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Abstract

Background: Autoimmune glial fibrillary acidic protein astrocytopathy is an autoimmune central
system disease, and GFAP-IgG is specific. It is reported that about 30% to 40% of patients often
coexist with other antibodies. Objective: To investigate the clinical characteristics of overlapping
antibodies in autoimmune GFAP astrocytopathyin children. Methods: We collected 43 patients
with positive GFAP-IgG in cerebrospinal fluid and/or serum, and treated in Children’s Hospital of
Chongqing Medical University from January 2020 to December 2022, and analyzed the clinical da-
ta of 12 patients with overlapping syndrome retrospectively. Results: 43 patients with positive
GFAP-IgG which were included, of whom 12 were defined as overlapping syndrome. Among them,
3 cases were positive for AQP4 antibody, 2 cases for MOG antibody, 3 cases for both NMDAR anti-
body and MOG antibody, 1 case for NMDAR antibody, 2 cases for anti-Sulfatide-IgG, and 1 case for
anti-GM1 antibody and anti-GD1b antibody. We found that about 50% of pediatric patients with
overlapping antibodies relapsed, especially with overlapping NMDAR antibody and AQP4 antibody,
which needed to be treated with immunosuppressants such as mycophenolate mofetil.
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BEAE DU TE R 4 KA XA 2 RGEHTI B 5 S PUIR I R I, VF 2 B0 A R A 4 S % SR B AiE
BN . BB YRR AT 4R R 1 £ (2 T 41 i 3 (Autoimmune glial fibrillary acidic protein astro-
cytopathy, GFAP-A)/ 2016 4 Mayo i2 [T CGE LI — RO 16 T UK PR fh e R gepom, 1%
IR M8 B2 . a2 AR, HAFRMAREY N GFAP-1gG: 1% 30%~40% & JF oA
Pufds, W N-HHE-D-R AR Z AP AE(NMDAR-1gG) /KiBIEEE [ 4 HiR(AQP4-IgG). HERI/D R 4H
HubE 8 PR MOG-1gG)55[1]. AT, ESPUANIZWIE SCHATERE . fEXI s, FAL@E 58 12
1] GFAP-IgG BHPEE ) LE S HURIIIGIRRHE, MR E S PRI IR
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Wk 2020 4 1 H~2022 4F 12 H T HRER} R 22 E L B Be 216 1 08 W Bl I8 b ot £F 4ERR 1
HEADUA(GFAP-IgG)FHPERI EULHIIR IR GERL, MR IANFEERARAE, B2 12 F1 B LANAARAIT 5T

PINKRAE: 1) BT < 18 %5 2) FBIEECWIATIRME RG RAEESN: 3) Ik e i
GFAP-IgG FHYE; 4) Iy SO 6 iR 2 & I A PR s 42 R gepi k(i : T NMDAR. AMPA1. AMPA2,
LGIl. GABAB. CASPR2., IgLON3. DPPX. GlyR1. DRD2. GAD65. mGluR5 £ jihifk, it AQP4.
MOG. MBP ¥ifk, #i Sulfatide. GM1. GM2. GM3. GM4. GDla. GDIb. GD2. GD3. GTla. GTlb.
GQIb FUIRSEF Bl AR BB L 5) BILRERBERGRE.
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HERRARUE: 1) BN ML ' GFAP-1gG BJMM:; 2) A IR X4 KR40 S MR AR . B A sk i 4 i
o3 0 R R
2.2, W AE

KR Rankin £ (Modified Rankin Scale, mRS)Zy %7 & J LR i 0 1) K 2R VBt 17 I EA% 2 L
I ERERE, 4R NEF0~2 40) ZE(3~5 47) FETZ(6 47) [2].

2.3. SRS

W AERE T2 AR ST R IR IR BT R, WA AR, AR, K=
LG, AR WUR R S &M A AR B A, JR)T T R AR

3. 58
3.1. —fEER

A VR BT T LGN T 43 44 GFAP BiiRFHME B A PR TR B L. 7EIX 43 4 8L, 12 44(12/44)
HA oAl XA 2 R GURS e R DR ) 8 LEE A 8 b ik N B LAk, RAREINE 1. ERL5GE
IEEHE A 6 LM 6 L5, RWERTMEN D 11 H2 % 9 A~14 % 11 H). H AQP4 Hifk
BHYE 3 51, MOG $HifRPH: 2 1, $1 NMDAR $i/k K& MOG HifkBitE 3 %, Hi NMDAR HifkBH ¥ 1 4
Pt Sulfatide Hiik IgG FAME 2 5, $T GMI1 FiH GD1b Fidk 1gM BEE 161, 32 B AR A4 &4 4 41,
KPR 349, HLBE U 34, R A AT 4 5 (FL b 3 1 B2 S NMDAR HiA&F1 MOG B PH 1 1 4138 8 5 NMDAR
PUik), WRAAE S B, BAREIR 4 B, BRI R/AMEDRERET 6 fil. 11 B8 L2 T I A% i ke
8, Hrb 10 A EE B TIGR T (%), 9 IR LEICE AR R, b 2 BrERRE. 6
BIEJLHI T E R, 2Hl2ES AQP4 Hiifk 2 i, FHEHT NMDAR itk 4 4.

