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2016 £ Fang 5 (3B S REZHNEFEDEE SN2 N REREH
EHITESNIcHEMAESN OF NS, BERFH glal fibrilary
acidic protein (GFAP) AN BFIEE 2D, BEE MRI THREHIAR
BIRNED S BETRICIED 2R ERFEF W RZ 2T 5 —&F
#RHU, BCREME GFAP 7 X hOY A ~/SF— (GFAP-A)
ERMFY. MU EAOBERICED RERHOREES L
VEHCREMEEMAD 5~9%% 555 2 EABESNCHRS
1229 FEF 40~50 mARICE <, RRRHEDOFEEAN S 2~
HRMEORBTHIEMA PERAICED, BHES, FRES,
INIEEED R, IRER A RIERELEL 220, —A, K
HEREEICET DRHEDR L, RPH S OHE FRHER 1
BIDHTH 2D, SE, REHREESZEHLICEE GFAP-A
D1PIERBRL DT, SEREFEEIRET 3.
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DHEMNER U, HEANBARL L. SBREE TIlEE
% (130/u) EEALER (299 mg/d) %#ERHIchY, BEIREHE
MRIGZEE G oo, X+7 H, BHREHNBLL, B~
A zEEFONTTZ 7 OEILDREBSI NS, B ICHEK
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B FEE)IFH I Babinski K&, Chaddock R &FEBEMETZ - 7z,
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>~ B12 Bf& (>1,500 pg/ml) THH, IgA, IgM, VL F7F=>,
HbAlc, E4 I B1, FE, ACE, WAFMIL2R FEETH-
fz. BRYRBRA%EE X TSH 0.078 plU/m/ (EL#{E : 0.610~4.230),
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Bk 90%), EHSME (71 mg/d), ¥EEME (99 mg/d) (M#E
fE 246 mg/dl), ADA &fE (15.51U/) T&H D, IgGindex (0.25)
FEE, AVIToO0—FILINY R, STSEM, B-DZILAY,
VZV-DNA PCR, HSV-DNAPCR, h> I 4T v+ VR, oY
TRV HRPER, ZARILFILARERIZEETE > IR,

(Received October 26, 2023; Accepted January 18, 2024; Published online in J-STAGE on May 25, 2024)
This article is available in Japanese with an abstract in English at www.jstage.jst.go.jp/browse/clinicalneurol.

©2024 Japanese Society of Neurology

o0ee


https://creativecommons.org/licenses/by-nc-nd/4.0/deed.ja

EEBIERS

REHRERESZEH UICEEBSREM GFAP 7 X hAY A hNXF—D 1 41

Fig. 1 Brain and spinal MRI findings.
FLAIR imaging (1.5 T; TR 4,800 ms, TE 410 ms) demonstrates high signal intensities in the bilateral basal ganglia and brainstem (A, B). Abnormal
signal intensities disappear after the mPSL pulse treatment (C, D). T,-wighted imaging in spinal MRI (1.5 T; TR 3,000 ms, TE 80 ms) demonstrates
swelling of the entire spinal cord (E), which shows improvement subsequent to steroid treatment (F).

ERIEENSHE NMBRREIREEINT, BRERE PCR 3k
MEfEofo. SEEREME, &R MRI TEEBIIROHBRM o .
ERARIRE | B8R CEIKEBAOMIEIE S, FEEE ADA®
ETH >l ENSERIERRRZEE, FiERE4H (1V
ZFPYR, UT7rvEYY, VTR, ETIFIR)
BEERBRUDDBEERT>fc. HSV-DNAPCR D#EENHE S
FTTVIOCLREEHAL, BEZEREBICKTLEZ A
Bt 10 HEENSEHFIFIFFHEAD, BRERILRES NS
ESICRofe, BRI HE U RKAR THD THRHEEE % HlT
&, EFEODIDREMEMNAREL > h, ALERETM TR
FHAEL, TEREORETHD, EXUTOREREIGET
LU, BCTh7 UTTERERS S OFEHBEITELICKRDNLTW
fo. TROBHREIIEEOFET, WRORBRRE IS THEK
LTWe, BREOHiE & NER MRI TlE, BHEESAEIERL
TWehAEBICEEESIERDEM > (Fig. 1E). ALFFIRES
BERAEREETH D, ABE 17 BEICKEVIRMZHEIT L. A
Bt 20 HEED S 37~39°C DFEEBERANEIIEL, MRIFLAR
HGRTEEK NBRICHIICEESEZRY, EFWRIFEDL -
fo (Fig. 1A, B). MERERIFEMEHMTL, B REHERREN
KAEZEW, AB23HBIRXFILZL RZVOV/IULREE
(mPSL1g/H, 3HM) =T\, #FEEELTILRZVAOY
70mg/HZERB UKL fc. &, BEEIEERCHNTEERL, W@
LB MMT (E 3IREICRIE L fz. BERRTLA GFAPa Fis% B E
Lickc 3, BiETH>TcZ &S, GFAP-A &ML, —

