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ganglion, LT DRG & B&RL), BHTHAIAE & & e 2 M 2
EFEZHNTED, TDPA3 BN E AFEZES) & &
5, BZEHEEMIZRREILAE  (amyotrophic lateral sclerosis, PUF
ALS LWERE) DO — AN b T ARBLEDEZ b H D V9,
¥ 70, L4 ALS O KR F CTdh 5 SODIT X VCP,
TARDBP, CHCHDI0 ZZ5451®, ALS OFFRIEE 89 % 4F 9 B
WEDWASIND, AN B X OV % 1D
FOSMN 4 % #¢8k L, BHIG 35 & UMEIET o1 BCEH
Watl% (repetitive nerve stimulation, LM RNS & W&5E) CTH
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TG T 28R S 17z, B R EAORHESE Y
ORFNIRENTH -7z, 2018 4 10 AE» S EREEL H
"I 5 E9127% 0, 2019 4F 2 BTG 0 2546 & e
e ASRHE S Lz 4R 10 Hio 4Bt 2 B L, MEo
72D ARBEL 72

BEREBE ¢ IUE 140/82 mmHg, HR¥A 83/45, 1A 36.9°C,
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EEHE L, WEEELEO. WSS ORI
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IR % 5RO 7205, W ZEHR-CHAE G % 58D 7 2o 7.
B34 16.8kg, /£ 13.5kg LD T %387z, TRk

*Corresponding author: FLIEEFI K MAIFENE (T 060-8543  ALIETT A JL[X R 1 474 16 T H)

D ALIBEEE B R SA I A AR

(Received June 30, 2020; Accepted September 23, 2020; Published online in J-STAGE on January 26, 2021)

doi: 10.5692/clinicalneurol.cn-001508



61 :116 fifh

A

Lt. nasalis

Lt. trapezius

Fig. 1

LR e
‘ng_o %

N AR AR AR
KKK

/‘Q'

NOSNANS

RS 615295 (2021 :2)

' |5odpv

R

Results of repetitive nerve stimulation tests conducted at the left nasalis (A) and left trapezius (B) muscles.

In both muscles, unstable abnormal decrement is observed (A: 19%, B: 31%).
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WaROT, FEDIEETH -7, KREACHE Bk
pifk, Vv~ FRET, SS-A, SS-B, TPO, TG, GM1
IgG, GQ1bIgG, AChR, MuSK, VGKC, MPO-ANCA, PR3-
ANCA, FUtiifEdifk) (XBa1£T, ACE, V V'F—4, sIL-2R
DS b RBO o7z HIV, HTLV-1, VZV, HSV, EBV,
AR T 55O ERHER IR 72 o 72, B R <
&, B, &H, MRBUIIEFE T, OCB 1k, MBP < 313
pg/ml L IEFHHTR T, MlEE CILEEIT RE B R o7z,
KAY R (nerve conduction study, LLF NCS & 1%
i) Tk, FHoOBESHIEEIER. (compound muscle action
potential, LLF CMAP & W&t ) B L OV H #4516 B /5 A
(sensory nerve action potential, LT SNAP & B&GE) OIRIEAS
BEEEALN LTz, RNS T8, AMIEHTEzheh
19%. 31%DEEWE Bz (Fig. 1). $#HHEXTIE, &
TEfENERG, /LB A & fasciculation potential % fibrillation
potential &\ 72 HEEHEN & MREF LA K % 520, BEEAE
B T 25 b OB MM EEZ 2 o7, EER
AT, MIEES CT CTHEMI A2 809, JHHE MRI Tyl
fix Bk 2B L OE MR DL, MR O & 26 %
Bw7z (Fig.2A,B) #°, ZEETIIREO SN o7 Fif
MRI CIEEF %o o7z, “Tc-ECD Ml > » F 7 7
7 A4 — I EV N RO M T % B0 7 (Fig. 2C, D).
BRRAE®, EIRB & AR A S FOSMN &l L, Rk
BICINCTH 2 EFEI T Y FEE G2 L TREs 1
7)) U EREREE (intravenous immunoglobulin, PUF IVIg & W%

