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B S && M glial fibrilary acidic protein 7 2 kAt k/¢F—
(autoimmune GFAP astrocytopathy, LUTF GFAP-A & B&E) (&,
2016 £ Fang Slc K D FifziciRIES iz, REABEIENT
2HCREUERENESHATH D). Z0RFHELT, P
HAPEBZRL, BRUOREBTEHES, HREE, HE
Rz, EEKH, FTHEREHSREZETHIENMSNT
Wah, RERIARZEZHSBVEREEDL 2% TRSN 2.
SEEAE, HSEEBZIFICRZL, WROS-MmIAE (&
EAETTEZ SRR IETE), NI EE KR, EIER
MRI TORIRNE B E A S BEHR ICE DY B AR R I E B B R RE
FR linear perivascular radial gadolinium enhancement pattern
(LPRGE) ZR&T1=Z &H5 GFAP-A Z &\, BNBERERD GFAP
MABGIEICTRZITICED, X704 NAECTRIFRBRBZRE
1Bz REBR U Tc. RMEILTRZEZ S GFAP-A [CD W TR
MERZINZ TRET 3.
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RRE 2021 £ 4 BEFOBRFEDIS2ZEE L. 7AH

NESEXMICAPREDNKY, EVWEDLSBRHLONEIDH
BEEZEARELL 8 BLDIER, BETRIKR 2H0BT12kg D
FEBRIDMNHRE LU, 9 AL SBEEMNREIDERESHR
DERARK DS DEELASNINENTH -1, 9 BRE
SOBRBEENERLIRITZLSICRD, AERRTHERICS
EORMRIEZEERDI 2, YRMMERAREZS B
#l MRl TEEGL, NEBRRE CHNERRETE, E8L
FEMPPBUEL T RO, BEEFRONLYRITBN SN

IR - R 170cm, K& 68kg, R 36.5°C, ME
107/69 mmHg, /DMA% 95 B/5. —RARFIREERL.

HRENAR  2H0E0, BEAEEES L. RERE TRl
FERILBEOFEE AT RD 2 (Fig. 1A). NERIIBEDX
REREEREEEZRDILUMNIEER L. EEHAETHRL. &
THEBREGIRTE. EERNRIEE BRERESZL. /I
RIFEINES, BESFHER RESARE SBREMS T, BRIR
MeRoHfc, RRILEAEE, MERSTP Mann BRALIBRRE
T > fz. Romberg #UEBE14E T - 7=. Scale for the Assessment
and Rating of Ataxia (SARA) X7 7 &=, #ANKREER
L. RERRUOZRBRIREIS RO o T2,

RERER | MRRE TIXAMmEK 7,590/u, CRP 0.3 mg/d/, AST
31U/, ALT 47 U/, LDL 226 mg/d/, TCho 291 mg/dl & &
VitB1 23 ng/m/, Na 134 mmol/l. @~ —H— (CEA, AFP,
CA19-9, PSA, Pro GRP, FIAM IL-2 ZEMYIE) (FEAEERH
WNTH-Tc, FdE, #T dsDNA Fi4E, #1 SS-A HifE, #1 SS-
B ¥if&, #1 TPO ik, #T Tg #udk, #1B2GPI ik, MAILIA
J ¥ IgG #i4E, PR3-ANCA, MPO-ANCA, ACE, YV F—
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Fig. 1 Fundscopy of the patient (right side).
The optic disc was edematous and red at first visit (A). Optic disc edema gradually improved after steroid therapy (B = 1.5 month after, C = 5

month after). X = First visit

Fig. 2 Brain Contrast MR at first visit.
Gadolinium-enhanced brain MRI showed enhancement around the inferior angle of the bilateral lateral ventricles (A arrows) and a linear
perivascular radial enhancement pattern (B arrows).

L, 72U T7RYY 444K, myelin oligodendrocyte glycoprotein
(MOG) HEIFWINERETSH > . INEHERRETIE,
£ 230 mmH,O, #MREIES 28/w (TR TEKIK), EH
Pmg/d & EF, AVITvO—F NNy RBE, IL6
10.9pg/m/ EBEEF U TWE. IgGindex 0.7, ST VIEE
MERIIEEMT, %5 PCREEME, BiNJLRX PCREH.
EBERO 7 O—H 1 M AN —TIREBBEEER L. KNS
iR CEEMEZRO LA > . REUEETIEHEN, BE,

7Yy H—BIRIEETH >, BEEEF MR T, mAIKNETA
FAREcEBINZRELE (Fig. 2A), EAEXHMEIC LPRGE %m,\
&fc (Fig. 2B). MIREERER CT ¥ L FENEILENRBERE(IC
BlEAhor.

