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TRE) R B HERAEIR b 22 hr o 7z

AT - A TR IMEREL 467 x 10%W, ~NEZBE ¥
6.6g/d, ~~hZ v h231%&LEM%E A LD, FAMERE
12 4,670/W TH Y SEIIIER TH o7z, —ALFHRE T

*Corresponding author: FUHREE — kT IRl pfe - BNz ®L [T 605-0981  HUALTHIHUIL X AHT 15-749)

YRR A5 — AR BB AR - B RS R
? BRI ST R R AR IR

O B — R TR b R AR

Y U —R TRE )  ~ F R

(Received March 16, 2015; Accepted May 27, 2015; Published online in J-STAGE on August 18, 2015)

doi: 10.5692/clinicalneurol.cn-000739



Motor dominant neuropathy & HEKARERMAIEILAE %2 &6F L 72 S5

MiE&EM 6.3g/d, 773 25gd, IMiEH13mgd, 7«

1) 7~ > 1 ng/ml A, #8kihEHE 330 mg/dl Td o7z, EHEHE,
EIE, HUIRIRARREICRE 3 2 h 72, CRP B TH - 72
A%, ARMLERPE R EE (1 EREEE) (51 mm & JoE LTz,
PO L 80 1 (BLALRY) L E5BEYET, $LSS-Abifk (F2
yo=—k) 164 5 &tk $USS-B Pk & ANCA IZ&aMET
Ho7z. C3E70mgd LIEFTHY, C413 11 mg/dl &fKF
LTz, 1gGid 3,151 mg/dl & &, 1gG4 i 39.1 mg/dl & 1F
HThos, WEHEMIL-2 2HEKIE570 Uml L BE AT 2
b, FOMOESE~— =13 LA L T h o7 FLHTLV-1
YUk, PUHIVHUA, Ju7 > 7)) 4 2 Rk, L7 2 7Ry~
LPURIETRCBEETH o 72 SRR TR 1+, &H 3+
TH ) REMER 7,685 mg/g - Cr TH o7z, lMiEMEHR
7)) F 7 a71) v, JEH Bence Jones &7 & DR A I
B S Mo 7o IE SRR A CTIERE 130 mmH,O, Ay
18/, & 24 mg/dl, FE 49 mg/dl & IEFHPETH Y, A
e 1 AR ORI L% 0> 72, 1gGindex 0.41, I TV
YRFEVERR T 40 pg/ml A, ) T2 0 —F L IgG NV FEE
HTHo7-.

MR A (NCS; Fig. 1) 13 58AE55 21 H H I3 A5 1E A
e, GRS, GRCEIRE, GHEIEMRC TRz 2o 72,
L2 L3SRESS 28 H HAZIZAIE Pk & A IE i o E A1
EHEN (CMAP) MK L, HBERE O ARG B &
fii (SNAP) LEREEANT L7z, ZSAELS 37 H HIZiZ2hehss
SHITT L (Fig. 1A), HREH#FED CMAP b 1FE & #ipH 2
AOBERT LTz, (O T R @A RO LR L
o 7z SHHEK(BESS 21 H B) Tldfs = A5 (MMT3/5)
DEEFREEMITA SN2 o 72, FEE MRUMRA CTHHZ
WIRZEE 7 <, @FBEMRIL (7 KV =2 A3E) T BN
DEBEEFRPMRMOEEN R A SN o7z TERSE
¥ CT CHMMERE IR, EFTIVILI Y F I TT 14—
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THERFEEMI Lo, MBMIEETHY, LEHILE
WHSERE CIHBUYE RoAALN. T I— <%
7574 —, RIETI-ZEFETH- 7.

