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Table 1 Peripheral nerve conduction study on admission (before treatment).

MCS Distal latency (msec) CMAP amplitude Proximal/Distal (mV) Conduction velocity (m/s)
Lt. Median 94 0.4/1.4 27
Rt. Median NE NE NE
Lt. Ulnar NE NE NE
Rt. Ulnar 4.5 0.3/0.8 33
Lt. Tibial NE NE NE
Rt. Tibial NE NE NE

SCS Peak latency (msec) SNAP amplitude (1V) Conduction velocity (m/s)
Lt. Median NE NE NE
Rt. Median NE NE NE
Lt. Ulnar 34 4 52
Rt. Ulnar 3.2 5 56
Lt. Sural NE NE NE
Rt. Sural NE NE NE

Nerve conduction study showed asymmetric demyelination in sensory and motor nerves.

MCS: motor conduction study; SCS: sensory conduction study; CMAP: compound muscle action potential; SNAP: sensory

nerve action potential; NE: not evoked.
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Fig. 1 Histopathlogical findings of the right sural nerve.
Toluidine blue-stained epon-embedded semithin (Scale bar = 100 um) showed prominent fascicle-to-fascicle differences (a—c).
Fascicle a contained numerous thinly myelinated nerve fibers and scattered normal-appearing myelinated nerve fibers. In fascicle b,
all myelinated fibers were uniformly thinly myelinated. In contrast, most of the myelinated nerve fibers appeared normal in fascicle
c. The density of the myelinated nerve fibers was retained in each fascicle, and no evidence of active myelin breakdown was noted.
Mild subperineurial edema was seen in each fascicle. d) Immunostaining using anti-CD16 antibody revealed the endoneurial infiltra-
tion of natural killer (NK) cell (white bar = 10 pm). e) Teased fiber showed segmental demyelination.
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Fig. 2 Clinical course.
The patient developed progressive, asymmetric weakness and numbness in all four extremities in the course of a three-
month period. Corticosteroid administration resulted in a rapid neurological, electrophysiological and hematological
improvement. mPSL: methylprednisolone; PSL: prednisolone.
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Before treatment 3 weeks after treatment

Wrist

CMAP amplitude

MCS Distal latency ', . Distal  Conduction velocity
Lt. Median (msec) (mV) (m/s)
Before treatment 94 0.4/14 27
3 weeks after treatment 7.3 2.0/2.1 28

Fig. 3 Median nerve motor nerve conduction studies before and after prednisolone (PSL) treatment.
Motor conduction studies in the left median nerve showed a reduced velocity, a prolonged distal latency, an abnormal
temporal dispersion and conduction block between the wrist and elbow before treatment. After PSL therapy, distal
latency was shortened and conduction block disappeared.
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Abstract

Steroid-responsive demyelinating peripheral neuropathy associated
with chronic lymphoproliferative disorders of natural Kkiller cells

Hironori Sano, M.D.", Toshihiko Maeda, M.D.", Masatoshi Omoto, M.D."”, Jun-ichi Ogasawara, M.D.",
Michiaki Koga, M.D.”, Motoharu Kawai, M.D."” and Takashi Kanda, M.D.”

YDepartment of Neurology and Clinical Neuroscience, Yamaguchi University Graduate School of Medicine

We herein report the findings of a 67-year-old woman with steroid-responsive multiple mononeuropathy associated
with chronic natural killer (NK) cell lymphocytosis. The patient developed progressive, asymmetric weakness and
numbness in all four extremities in the course of a three-month period. Nerve conduction studies revealed asymmetric
demyelination in both the motor and sensory nerves, and a biopsy specimen of the sural nerve showed a conspicuous
difference in the demyelination between the neighboring fascicles and the infiltration of NK cells in the endoneurium. We
considered the multiple mononeuropathy in this patient to have been caused by NK cell infiltration in the endoneurium,
and the observed asymmetry might have been due to differences in the NK cell intrusion among the fascicles.
Corticosteroid administration resulted in a rapid neurological, electrophysiological and hematological improvement. The
rapid clinical amelioration that was observed after corticosteroid therapy suggested that the neuropathy in this case had
been mainly caused by the mechanical compression of the endoneurial NK cells or the inflammatory cytokines that had
been released by them.

(Rinsho Shinkeigaku (Clin Neurol) 2017;57:573-578)
Key words: chronic lymphoproliferative disorders of natural killer cells, CD16, demyelinating peripheral neuropathy




