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Neuromyelitis optica (NMO) 1353k, Z5MMALE (mul-
tiple sclerosis : MS) O H#i#I T3 % Devic i d 5 W IZHAFEH
BRI 2 25 VEREALSE (optic-spinal MS=0SMS) & &N T & 7295
BM&ETH 5. 20044 Lennon SICX DILT 2 7T RY 4
Pufk (AQP4 Hifk = NMO-1gG) ik HCRERB E L TH
B Eh NMO®D73%, 7 ¥ 7 AOSMS ® 58%~90% 7%
AQP4 PifkBEYETH % & i S 7zP. AQP4 1 6 [l E 7Y
DRF v ¥ FIVEHT, PR, BICE CAAET 5. FIK
% T 1 astrocyte @ foot process 2 fEAE$ 5 728, NMO
Tt astrocyte DFEENHEHWTH Y, Bir 235 MS &
WBRELEZ LN TWDYY, FRRIICHMRR L Fiikr 5
fEL, FHiFEEIIFHKAOEE T LT 5 3HAM LoRmE
(long cord lesion) 2S48 TH 5. AQP4 HULikEs 1 OSMS
Zwv L NMO (& Uid WIS EIER 73E (MG) ®° SLE %= E D H
CHIERELZ AT 5209, RXBID X H 12t v ba X 7Hf
(ACA) Byt CREST JEMME Z & 0F L 228G flid e v, 48
RIIEIZIE AQPA HUAD G- VRIR SN2 2%, AN
ML B ERIRE R EL, ERDBMAESTNMO & L
TIEFRMBITH - 72,

E Bl

B 65, K.

R W R, A TEORERE, W R ET.

BEAERE @ 40 i CHPASREREE, BRIEMAE % 8 S WUiF Ak 2
WiAT U 72 235 A .
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BREE 1 SRR AT ORFEEEAMI L, MRIIC TS
PR 2RI Sz, LEERNICEHBIRE DI, 25704 B3
WV AR T 72 PAERT &) T T BEGEAUK, ST AN
LABEL 7z, BRef b BRI L. 1 7 BRi L Y E 4
5T OB KA HHLUFAR L7,

ABEREEUE - B 143cm, fKE 52kg, IME 114/78mmHg.
ARERAH IS #IE % A & 6D 72, FRIE ) ¥ /3, FURBIE AR <2 Mo s
ERERE L A v, BHIEIW TR OB {t, Raynaud 1%, Tl
MR % A & D725, BB, KT AKILE, Wk
E AL Db otz PRI, Bk, BEomR
BIME T % A L @725, HIPEE, REGEEREEZ <, Mok
ARERE LR EDO LD o7 EHRIZ B MMT TFH5/5
H5—/5 DFIET, THRIEMENEVC 4/5 BEOFH I
TEAREDID, WETEETH 72, # b— X ZIEHR, &
it ST R T 2+ ~3+ & JTHE L, Babinski S5 I
BlECTHhH o7z C4 DT ORFEEIED D 7258, WEEH, £
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Fig. 1 Multiple discontinuous spinal cord lesions were revealed on T2-weighted MRI images.
A: Sagittal view of the cervical spinal cord shows multiple discontinuous T2-high intensity lesions at
C1-C5. Open arrows. Spin echo, TR3,704ms, TE 120ms.
B: The T2-high intensity lesion is extensively located from the dorsal column to the central portion of
the cervical cord at C4.
C: Lesions of the cervical cord revealed no gadolinium enhancement on T1l-weighted MRI images.
Open arrow. Spin echo; TR: 2,288msec, TE: 60ms.
D, E: Sagittal (D) and axial (E) T2-weighted images of the thoracic cord revealed an additional lesion
at T7/8. Open arrows. Spin echo; TR: 3,500ms, TE130ms.
F, G: Axial (F) and sagittal (G) views of the brain on FLAIR-MRI showed periventricular ovoid
lesions. Open arrows. Spin echo; TR: 8,000ms, TE120ms.
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AT WL 0 — i A AL A 4% Tk AST110U/L, ALT
111U/L, yGTP287U/L & Wi % & L & 7z, HiB Pk dis-
crete speckled type 1% 640 £ (FE#AH 40 £5 K1), P4 98.9
index (F&#i 20 index £ifi), ACA 1 172 index (FE#EAH 20
index i) tWIhdbEEzER L7 LI by FYTH
&, U SS-A Hifk, $TSSB ik, L Scl-70 HiikidbatETH -
72, BERORAT TIEMINE 5/ul, B 68mg/dl L IEFHTH Y, &
F11d 499mg/dl, IgGindex (X 0.77%, I TV V&M EHIE
135ng/ml (FL#EfE 102ng/ml UTF) ¢BEEMELZR L. F
VI rua—FUoNrF, BEEAREEZ I RETH 5 7

