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Fig. 1 Contrast-enhanced chest CT and FDG-PET on admission.
(a) A contrast-enhanced chest CT showing enlarged hilar lymph nodes on the left side. (arrow)

(b) A FDG-PET image showing FDG accumulation in the left hilar lymph nodes. (arrow)
(c) The hilar lymph nodes on the left side was enlarged after immunotherapy on the chest CT.

(arrow)
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Fig. 2 Brain MRI and SPECT on admission.
(a) FLAIR images of the brain (axial, TR 9,000ms, TE 110ms) showing bilateral high-intensity lesions
in the bilateral mesial temporal lobes including the hippocampi.

(b) #mTc-SPECT images showing demonstrate moderated hypoperfusion in the bilateral frontal

lobes.
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Table 2 Reported cases of paraneoplastic neurological syndrome with plural paraneoplastic

FRER#EE 50% 7% (2010: 7)

Table 1 Nerve conduction study before and after IVIg treatment.
Nerve Before IVIg R/L) | After1* e of IVIg
Median NE./223 N.E./494
Ulnar 28.6/29.6 510/ —
MCV (m/s)
Tibial 398/ — 435/42.6
Peroneal 349/ — 339/ -
Median N.E./842 N.E./2.42
Ulnar 3.18/4.50 260/ —
Distal latency (ms)
Tibial 555/ — 5.00/4.75
Peroneal 450/ — 440/ —
Median N.E./61 NE./66
Ulnar 238/162 87/ —
CMAP (uV)
Tibial 4,140/ — 1,610/202
Peroneal 290/ — 38/ —
Ulnar 469/ — 29.3/ —
SCV (m/s)
Sural 44.3/ — 39.8/ —
Ulnar 54/ — 87/ —
SNAP (V)
Sural 25/ — 1.0/ -
N.E. = not evoked, — = not examined. IVIg = intravenous immunoglobulin

autoantibodies including anti-Hu

antibody.
Age at onset Anti-neural . Effect of antitumor
(years)/ antibody Neurological syndrome Tumor treatment Immunotherapy Outcome
Sex
Unknown? Hu, Amp sensory & motor neuropathy SCLC CR - Died of t‘u‘l_nor
progression
Unknown? Hu, Amp LE, memory loss, depression lung CR Plasma Died of tumor
exchange progression
Unknown? Hu, NOVA-1 | LE, confusion germ cell CR - Complete recovery
Unknown? Hu, Amp, CV-2 sensory, motor & autonomic NSCLC _ _ Died of tumor
neuropathy progression
Unknown? Hu, Amp sensory neuropathy SCLC - - Died of tumor
progression
Unknown? Hu, CV-2 sensory neuropathy, cerebellar SCLC CR Steroid Died of tumor
ataxia progression
73/M% Hu, CV-2 2?:;?;}7 neuropathy, cerebellar SCPrC, kidney Unknown Unknown Unknown
77/MH Hu, CV-2 iﬁ;sory & autonomic neuropa- SCLC Unknown Unknown Unknown
71/MY Hu, Amp i}el;sory & autonomic neuropa- SCLC Unknown Unknown Unknown
61/M% Hu, CV-2 sensory neuropathy not diagnosed Unknown Unknown Unknown
65/M% Huy, CV-2 EZ?ZEZﬁaflatr; }({)it;)r neuropathy, SCLC Unknown Unknown Unknown
745‘/ M‘ Hu, GluRe2 LE, motor neuropathy, mem- lung susp NA IVIg Died of tumor
(this case) ory loss progression
Amp = amphiphysin, CR = complete remission, I[VIg = intravenous immunoglobulin, LE = limbic encephalitis, — = not applicable, SCLC = small

cell lung cancer, NSCLC = non-small cell lung cancer, SCPrC = small cell prostate cancer, unknown = no documentation in reports
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Abstract

A case of anti-Hu antibody- and anti-GluRe2 antibody-positive paraneoplastic neurological syndrome
presenting with limbic encephalitis and peripheral neuropathy

Shoko Samejima, M.D., Takahisa Tateishi, M.D., Hajime Arahata, M.D., Hiroshi Shigeto, M.D., Ph.D.,
Yasumasa Ohyagi, M.D., Ph.D. and Jun-ichi Kira, M.D., Ph.D.
Department of Neurology, Neurological Institute, Graduate School of Medical Sciences, Kyushu University

We report a case of paraneoplastic neurological syndrome with anti-neuronal antibodies, namely anti-Hu and
anti-GluRe2 antibodies in sera. A 72-year-old male had a transient history of eye movement disorder and sensory
neuropathy, which improved spontaneously. Two years later, he was admitted to another hospital because of gait
disturbance, numbness of the hands and an attack of unconsciousness with generalized convulsion. He was admit-
ted to our hospital with prolonged consciousness disturbance and muscular weakness of all extremities. On admis-
sion his consciousness deteriorated slightly without neck stiffness. His cranial nervous system was normal except
for incomplete abduction and elevation of both eyes. The patient had severe distal dominant weakness and atro-
phy in the muscles of all four limbs. Muscle tonus was decreased and hyporeflexia was noted in the four extremi-
ties. Plantar response was extensor. Neither sensory disturbance nor ataxia was observed. Cranial MRI showed
T.weighted high intensity lesions in the bilateral mesial temporal lobes, including the hippocampi. A nerve con-
duction study revealed motor-dominant peripheral neuropathy with prolonged latency; the amplitudes of com-
pound muscle action potentials were severely reduced in all four limbs and those of sensory nerve action poten-
tials were moderately reduced in the right upper and lower extremities. We also found a left hilar lymphadenopa-
thy showing accumulation of FDG on PET, suggesting a possibility of malignancy. Anti-Hu and anti-GluRe2 anti-
bodies were detected in sera but not in CSF. We diagnosed him with limbic encephalitis and peripheral neuropa-
thy due to paraneoplastic neurological syndrome and treated him with two courses of intravenous immunoglobu-
lin (IVIg) (400 mg/kg, 5 days). The consciousness disturbance, and prolonged distal latency revealed by motor
nerve conduction studies improved slightly. Although the roles of anti-neuronal antibodies in paraneoplastic condi-
tions remain unknown, we consider that IVIg may be worth using to treat cases with anti-Hu and anti-GluRe2 an-
tibodies.

(Clin Neurol 2010;50:467-472)
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