AbEtaizm (Fig. 2) @ ABEfR, TUBOERCAEN O T
A2 AT L, SSESE 28 1 H I 1E Gowers #if b Bk &
o7z, [ H®ONCS TIEfREE Ny — 22 L T\,
Guillain-Barré JE#E (GBS) OWREM:ZBEV, g7y »
KirEHIE (IVIg: 04 ghkg/ Hx 5 M) ZBMEL7:. Bk
Wl LB ORIE (/A5 2/1.5kg — 4/3kg)
bASNIZH, WVIghT 3 HER X ) IR T ASH OHETT L
FERELE 37 H HICIZMIE B LSBT EL oo 72, MH D
MMT (& FIREAfG 2/2, A0 3/3, FIUTAiAR 3/3, Ak
4+/4+ TH o7z, BIEREEICEAIZ 7 <, Romberg #ifE L&
PETH o 7z, [FEHFICPLSS-A Pk ABtE L AL, v~ —
BT ORI L & OSMERI AR e C o B 5] R 0> 25 B 7
) Y SERIZMATR (Fig. 3A) & AbEC, 1999 4F DJEA: 571
BHWHAEICL Y S)S EBWLA. $/2, A2)—-=v27H
D RBAN CEBEORBRDNADHY, LB A EHC
LB AR THPBRERMBEALEC & 5 4 7 0 — EEf
T LB &7z (Fig. 3B). ZOEREC, SjS ICBIHE L 72 motor
dominant neuropathy & B-IARERMEMELAE D & BF L 728 % &
Z, Wig2 77— VHE L IZATHA FEEZRG L. #E
TEAF VL F=vay (mPSL) 1g H® 3 HE® Sk
Hiz7v F=vnay (PSL) 1mgkg HOREOHG- %8 L 7=
(Fig.2). A7 104 FER G L O TR IR oM T3k
L7z, 20k, BN HLIET 5L & b1, Mkfmin
2T 3 CMAP & SNAP OIRIFE D _FFA AR S 17z (Fig. 1B).
5 B4 & RIS IR O3 4 1A L7z, SR 78 H H IS
VW OB EREEEOA TR L HERPE L o7z, BEEHIE
PSL Z#Hk T &, SEROFIEDL A STV,
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Fig. 1

Findings of the nerve conduction study (NCS) (A, B).

The waveform in NCS (A) and the transitive graph of CMAP and SNAP (B) in the right median nerve.
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Fig. 2 Clinical course of the patient.
The progression of the disease in this patient was a sub-acute course. The first IVIg therapy was slightly effective, but her symptoms
progressed gradually and she eventually found it difficult to walk. After the second IVIg therapy and steroid therapy (pulse and oral

administration), both neurologic symptoms and renal dysfunction improved simultaneously. IVIg, Intravenous immunoglobulin;
mPSL, methylprednisolone.

Fig. 3 Pathological results of biopsy of the salivary gland (A) and the right kidney (B).
A significant number of lymphocyte infiltrates were observed around the salivary gland (A). Segmental endocapillary proliferation

and hypertrophy or hyperplasia of the glomerular visceral epithelial cells were observed at the tip of the glomerular capillary (B).
(A, B: hematoxylin-eosin staining).
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BROM ) 2 E AL W DA Ol AR 2 35 LA

SiS 1 MEGIR R IR 7 SOV IR O RS 2 & 72 H O BT 5 Y AR L LR E DS 2D
PEERTH Y, ) U SEROBINEEIC L 2 kR T ERE b Y Y Mori 1 SiS @ 92 BlD#ES ¥ 12 T ataxic sensory neuropathy
EZHLENTWA. SSTIET ) /35K EH bIcF &6 & B (39%), painful neuropathy (20%), trigeminal neuropathy (16% ),
U UNERDNEEAL L, PLSS-APUAZ: EoH IR E TR Y multiple mononeuropathy (12%), multiple cranial neuropathy
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Table 1 Previous reports of motor dominant neuropathy associated with Sjogren’s syndrome.
. Diagnosis . Effective .
First Author Source Age Sex  Course by NCS Another lesion treatment Sural nerve biopsy
. 67 F Several Axonopathy Long spinal lesion like IVig Not done.
Lo Internal Medicine months NMO.
Mochizuki H. 2002 S ' Reduced Tated b "
everal N . . educed myelinated fibers without
» F weeks Demyelinating  Nothig specific. Vg vasculitis or lymphocytic infiltration.
Muscle Nerve A few . o
Awad A. 2010 26 M days Axonopathy Nothig specific. IVIg Normal.
Ann Indian Acad Two Long spinal lesion like mPSL pulse  Lymphocytic infiltration ~without
Verma R. Neurol 2013 40 F days Axonopathy NMO. & oral PSL  vasculitis.

mPSL, methylprednisolone; NCS, nerve conduction study; IVIg, Intravenous immunoglobulin; NMO, Neuromyelitis optica.