A, NAMEREEECEHESIZASH TH - e ERK S
HALTWe, HREEREZTV, BEFHREVLOHBRIS
RHEREZEDFAR TH >/ (Table 1). BRERKIFT I AX T K
SIUVEETTH N EHISERT, BEDOREL S
FUEREFREMI LR TERTH > 2h, TRIENIT HEE
HAREET, BIBHRE LD EMNSOEENEDONIZ, ZD%
REBEEEOEHHEIEERH SRR TN, EEEEOSRE
ICHEWFEFES Y T AF v —CREREENRS LK, AT
R 2R = B U 7. ABE 66 B B ORISR A I (S 858 O
ERIFRC, BHEHRT, EEMEBERNES ThT UTORK
BHFRDIZHUNEUBERVWTNY REDEFERL 72N, L
B AIE MMT 4~5 (@8 LWz, AR 130 BEICfT> /8
I, BREEM MR FTIRTHREN RSN (Fig. 1C, D, F). B
BeRIEPE T ik LB D MMT (& 5 TRRSTISIEE ~BEITEL
SR AR, Th7 AT ORBERESE, TRERSDHELEEFL
TWeZ ehs, LROBH REMRESIHREEL N,
TRUGWA DRENZ - TREEEEZ Sz, AR 141 BHEIC
DN\EYF—2 3 VilkGE D - EI1EERREE T U .
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Table 1 Nerve conduction study.

MCS DL CMAP amplitude MCV Minimum F-wave F-wave occurrence
(ms) (distal/proximal) (mV) (m/s) latency (ms) (%)
Day 25
Ulnar, R 3.2 (<3.8) 1.3/2.0 (>5.5) 69.9 (>51) NA 0 (>70)
Tibial, R 4.3 (<5.0) 1.5/2.1 (>6.0) 46.9 (>39) NA 0 (=70)
Day 66
Ulnar, R 2.9 (<3.8) 2.7/2.3 (>5.5) 59.1 (>51) 27.4 (<27.7) 100 (>70)
Tibial, R 4.5 (<5.0) 0.83/0.22 (>6.0) 41.3 (>39) 49.8 (<51.6) 100 (>70)
SNAP amplitude SCV
58 ) (mss)
Day 25
Median, R 14.9 (>12.0) 51.9 (>52)
Sural, R 15.7 (>6.0) 39.8 (>40)
Day 66
Median, R 22.3 (>12.0) 52.4 (>52)
Sural, R 8.7 (>6.0) 46.2 (>40)

MCS, motor conduction study; SCS, sensory conduction study; R, right; L, left; DL, distal latency; CMAP, compound muscle action potential;
MCV, motor conduction velocity; SNAP, sensory nerve action potential; SCV, sensory conduction velocity; NA, not available; NE, not examined.

Normal values are in parentheses.
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EUTTHERERSMNHEELELTED, fARROEZRS>TH
—BHARWULERECEZ L. £, FIREIREDMBENFKE
NESRERELT, BEEEOERDZZDOOFE (BEEXH
HREE - BHES) OERDEEZ .

GFAP-A [F2M~EAMORIEMNA, BRATREL, R
AT GFAP AN ZRTDROF & 1220~ @BF, RTFO1 K,
RETOTY Y, MERHRREDBRBENENTHD, KFDE
ETEILUEENTREE 1252, —AT, EELIZIE
MEL, 42~45% D ICUANAEL, TONK23~38% TREE
ExBLULETIHENHZY). EECOERE LT, BHE
EPRIRALICMZ, K BTES, #$ENKERREZIE
[CEBERDNEZSNZ ). S5IC, BRREFIRRGHD
MNE L, FEG & RAHFICHBEARARENGZVWERSERDEX
ZRME LIBIORESH D, PRERREMICKRIKEIE
EEOERELTEZISNZYY. &£, 1~3 BIORES THEE
MRIFFRICEEN <, NG RRNERBESEEMREZ X<
BlH%Wcs, RHOZHIC KL ZBRBENARDLT LEESTE
<, ZW, KEOENDLOICEELT ZHRELENH B9,
GFAP-A & TI3RWHRICBER ADA NEE LR U, S EREE
KFEOREETZIENHMESNTE DI, KfFIH ADA BRE
BEERLIZZENS, UEEEREREANSEDNE. RE
OB % TR ADA BEZ 29 2156, HRIERELE
$(T GFAP-A % BHRICERICE RIS L TW 2 &M EELLD

FEHYPFEROBEICDENZHIE LR,

BN D GFAP-A BE D 8~24% TRIYHIREE O SHNTER
INTVBHDIN, KIBMS DIREIE%, Deng 5 I$PUELEAL
BOEHREREZZE U LRBREZOAZE LS, #RE
BREAEEMBUL 136 (FH42m%) F 1260 (92%) THER
BBE, 10l cHRES EMBEOREFRTH -2, EFHR
BEHARWUEBMICEEI N0 84l (62%), ZFF), KEH
BHORAREICEEINLOIE 56 (38%) T, BREMEOHH
fEE X NfeBlliLimh - fz. REFERF modified Rankin Scale (mRS)
(34 3.4 T, REEULEOEHEERS 2> TWBHILE
Mofe, APITHEMERORMHRESIC K 2HRAS, M
BRREZ S U ATREMENN S D, GFAP-A [T R I 2 REHRES
DOEHIFEECERDO—DEEZS5ND.