B@ - YR oMNEERRER, B, R /\NEESHKSA
FBIEBRENEZR®, SARAROATZIE 7 A5 35 8&HK>
fo. U UK & U CRARILERZEE &/ NNMEER R AR R A
BEURL RENS INAOHEAMORBETETL, #Fickd
REREMEZEL, NEEROMIIELZRD, MMOEREHL
BRATEccth, possible B S RZFMEMA D Graus EXEZ T
L7zh2. 2021 11 AH SR F0O4 R/ULREE (GERHME
MofelcH XFIL7L K=V Oy 500mg/H) MEfTHR, 7L KR

—vAay (PSL) MAR 30 mg/H (0.5 mg/kg) THEEERAL
HRUc. B BR, 28I TO1 R/VULRFEBE
BOSHEKL, INMEEEIRASEML . PSL 10 mg/H DR
BT, SARA ZOFIF/VULRRET 35 mh5 1 |icE L. K
BLRAICEML, TICR->fc. RHRABZEDRL ICHE
L, 2022 &£ 3 BiclEEL LTz (Fig. 1C). 2022 £3 B PSL 9
mg/BITHE UZRRIC, HHBEERIREOBREELEE Dah%
BEZDESBERPERNICHIET Z2TEY —RAH o .
SEERER MRI ZHH&R UTc & 2 3, AIEICERD T IB58IF (SRR
fLLTWeh, ERMEZNAICH Tz Ic/h S RIgEimA HIR L T
Wz, Z0, MEHRRIELD GFAP-A OHJEEEZEIER S 1,
fXE B8R GFAP HUiRBI%E % cell based assay IC T1T WA
BEL GFAP-A &22MrL7z. PSL % 10 mg ICIEE L, IR 7 mg/H
T2 EEBRLIBAELTWS (Fig. 3).
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Fig. 3 Clinical course of the patient.

After cerebrospinal fluid examination, nausea, headache, and cerebellar ataxia slightly improved. However, the symptoms still remained, so

steroid pulse therapy was performed in November 2021, followed by post-therapy with oral prednisolone 30 mg/day, which was gradually tapered

off. Nausea, headache, visual abnormality and cerebellar ataxia disappeared after the pulse started. At 10 mg/day of prednisolone, the SARA

score improved from 3.5 points to 1 point. His body weight returned to normal. Currently, the patient is stable on prednisone 7 mg/day.

ICEESZ2HRERT A IAYNTHD, ZORDTAY T +—
LD—D2TH 2 GFAPa XIS % B AL RARNICREED
BWNA AT —H—EHBFL Y.

B KZICH TS GFAP-A BE 87 HIDERKRER DR TIE,
EEEEIEN 85%, EENK 49%, IRE45%, S AVO—X
A JTRMRH SN, N5 DEEBEFEIT GFAP-A DFREZ
WixEBSICT BEARNSHE UTRISE, £DSEMBRELIC
COIERZEZLVL TN, FREEHHEENEL 77%, B#H
DEAL 76%, EIBFEE 64%, Fzh64%, TERE 51%, FRAMERE
BBEE 48%, DBIE 43%HRHS5ND. FHEMMIE 51 M CTEMH
M 64%TH o Tz. HBARDEMICEWTIEFEEED 59 K & °
PEL, INHEESAFERD T\ e, RRPIEIRE RN >
e ERAIRERHIR U, NEERERIFT 146 mg/d &
BETY Y/ GREMOMIBZ N E I, NEFHEH
99 mg/dl & & < MERBE B BEEML TWV e, GFAP-A TIEED
BHCHEE LT, NMDAUE, 7 7R VGEERD DT
EDHSENTWBY A, KFlIcEWTIE, ERULEETIEZE
OthOECTRIFEETH oo, ERIZETE LT, ZRMEEL
fE, MER, FIILO1 K=Y R, #Eg, VYV /ERNIFELE
MOG MiisBEREEE XN, BENTH -1z

FEB S BB GFAP-A D 24~38%" (RS SN, TIEFH
&, I TEARE RBHRES KBEthREzhun
5. AHIICEWTRISEARFRICES EFRDONS AN o eh,
GFAP-A FfE 2 FRTICKIBEBICEERLTHE D, GFAP-A BHEIC
BIFZEZEDEEIFBBNICRINZIREEEZ SN

GFAP-A DIRZEIFAMEETEHE, KNEER, HK K2
BERER, BMER, /BN, BBEICKT, LPRGE M'HI¥#cHSh
37 KEGIZERERELZETH >, IHIEESENKH
MAEORERAFEZIENR SN & EEEER MR T

LPRGE NEFE L ENEM DR E B> o, BEREBREENG
T, MARHROERPEZDREHH T, REERSEEE
RTIEFBLEHRABZRBICLDDDEER .

