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Fig. 1  Clinical photograph of the patient.
a: Standing lateral view of the knee joints. Note that the patient was unable to extend his knee joints. b: Axial STIR
image of the patient’s thighs (TR 11,781.0 mS, TE 80.0 mS). c-d: Congo red staining of the biopsied specimen obtained
from the left vastus lateralis muscle shown under polarized light. d—g: Congo red-positive amyloid deposits around the
vessel walls shown under polarized light (d, arrowhead) were immunopositive for anti-A antibody (e), but not for anti-k
(f) or anti-transthyretin antibody (g). The magnification for panels d to g is the same.
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Table 1 Previously reported cases of amyloid myopathy with joint contracture.
Clinical Features
Authors™ Age/Gender  Joints with contracture Muscule pseudo- Palpable abnormality )
hypertrophy within muscles Macroglossia
Lange et al."” 62/M Upper extremities + + +
Ringel et al."” 57/F Upper and lower extremities + - NA
Komiyama et al.”” 65/M Shoulders and hips + + NA
Metzler et al.” 45/F Upper and lower extremities + + -
Gertz et al.” NA NA + NA NA
Present case 68/M Knees - - -
*Cases are presented in order of publication. NA: not applicable, ie, information unavailable in the literature.
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Video The patient’s gait state.
Note that the patient’s knees remained bent when he walked
because of the knee joints contracture.
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Abstract

A representative case of joint contracture as a main feature
of AL amyloid deposits identified in the skeletal muscles

Erika Matsumura, M.D.", Tetsuto Yamaguchi, M.D.", Yasushi Tomidokoro, M.D., Ph.D.”,
Akiko Ishii, M.D., Ph.D.” and Akira Tamaoka, M.D., Ph.D.”

YDepartment of Neurology, University of Tsukuba Faculty of Medicine

A 68-year-old man, with a history of type 2 diabetes mellitus and chronic kidney impairment, had been suffering from
progressive knee joint contracture and dysesthesia of the lower extremities for 4 years. When he walked, his knees
remained bent owing to contracture of the knee joints. There was no evidence of muscle pseudohypertrophy, intra-
muscular nodules, or muscle weakness. Clinical examination revealed IgA )\ M-protein, reticular high-signal intensity
lesions demonstrated by magnetic resonance T,-short TI IR(STIR) imaging of the lower extremity muscles, and a
mixture of neurogenic and myogenic changes demonstrated by needle electromyography. A biopsy specimen from the
vastus lateralis muscle identified A2 amyloid deposits around the vessels, establishing a diagnosis of amyloid myopathy
based on systemic AL amyloidosis. This case demonstrated that joint contracture and reticular lesions shown by
magnetic resonance STIR imaging of the muscles can alert the physician to consider muscle biopsy to investigate
deposition of amyloid in the skeletal muscles even in the absence of muscle pseudohypertrophy or weakness, both of
which are characteristic of amyloid myopathy.

(Clin Neurol 2014;54:907-910)
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