(5%), radiculoneuropathy (4%), autonomic neuropathy (3% )
AL TWA. Lo L, €O "motor dominant neuropathy”
& FNTES Y, multiple mononeuropathy DHERIT b K4
[ £ A3 4K D “sensory dominant neuropathy” D% & V) i1
BRTEREICE EEr EHE SN TS, LoT, KEFOD
& 9 7 motor dominant polyneuropathy % &2 L 7= SjS O 13
WCTHY, PubMed MKIZTAIEB DA TH -7z (Table 1).
—77, SIS 2P KR HREREE O BRI LT, Mori 5 V1
multiple mononeuropathy %° multiple cranial neuropathy (23 \»
TBHTATUA NRENFENTH o7z Ll LT 5.
Verma & ¥ & SjS 1243 L 72 motor dominant axonal polyneuropathy
W3 2 AT, MEEOAEMEZHE L TH Y, KIEHFT
b LD B e Rl 27 5 L7 b B 2 7

SiS 1) R iER S ORT & L Tid, $hskiE &
BEOW T DFEH % 5 (Table 1), — I BRI E 121X MmAE 4
2 X 2 BIAE S 3 %75, Verma 5 ¥ 13 SjS 12 FE S axonal
polyneuropathy FEGI OFFES I T, MEFROFT R TldZ Al
KM B OZF W 7)) > ERZEP AR SN2 2 L XY, g
PO 2 HORIERIC O 240 L Tw b, RIERT
X, MRS X BRBEWTIE 22 Ao 72 A%, NCS b idihZzE
ENgEbNIz. 7272 Ui To(mE 71 v 7 OfFETEIEE
ETET, WO LB HEEORFE L HbE D LB L2
Wrbdh 272

AIEBITIZ 44 GBS 5> T\ /2. Awad 5 ° b “ i
M7 "GBS IZ BT 5 SjS & & 72 S 22 R O B % 5l
LTwab. —7, Mochizuki & © (38 M I MERLBETE S 56
%% (chronic inflammatory demyelinating polyneuropathy;
CIDP) Kk i#Es# TIURL DSE IR - 72 SjS B D BENL 1
ERUZBWT, MERR) o XBKEEIE R <, RE - MMER
BEAHED pathy 729k V % A &%, CIDP & LTCHIE L 2\ i
M LCwb, 20 XHI2, SS BT 2 KAt
[##E & GBS % CIDP 285l 5 Z L IIBS TIE RV, 5612
subacute idiopathic demyelinating polyradiculoneuropathy” %
subacute inflammatory demyelinating polyneuropathy® (V"1
4 SIDP) D & 9 12 43855 8 3BIZ 213 TR D I A3
1L, 2704 FEEPEGREDRESIN TS, KE
BB L Cld, NCS THiRlZ R s 2t iid o 7223,
PRSI SIDP (2L L T Y, SjS 12 SIDP 234 L Tw /e

WHEME S o7z L L, AEBNS THBRT) & &R AN
R L L, &BICAT O FEEICKID LokE#E 51,
GBS % CIDP, SIDP & 1357 % &5 Mo | CRiEt T ok
LSR5 L= TTHetins & Y Seb sz, AT, I IgG L&
D SISOEFEE 1 27— VHD IVIg IZE T e L 7288820
HiE, S 2ORMOHCHUAELE L D72 B ) ¥ /EROIE
AL Z LD W IEOB G M S 7z, 2720, RIEFIT
3 IVIg B TR Z BEZO6NTEST, 27— VHONLE
W& SO CREEOFREILE» Thh ol