KEFTIE, REER EEHRRIABEZEDNS D INSHEREL
ENRESNIcC ENIH-ITH >z, Fang S DIRED TlIEME
BRILETEZ 7 RAICROD, BERAETTERIRSNEL -
fo. BEERBNAPEBERZMHEDS GFAP-A BEO—IBCTHAIMEICIR
HMRABIEFARZHES NS NTED, Chen 5OHE
TYGFAP-A B3 40 B 10 Bl Al QR ALIEZE A 525,
FEAEDEGN TRAMRIEN THE DEENEITEE EEHIT
EIEHO>THORETHZ I EMFHTH oz, BLEKD GFAP-
AICEWTHRERIABZEORERF & U THEENETTENE
BEORATIHBWEEZSNTWSY, —4, EELQESENE
TUEE & AIERIIRENE - RAOLKZRL o GFAP-A DIRES
35 59)10)_

GFAP [$#BEEDHE I Muller #EAZD end foot I & 511, GFAP
MABENERADZEN SR 55", iR — B OB
HRIL, SERIBEIEEECS2". GFAPD/ v I 7D
NEERT, MOEEMOBMNRESENREID XS, MRIT
FFERY7 LPRGE 8 IRMEDHREZ R L TWB9'D GFAP-A
BEOTIAL A1 vEXEREY TIE, BELGMERREL
NRENfz. DI EHS GFAP-A FHRBEBERER X DIRAK
RIFANEICEIRAEICBIS L T WA AREEN S B T E DR
INe, FHERFEIREEOMBERIS < ZILEXDAEE
MM B8

T AEGITIIBREO/NNERZRD . RIMRED SN
ANDORDEEIE, KEMEEHISHE, 1B R THE O/
REICITE, BICERESICET 2ERZE> TWSD™Y, GFAP-
A ONERED S HEIMHEFLICHEIRICIENZREICLD, K
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GFAP-A OBEIE—MMWICE A 704 RRBENRIFTH
D, REGEEEDOFHRELE D D, RICIFEFIDO LS ICHHR
HRcEdHd ATOARNRE REI/OT) Y, MERBEO
AUEREE BOXTO1 R, #AH1TI cyclophosphamide,
Mycophenolate mofetil, azathioprine 72 ENAEWS 1519, A4l
TIREEODHHEHIH DX TO4 R/VULRETEHEEORTO4 R
TRBZRTWS,

NEGIFEBMICZEREBRERZZE LD, ENICEN

M EEN KA Z RO DRETH oIl HEZWICER LA, |
I DR R FLIEFIE & EF MR TOD LPRGE FTR DS ZHTD—
Bhiciz > e, |EIERDFET 2155 ICIE GFAP-A DBHEH
EDBVWEWVWSERENH DY, BWEERZAND LI FET
BOBENSOEETHDEER . FKBEGALH B
BHOBRBENADEFTL W,
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A case of autoimmune glial fibrillary acidic protein astrocytopathy with various
symptoms such as optic disc edema and cerebellar ataxia

Marimo Yonesu, M.D.", Akiko Hosokawa, M.D., Ph.D.", Keniji Yutani, M.D., Ph.D.?, Akio Kimura, M.D., Ph.D.?,
Takayoshi Shimohata, M.D., Ph.D.®) and Misa Nakano, M.D., Ph.D."

1) Department of Neurology, Suita Municipal Hospital
2) Department of Radiology, Suita Municipal Hospital
3) Department of Neurology, Gifu University

Abstract: A 59-year-old man had developed visual abnormality, nausea, headache, and weight loss since three months
before. The ophthalmologist found severe optic disc edema in both eyes, and referred him to our hospital. The patient had
mild cerebellar ataxia. Increased cerebrospinal fluid pressure, increased protein and cell counts, positive oligoclonal band,
and contrast-enhanced head MRI showed multiple linear perivascular radial gadolinium enhancement around bilateral
lateral ventricles. His subjective and objective findings significantly improved with steroid treatment. The cerebrospinal fluid
was found to be positive for glial fibrillary acidic protein (GFAP) antibodies, and a diagnosis of GFAP astrocytopathy was
obtained. When optic edema or radial contrast effects was observed on contrast-enhanced MRI, GFAP astrocytopathy
should be considerd. Prompt immunotherapy is required to circumvent the development of permanent visual impairment.

Key words: meningoencephalitis, autoimmune GFAP astrocytopathy, increased intracranial pressure, optic disc edema,

cerebellar ataxia
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