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Table 1 Nerve conduction studies.
Pre-treatment Post-IVIg Post-PSL
Motor nerve conduction study (right side)
Median Distal latency, ms 7.4 8.2 6.5
CMAP, mV Wrist 8.6 6.4 5.8
Elbow 7.9 6.0 5.1
Conduction velocity, m/s 43 42 44
F-wave latency, ms 49 50 45
Ulnar Distal latency, ms 5.6 6.0 5.4
CMAP, mV Wrist 7.9 3.3 4.7
Elbow 6.6 2.3 3.6
Conduction velocity, m/s 39 29 30
F-wave latency, ms 53 59 58
Peroneal Distal latency, ms 13.5
CMAP, mV Ankle 1.0
Knee 05 N.E. N.E.
Conduction velocity, m/s 26.6
Tibial Distal latency, ms 9.9
CMAP, mV Ankle 2.2
Knee 14 N.E. N.E.
Conduction velocity, m/s 32.7
F-wave latency, ms 87.2
Sensory nerve conduction study (right side)
Median SNAP, uvV 10
Conduction velocity, m/s 37.3 NE. NE.
Ulnar SNAP, uvV
Conduction velocity, m/s NE. NE. NE.
Sural SNAP, uv 5.5 54 9.3
Conduction velocity, m/s 39.8 39 54.3

Abbreviations: CMAP = compound motor action potential, SNAP = sensory nerve action potential, N.E. = not evoked,

IVIg = intravenos immunoglobulin, PSL = prednisolone.
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Fig. 1 The patient’s clinical course.

Clinical symptoms progressed slowly over two months. Initial intravenous immunoglobulin (IVIg) therapy showed no effect. Plasma

exchange (PE) was then used, but was discontinued due to side effects. Subsequently, corticosteroids were administered as initial

pulse therapy with methylprednisolone (mPSL) followed by oral administration prednisolone (PSL), and this produced improvement of

symptoms, except for weakness of the tibialis anterior (TA) muscles and hand tremors. *Manual muscle testing (MMT) levels of

limb muscles are shown in the parentheses.
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Supplemental video

Hand tremors were seen from the beginning of the disease.
The tremors had high amplitude and low frequency feature, and
also observed exclusively in postural and intentional positions.
Immune therapy improved the patient’s muscle weakness and

sensory disturbance, but the tremors remained unchanged.
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Abstract

A case of a 17-year-old male with neurofascin-155 antibody-positive chronic inflammatory
demyelinating polyradiculoneuropathy presenting with tremor and ataxia

Kazuhiro Itaya, M.D., Ph.D."”, Manabu Inoue, M.D., Ph.D., FA.H.A.", Natsuko lizuka, M.D."”,
Yuki Shimizu, M.D., Ph.D.”, Nobuhiro Yuki, M.D., Ph.D.? and Hiroo Ichikawa, M.D., Ph.D."”

UDepartment of Neurology, Showa University Fujigaoka Hospital
“Departments of Medicine and Physiology, National University of Singapore

A 17-year-old male with no medical history noticed weakness of his limbs with imbalance and subsequent finger
tremors. Physical examination revealed features of polyneuropathy, including diffuse weakness, distal symmetrical
numbness with impaired deep sensation and areflexia in all limbs. Postural tremor was present in fingers. Ataxia was
apparent in both lower limbs, causing a wide-based gait with a positive Romberg sign. Cerebrospinal fluid contained
elevated total protein without pleocytosis. A nerve conduction study disclosed demyelinating features with prolonged
terminal latencies, slow velocities with delayed F-wave latencies, and prominent temporal dispersion. These findings led
to diagnosis of typical chronic inflammatory demyelinating polyradiculoneuropathy (CIDP) with notable feature of
postural finger tremor and ataxia of unknown cause. These atypical features prompted us to examine neurofascin-155
(NF155) antibodies, which were positive. No significant improvement occurred after initial administration of intravenous
immunoglobulin and subsequent plasma exchange. However, corticosteroids with intravenous pulse therapy followed by
oral prednisolone significantly improved the symptoms. Patients with CIDP with anti-NF155 antibodies may have similar
clinical features and constitute a CIDP subgroup. In such patients, corticosteroids may be more effective than
intravenous immunoglobulin. Further studies are needed to define the features of this subgroup and determine effective
therapy for CIDP.

(Rinsho Shinkeigaku (Clin Neurol) 2016;56:633-636)
Key words: chronic inflammatory demyelinating polyradiculoneuropathy, anti-neurofascin-155 antibody, posture tremor,
ataxia, corticosteroid