RIEFIOFER & L ISR ERMRELIEIC L 2 A 70 —E
IEGEREOAHD BTSN D, M S IIPE ) SRERMRTHZ 3
DBIEFEBEHI OB DL Vs AREGN BRI )
T, AT T b= F A EOERERI R, I
P SiS ICRIHE L 72 R ERIRRA & £ 2 7. SIS 1281 5
R ZE A BE OBRE LA 30% TdH 0 SARERIBIRZE & RIS R
WCRBIEND, ZOFTLREKEIFEEIHTHY, Ren 5D
WA T, BFERABIO ) B THREREREIL IBIL 2%
$, D) HEPAREMTLIEL 2 FIOATH - 72, KIEH
DOEIHFIFT I, BERREREEALEDICAS NS 27T 1
R RIEVED tip lesion B TH 1), RIEFITOEHERE DR
PRUEICD AH L7z BEPORERAAEALRE O TR AR BRE
g - I OREETH 2 E L NTE Y, BT Y
YONERDSHU S AR A O A NI A Y ISEDOFERO—D L
WENTWE Y, KEFTIE, 74V AERPHEKZ 12k
BRMED L O P IITERTH Y, SSIZBITAH T Y v 55k
DIGHEAL DS HR A ERARTEA LAE D F89E 1B S L 72 W Bt b
Nz F7o, AREFITIE AN O/ES I CRAROIEEIL %
<, RMAARRRE & B ESFEICHE L Cw/i2 e kb,
MEEE L E—HEICL D THATHREMIRIZEN, &
DT ENATEA FFEEAORIIE oz, ThHDZ
&L, RIEFI DK 7 motor dominant neuropathy ¢ FEEHE
Pl LTI B Y v SER7Z215 TR, T vosgkoii i ks &
0 72 MR S D B b HE S A7z

AER] T MR 5 2 £ 5 JRIAIY 728t % 523 % motor
dominant neuropathy (25T % H CRIEREDMREOEEE %
Fak S ¢ o N7e. SjS IR T 2 &R AR MR 5 0 iR R
IZOWTIE, HORERTE OG- % GO RIZAMRED% <,
SBOEFOEAERIZE DVHEL 2L T LEDLRSH L.
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Abstract

A case of motor dominant neuropathy and focal segmental glomerulosclerosis associated
with Sjogren’s syndrome

Atsushi Yamamoto, M.D.”, Keisuke Imai, M.D."”, Masashi Hamanaka, M.D."”,
Takehiro Yamada, M.D.”, Hidekazu Yamazaki, M.D.”, Kazuma Tsuto, M.D.",
Yukiko Tsuji, M.D.2, Noriyuki Yamashita, M.D.” and Masatoshi Kadoya M.D., Ph.D.”

YDepartment of Neurology and Stroke Treatment, Kyoto First Red Cross Hospital
“Department of Neurology, Kyoto Prefectural University of Medicine
¥Department of Nephrology, Kyoto First Red Cross Hospital
“Department of Rheumatology, Kyoto First Red Cross Hospital

A 49-year-old woman was admitted to our hospital with gradually progressive weakness of the limbs for about 20
days. She presented with weakness of the limbs, predominantly in the proximal portion, and slight dysesthesia of the
limbs, predominantly in the distal portion. Repeated nerve conduction examination revealed axonopathy dominantly in
the motor neurons. Therefore, we suspected her as having Guillain-Barré syndrome, and initiated intravenous
administration of high-dose immunoglobulin. However, her symptoms progressed gradually and finally she found it
difficult to walk. Her urine analysis simultaneously demonstrated albuminuria, and a kidney biopsy indicated focal
segmental glomerulosclerosis. At that point, laboratory examination showed high levels of anti SS-A antibody and
salivary gland biopsy revealed infiltration of a significant number of lymphocytes around the gland, which led to the
diagnosis of Sjogren’s syndrome. We considered the etiology of the neural and renal dysfunction as due to the
inflammatory mechanism associated with Sjogren’s syndrome. Therefore, we administered a second course of
immunoglobulin therapy and steroid therapy, which included both pulse and oral administration. Her neurologic
symptoms and albuminuria improved rapidly after steroid therapy. The present case indicates that both motor dominant
neuropathy and focal segmental glomerulosclerosis can occur in patients with Sjogren’s syndrome.

(Rinsho Shinkeigaku (Clin Neurol) 2015;55:732-736)
Key words: Sjogren’s syndrome, motor dominant neuropathy, immunoglobulin therapy, steroid therapy,
focal segmental glomerulosclerosis




