the onset of symptoms. The pattern of weakness in IBM
is unique in that the clinical hallmark is early weakness
and atrophy of wrist and finger flexors, quadriceps, and
ankle dorsiflexors (Fig. 7A and B). Toe flexors are also
frequently weak, sometimes producing a position of
chronic great toe extension, or a pseudo-Babinski sign
(Fig. 7C). Some degree of asymmetry in muscle weak-
ness is the rule. Because of the dramatic knee extensor
involvement, it is not exclusively a distal myopathy,
although distal upper extremity flexor weakness is an
invariable component of the disease. Both knee extensor
and forearm and finger flexor weakness are included in
the new clinical diagnostic criteria for IBM (105). Severe
weakness in these muscle groups is so characteristic of
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IBM that even if the classic histologic findings are not
present on muscle biopsy, a presumptive diagnosis of
“possible” IBM should be considered (106).

Classic light microscopy features are endomysial
inflammation with invasion of nonnecrotic muscle fibers,
eosinophilic cytoplasmic inclusions, and rimmed vacuoles
within the muscle fibers that contain amyloid deposits
(Fig. 8A) (105). On electron microscopy, there is an accu-
mulation of cytoplasmic and intranuclear 15- to 21-nm fil-
aments (Fig. 8B). Although inflammation is nearly always
present, the other pathologic features may not be identi-
fied on the initial muscle biopsy, often requiring a second
or third biopsy for confirmation (106). The histologic sim-
ilarities between IBM and both Welander and Nonaka

FIG. 7. Inclusion body myositis. A: Note bilateral atrophy of
the flexor forearm muscles. B: Same patient as in A. Note
inability to flex fingers completely in the left hand. C: Pseudo-
Babinski sign with chronic toe extension due to weakness of
toe flexors.