B X #ClEMisHEE OFT R 72 <, 0T T — Chlim ML AT
REARLDRD oz IREEEIZ R0 o 7258, HEFHBIR
2 Tl P100 #FIFE & (115ms, 1EH 92.8~103.1ms) % &
& 7z, Schirmer's test 1Z ] 1mm/5 43 QE%# 10mm L L),
AT A MiE 34ml/10 4 (IEH 10ml BLE) $ETFZ2AaL D
7o, ¥ a—CTRIFNAKIL, BEREEZ AL DI T,
SRER MRI (% TIZ GBI C1~C5 L VI HFBid OIR 1 %
Hub & 2 IEE RS S B (Fig 1A, B) %, MBET7/8
LAV RBHEICHNRE 2 A L ©7: (Fig. 1D, E). ##
DOF B = WEEMRIIA SN LDz (Fig 1C). BHHEE
MRI T & i B% = J& B H & Z ovoid lesion & & & ® 7z
(Fig. 1F, G).

ABeRan : ARBHLI Y AFVTL F=v oy (mPSL)
lg/ B RKE#EE 3 AM, 7L F=vnr > (PSL) Img/kg/H
Wik% 14 HIEREAT L, Zo%EEL 7. BERMEEEE, H
76 _F 0 R IR IR UABE 24 H HICBEE L 72, I
M HE AQP4 FUIRBEMEATHIE L, WMk e S (C B L 72 1
R E BT L7. Zotk, PSL PR (20mg/H) % fkfi
L7:%% 2 7 B IWERRIR & Theo LW Ea L, BAL
L7z, MEEASHBEE2 B 2, MREROWHELE AL O,
MAESHAZE T T+ 7))~ Gmg/H) ZFEONRL, BAE
I THRBRALN TV,

£ ¥

BARREE, < D22 THMEELZ AL D, MRI W% -H
BEC1~5, T7/8 LRV OIEMERIEL WAL % A L DR
HHFRER OB T D 5. PubEPiik 640 £, ACA Bk, $T AQP4
PUKBETH b, MRS OB 2 5N/, TIRE
OTEMIMAE LR, KB, Raynaud G %2 AL 72085, K
ToRIKkAE, EEERE R, "R CREST fEMRERH O PE
WEZ O Tz RPN E O\ THE B R HE, IR E %
A, BERINC SIS, EEMEMAMEIEZ (PBC) bAPEL
72 E2 5N 5. OSMS (NMO # 5 < &) Lho B O REE
BOSIIIATERL, MGYR SLE, SjS, H C it kg
PR PP URB R DS G ST w a9, LA L ACA Bk
@ CREST JEfER: & AQP4 HLikBzPE OSMS (NMO # 5 < )
HEOBIOIMEIZIL HRI) ZNEVFIEL e do 7.

