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Table 1 Results of nerve conduction study.
(€2V)
CMAP amplitude (mV) Distal latency Conduction velocity
wrist or ankle elbow or knee (msec) (m/sec)
Right 2.1 1.8 5.5 41.7
Median
Left 2.2 2.0 4.2 48.7
Right 4.6 4.6 3.1 52.3
Ulnar
Left 7.9 7.3 2.9 47
Right 0.12 0.20 6.7 35.1
Tibial
Left 0.012 0.072 6.6 26.6
Right N.D.
Peroneal
Left 0.25 0.32 4.6 35
B)
CMAP amplitude (mV) Distal latency Conduction velocity
wrist or ankle elbow or knee (msec) (m/sec)
Right 0.33 0.46 5.3 34.2
Median
Left 0.50 0.50 5.9 39
Right 1.6 1.7 3.1 42,5
Ulnar
Left 2.8 2.7 3.7 44.9
Right N.D.
Tibial
Left N.D.
Right N.D.
Peroneal
Left N.D.

CMAP: compound muscle action potential, N.D.: not detected.
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Fig. 1 Histology of the cardiac biopsy specimen in case 1.
(A) Direct fast scarlet staining shows pinkish-red deposits in the cardiac muscle (arrowheads). (B) Polarizing microscopy reveals yellowish-
green birefringence of the deposits (arrowheads). These observations are consistent with deposits of amyloid. Bar = 100 pm.
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Abstract
Two elderly cases of transthyretin amyloid polyneuropathy without a family history

Taichi Nomura, M.D., Ph.D.”, Yuki Oshima, M.D.”, Masanao Yoshino, M.D."?,
Masaaki Matsushima, M.D., Ph.D.?, Ichiro Yabe, M.D., Ph. D.” and Hidenao Sasaki, M.D., Ph.D.?

U Department of Neurology, Faculty of Medicine and Graduate School of Medicine, Hokkaido University

We report two cases of transthyretin familial amyloid polyneuropathy (ATTR-FAP) from non-endemic areas. Both
cases showed chronic progressive distal limb numbness and weakness. Due to nonspecific symptoms, they were not
diagnosed for a long period of time. A nerve conduction study revealed axonal neuropathy in the lower limbs and carpal
tunnel syndrome. An echo test showed thickness of the left ventricle, one of the red flag symptom clusters of ATTR-
FAP. Genetic analysis revealed a mutation in the transthyretin gene. In cases with chronic progressive neuropathy, it is
important to consider a differential diagnosis of ATTR-FAP.

(Rinsho Shinkeigaku (Clin Neurol) 2020;60:688-692)
Key words: amyloid polyneuropathy, transthyretin, cardiomyopathy




