrotic tissue
proliferation ensues [6]. This selectivity of fascicular
involvement may differ from muscle to muscle, reflecting
different degrees and clinical variability.

The origin and significance of the reducing bodies
remain unknown. Since these inclusions are usually
present around and in the vicinity of myonuclei, associ-
ation with nuclear changes appears possible, more so
since these bodies have the same electron density as that
of chromatin granules. By immunohistochemical stain-
ing, however, these bodies have no nuclear component.
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