CREST JEfERE X2 F AKX iE7E (calcinosis), Raynaud 314,
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A EIEBK T (esophageal dysmotility), F-45 5% JE 1L (sclero-
dactyly), THIME5E (teleangiectasia) % E# & § 5 AT
T4 PR (SSc) ORYERAICTH D, ACA 2890% LI
ThHMIZRAZ ERMOENT WS, LeRoy” 5 1R SSc
O F 5 Bz AL 12 BB JF L 7 limited cutaneous type &
CREST JEEE L MK T, ACABGHERL WEBXTN5S.
ACA Z ¥ttt > b o X 75 L HRWICEIET 5
PukC, CRESTEBEREOM, 50EE, SjS, PBC, EHEHIR
Mo & LI LIS T 5. L4 CREST JEMREE & PBC
R SiS, &5 WIFHCREEFIRBREEDE GBI AL S
L0, WENRHEMHEREEEHEG L, 2o%RE LT HLA-
DR3, -DR4, -DRS8, -DRY, -B8%:& OHMA/RIE SN 5Y.
HERBI D 5 O RSB LR T, MBEESHZ WS & IZ BB
.

ABiE CREST JEBEREC SjS & PBC # BRRIICADEL, )
PERERFICEOCEENACREREO—ERE LTt
AQPA Btk A L-HRMFHMELZE L2 EAO6NS. &
D& LHEBOACRERESEHTLRTFIEIAHTH S
B, BEGER A b L AR F % S ShE O RIEREIRIG L, £
N ARSI B A SET 5 Z EAVRIB S NG, MIETHRNSe T
FRBPERIER T 2 5 DFIEA I = X LA OHE N5
LZATHA.

NMO Tid 3 HAR Ll LB KW E PSRBT S 5
A, ABIOF R G IEAREE TR ERZ D H ) MS-
like Tdh o7z, NMO TOIMBNL KL X TN TH L7,
TR, BPRE L EOMGEINTERREINS. Ly
L, ARBNZERIIRERE 2SR CEBMRESBRETH Y,
JLANIY 72 NMO OBBEMER R R L 2 ERE FRETH
D, AQP4 PURBEMEZST T NMO & BHid 513 E 2 83
LHEZATHAHY.

ACA B 7% © CREST i & ¥ # 12 U ® MG, SLE, SjS,
PBC % & &M H OB % &6k L2 BFHROER T, i
AQP4 VAR R R O W HEME % STHIC B & £ H CHik D
MENFEETHL L BbhHE L.

BEE  PT AQPA FUEDWE % LT 7275w 22 3HB K iF 2o
TR PR R L E T
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A case of anti-AQP4 antibody-positive recurrent myelitis overlapped with autoimmune disorders

including incomplete CREST syndrome revealed multiple discontinuous cord lesions

Makio Takahashi, M.D., Rie Nagata, M.D., Akihiko Ozaki, M.D.,
Satoshi Kaneko, M.D., Hidemoto Saiki, M.D. and Sadayuki Matsumoto, M.D.
Department of Neurology, Kitano Hospital

A 65-year-old woman presenting with multiple autoimmune disorders including incomplete CREST overlap-
ping with aquaporin 4 (AQP4) antibody-positive recurrent myelitis was reported. She also clinically suffered from
Sjogren syndrome and primary biliary cirrhosis (PBC). She had dysesthesia below C4 level, mild motor weakness
and hyperreflexia without pathological reflexes on bilateral lower extremities. A T2-weighted MRI indicated mul-
tiple discontinuous spinal cord lesions at C1-5 and T7/8. A visual evoked potential study disclosed bilateral pro-
longed latency of P100. She clinically manifested not only incomplete CREST syndrome (facial teleangiectasia,
sclerodactyly in bilateral fingers, and Raynaud’s phenomenon), but also Sjogren (sicca syndrome) and PBC (jaun-

dice). Immunoserological study showed that she was positive for anti-nuclear, anti-centromere, and anti-AQP4 (=
NMO-IgG) antibodies. A combination therapy with corticosteroid and plasmapheresis was effective for all clinical
symptoms. Therefore, this case stresses on the relevance of anti-AQP 4 antibody to the other overlapping autoim-
mune disorders, such as CREST syndrome, when recurrent myelitis is clinically diagnosed.

(Clin Neurol, 49: 115—118, 2009)
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