GFAP-A (L& |F BRI MEE D BEEEALIS A ~HERET
2HREDHHB. Paul SIFREHFREBEECTRELL5FZEL 6
B (EHPRIE 69 /) I DWTHRITL, 4 BlICEMIFDEE
1 I MRl THRAYFEIRIAAIZRICETZ SR, 3 FlIcBEREEREHN
ICHRROIMEZ TR T 2R (FROBEEPIERRZE) TH->
fe™. Theuriet 53 RIEHREEZ % M - 1z 25 Bl D W TR
U, BemRempEEszi< 114 (FE51 %) 76 (64%)
TTESERIFDESE, 46IC MR THERODEZDR, 1FiFe
Bl (1061) T FEBRNERL, FEE U CREHREAIE~
FHRAROBBEZHERAL TWDW, BEHRICOWVWTIE 1 FlDH
T sensory neuronopathy DFEEEHMNH D, BESNLHIEFHT
HolckBbohnd, REIER MRS IF 194 (72.0%) T0~2,
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4 (28.0%) T 3~6 EEREFINK¥EZ D, BTIL—TIF
Deng 5D IEICHN, BRAEBZFNAMEDOBROEWVWICES
FEEBADORD ORREMEZIER L, GFAP-A ITH S RgHRE
EIFHBAISME RE MR BEIE S FHHER = 2 —0J/F — (typical
chronic inflammatory demyelinating polyradiculoneuropathy, BLF
typical CIDP & B&EE) (CHBIL U 7o 3EAIER &ORMIER D BB R H [
EZE292D, EXEBFNEEZHCIIERBIHETHEIRT,
atypical CIDP-like &R LTWS. LML, EBHEIEBLIIC
BEEINIRSLBET D200, WEOREFMHPERAER E
220, ROREZR TWSARERFETETES RV, &E%
HERUMEREEEZI SN, REERICEEOEDKERE
ZfH>TWeRZa®, ERIKG(IE Deng 5DOWMEEFHL TV
fo. TINS5 DERDERKRRIE, Critical iliness neuropathy D& #
., CDP D& SBECREMKRERAKIC, EROREZE
ATWBEDHE LA,

GFAP-A BENREHREEZRIHRICDOVWTERHELR SR
MZL. GFAP [FHIRERE 7 Z ~OY 1 hOA TR, KHED
non-myelinating Schwann cell (NMSC) ICFEEYT 5 Z EHHIS
nTwza®e  ULhHL, NMSC I& CIjELHRHmESIO >
TREIRGE THRRINTNDD, BEIEOHMER T ORI IIHER
ENTWRW, REZHIC PR ERRE 5B e TfiEE
HoMmEREOXEMIRZEANRES N, LBORERFEIE
Eensh, EFHREMICEENIECZREEH, REME
EEZEcIREBIITETH S,

EFEERU SR MREE T A0 U ICERE GFAP-A D 1 filZ
BELUR, BBICAIFRRERZET DL S BEEDEEHE
BEEEZMHSHITIE, REMPEEZTOEHD SEICEDED
H?. BMEICLDBRKECHERNSNDIRENRRLZDcH, Sk
ES5RZEFOEEIDEL BN,
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Peripheral neuropathy associated with severe glial fibrillary acidic protein (GFAP)
astrocytopathy: a case report

Nobuhiko Ohashi, M.D., Ph.D., Shota Kamijima, M.D., Rie Watanabe, M.D. and Ko-ichi Tazawa, M.D., Ph.D.

Department of Neurology, Nagano Red Cross Hospital

Abstract: A 44-year-old man was admitted due to a fever. He developed unconsciousness and respiratory failure,
necessitating mechanical ventilation. After the administration of methylprednisolone and intravenous immunoglobulin for
suspected autoimmune encephalitis, his consciousness and respiratory state improved. However, he exhibited pronounced
tetraparalysis and impaired sensation below the neck. A spinal MRI revealed swelling of the entire spinal cord, indicating
myelitis. Deep tendon reflexes were diminished in all extremities, and a nerve conduction study confirmed motor-dominant
axonal polyneuropathy. Subsequently, he developed a fever and headache. Brain MRI demonstrated FLAIR
hyperintensities in the basal ganglia and brain stem. CSF analysis for anti-glial fibrillary acidic protein (GFAP) antibody
turned out positive, leading to the diagnosis of GFAP astrocytopathy. Although the steroid re-administration improved
muscle strength in his upper limbs and reduced the range of diminished sensation, severe hemiparalysis remained. Severe
GFAP astrocytopathy can be involved with polyneuropathy. Early detection and therapeutic intervention for this condition
may lead to a better prognosis.
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