5L ATV, —EEWICAEHEEOBRESE, SR, HEg)s
Y L727s, EARKEHIER L E F72o72. 202042 A
IZEEE L, #rolChEIEE RS, R & O T RE A
IR % 52072, NCS OF Tk, EiEo CMAP B &
UF SNAP MK T #1235 - 72, Blink Reflex Ti&, ZEfl#E o
R1 %%, Wl R2 JIEEA L, GHIETIEmWH R2 HE 0L
ROz R IVIg 217\, BHIHECRESE, ks, 1Hg
B DU e & iR 7228, IEFERT% T O NCS % Blink
reflex, RNS O#EFAZAL%E BD > 72,
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NTHY, 2006 412 Vucic HI12& o> TIRIBE NV, P55
FEAHIE 54.1 i 72AVNE R ERFERER] b Ko, R PEIC
%, AR D &0 oW BT O RRE WIR L 8.5 4
(R 294F) LIERMEWD, EHOMRIE - 2 EmTi%
P E7ETH Y, EITHR CFEER 1~3 FETIRT T 551
LD W0 FERIIMI AL\, L7225 T FOSMN O -F 4
ERTIIHET B L OWPREE - £ 2 5N Twb 0, FET
V2B LTI 28 o i A MR DU 2 5260 5 2 & 0 & F A& E)
Sa— U YEESPLEEZSNDD, REIO X IS
TLHERIRA S & Vo 7z PALER = 2 — 1 Y EEE & 72T
ZEbHL I ZORFRIIAHLRIS AL A, PuiE
121 LA T 7 F K IgG Pufk VY, P MAG LiEB L O
PLSGPG U1k » 7 & o H CHUEI B O s 2, S0 GH,
HEIZ IVIg 12 SOt L CRERIEIR O 23k 23918 SNAP D IRIR
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Fig. 2 Brain MRI (A, B) and *Tc-ECD SPECT (C, D) findings.
Fat-saturated fluid attenuated inversion recovery (FLAIR) images (A: axial, 3 T: TR 10,000 ms, TE 130 ms; B: sagittal, 3 T: TR 10,000 ms, TE
120 ms) show atrophy of the cerebellum and dorsal brain stem. *™Tc-ECD SPECT images (C; axial, D; sagittal) depict hypoperfusion in the

cerebellum.
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@ % 319016 HEAR IR % £ ) TDP-43 proteinopathy T& 5 72
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B 89 OIMED D L. Lo LAEREHRIE L 72 Vucic 1,
SODI1 D90A T TR % B /2 HiER 7 12\, A5 1
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ZEHL F K75 FOSMN ZSEICBIFR L TW A O AHTH L Z &
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Bunina /ME, ZEFF U HAREZRD Lo/ V10 ZEH
5, FOSMN 7% ALS OHifl T % IS HOMETHETH 5
LR RTWW 5 9,

REIOYE L LT, RNS T & O 12
%R 7z. RNS TR REE LRI M s LT,
ESE M M) AE  (myasthenia gravis, LT MG & B5E) %
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B HDHEEZENTNDE 2, fEoT, MG TOREHE
13 4~5 F8 H 29 EARIE O U-shape (% L < & J-shape) % &
LOIZx L, ALS 128V T LIE L IZFBEREE e R E R &
IRTZENDH DB, ARKHITH BB O TR ER O R
WEEE R L7z (Fig. 1). FOSMN T® RNS O#iatid# 12 7%
STV WS, ALS & 57 ) A & BT A A3 e 3 2 9k
BTHY, ALS L [AFEOWT CHEIEA T D BEHIEI D 5
N7 RSN L. R TIR—RM IS EIIAT b2
WZEDL Tz, BT O RNS (ZEEE MO NCS & & b
VBT [ 55 O RIS AR S O W REEAS D 2 A%, MAERI T D%
HPLETH 5.

REID b 5 — D DFFYAVNR AT G L Tz miTH 5.
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THIAE L, HEEREEEDK 7 £ CREICRANSER L Ty
B e, PRI O MRRERE I L CRETH S Z
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Abstract

A case of facial-onset sensory and motor neuronopathy (FOSMN) with cerebellar ataxia
and abnormal decrement in repetitive nerve stimulation test

Daisuke Yamamoto, M.D., Ph.D.", Minoru Yamada, M.D.", Bo Cao, M.D.?,
Syuuichirou Suzuki, M.D., Ph.D.", Shin Hisahara, M.D., Ph.D." and Shun Shimohama, M.D., Ph.D.V

b Department of Neurology, Sapporo Medical University School of Medicine

A 59-year-old woman presented with a 7-year history of facial numbness on the left side, and gradual worsening of
symptoms. Over several years, facial muscle weakness, dysarthria, tongue atrophy and fasciculation had progressed.

Then, she developed cerebellar ataxia affecting the left extremities, in addition to earlier symptoms. Brain MRI revealed
cerebellar atrophy, and “™Tc-SPECT depicted cerebellar hypoperfusion. A repetitive nerve stimulation test (RNS)
indicated abnormal decrement in the nasalis and trapezius muscles on the left side. Facial-onset sensory and motor
neuronopathy (FOSMN) was diagnosed. Administration of intravenous immunoglobulin resulted in improvement of
some symptoms. Although cerebellar ataxia is not a common symptom of FOSMN, a case showing TDP-43-positive glial
cytoplasmic inclusions in cerebellar white matter has been reported. Therefore, it is possible that FOSMN may cause
cerebellum impairment in some patients. Furthermore, RNS positive rate in the trapezius muscle is known to be high in
amyotrophic lateral sclerosis (ALS) patients. It is speculated that RNS of the affected muscles in FOSMN may show

abnormal decrement by the same mechanisms as ALS.

(Rinsho Shinkeigaku (Clin Neurol) 2021;61:115-119)

Key words: facial-onset sensory and motor neuronopathy, cerebellar ataxia, cerebellar atrophy, repetitive nerve

stimulation, abnormal decrement