Table 1. Clinical data of 12 children with overlapping syndromes
1. 12 BIEBLGAIER/LIGKZER

. ‘ . e e SRR T U
FERAER o REWETE TR SRt A R .
I I PRAFAE o o IR 2RI hr e Ve ;i}?/inRs/ =V,
/K mRs
A B XU AT R
e BRSO DA U .
18/ g%mﬁ GFAP-IgG  AQP4  %eff. —if WX, EMi. %40K Fisk. ;Eﬁ
3wo gl N 182 R 10 REIRASS Rl BEL K WA BE MMF 40y
A ORI - Y
FiFREEE B XU
R R %
Wig. | AQP4 EIERT . 2 R R PER
201/ igéﬁlﬁWIMM; AQP4  WPLEEM. WMWK, _ WEMF.
4B s GFAPIZG HUk 1100 3y FRE.  FER A0 Tl Z
AR 1:32 Sk . AERE i
AQP4 -
sy Wik osimisz sk SERU I g owm
1249 @ Wi%%k GFAP-IgG Fifk 1:100 zufﬁi BT DA B I
1:32 L

DOI: 10.12677/acm.2023.134941 6733 I IR = =23t e


https://doi.org/10.12677/acm.2023.134941

(712 SRS U

Continued
WA g 2 GFAP-IgG AiHR PR
45 3 1:32; I ER,  MMENERN B B y B
12 % 10 Hgg%ﬁ MOG  [AMUIZEN &4 REEH m®Rm
Poik 1:10  fmRk
MOG FUME e v 1 AT AR i 22 B
SIS 1100 RS St e |
. - M50 ¥ 7 LN | NA W 3/0 -
3%3H K GFAP-IgG AR R R A
1:32 BT R i
MOG oo e g A1 IUEEJRATIX .
MOG  Hitlh 1:32: ;;%ig%‘qm%ﬁw,mu ?@
6/%/ Wi 4Kk B 1:10; NMDAR #i 510 m% N NS e NA Ml\//[i:\ 50 .
114747 M NMDAR - fk 1:10; giﬁiﬁ.#muﬂ‘miﬂ\@rﬁ& %Ui%
Pk 1:100 GFAP-IgG 0™ e E@Uxxﬁw;ﬁiﬁ o
1:32 Bk AR AR
S HRAE
1B ZEREHIL.
L e e
WF B, ek o T AR EMm PIER.
2z, B MOG $ifk MOGWZM;E A 2 o AL B W 3/0 .
12267 K. £ 1:32; 1:32; %u’jjﬂﬂ ‘a‘ri U 5 - Ml\){%
fifE  NMDAR NMDAR '777= T 1010 oy
Bitk 1:30  Hufk 1:30 JE: IR
PR | A7 TR
WA
GFAP-IgG
GFAP-IgG  1:32; N
8/4/ i 2% 1:32; NMDAR  SkjE. E#. g{muﬁgﬁ%ﬁ a WA o N
6% 6 H X NMDAR #ifk 1:10;  BURRAE eETE LS
¥ifk 1:3.2 MOG =
Hifk 1:10
TR BAT,
apap TR B RES
X 48 L TR =0 ~ b
ortel il NwpA gk o, RS E a0 S0
% - 1: - NS AR R i 27
2UON gy DR 10 GFAPSG gy Mg, LN e LE
PR RS 1817 L))
VEBLES
GFAPIEG sz .
s NS 111575 1k 1 W] HERMER
o/ IR LOML S Tt Na BOPEB w0 a0 -
9¥TH@ R Ptk It W W W
GDIb itk %ﬁ%;k@
IgM [H ©
DOI: 10.12677/acm.2023.134941 6734 I IR = =23t e


https://doi.org/10.12677/acm.2023.134941

(712 SRS U

Continued

BB L X
bl BV ypes . MRS

¢ HFME 5 B
M BRI G, s ez pisk,

/% % BEM GFAP-IgG #it Sulfatide

0% 20 S 1320 GubkMM ‘g;&?@‘ O mmsam ameR w0
o | T 2L U o
. R ST W kit
12/55/ HEH’%HEQ%E GFAP-IgG i Sulfatide %ﬁ‘;mi‘,,ji
iy P Em OPALIG TLEEAC s e e - ~ w20 -
G A

PiH: NA RN HBERT S —Rnt:; MMF RREBEZEWEL; NMDAR Fix N-FE-D-RAGRZH;
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HIEHRANEMMEZEG . @ BIL 10 EFEMEE SRR ETFEEBSE O RER Y. 242RMNE
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3.2. ERTEHEXIERFFAERIR T

3 ES AQPA YU L, A 1 IR LA B RS 32 BRI 5 S A bl 7 s A7 AL HE A 1 )55 (3/3)
WERRAR(2/3), FEJEH1(2/3), FMN(2/3), KWilEI2/3), WiT(2/3), 2 BB VAR K, TEMM KLU Rz
FIFIERAVRIT - 4 4] H S50 NMDAR Hifk R &)L H 3 ][Rl B B4 NMDAR Hifk i MOG ik, 1 4
X & NMDAR $ifk), FERI NN 4 5], FEeibEag 3 61, SJm 2 61, K2 6], kg 141
4 BIHMIELE K, Hd 3 BIFRBGS BEZEMERIGYT, 2 BTG R ZE BPUEIT .

3.3. iR B XHER R

H 10 % EE DT GFAP HURFIHARAR: R DR R 3L, 2 4458 )L GFAP $ifk 5 H AT AH 4k tH I -
L1 RIS A 4N E BRI, 5 EB N E Y F 5 AEDM, e MG AQP4 HUiA A,
FULLSERRIT 5 AJRIEMEE, BEEE 4 DA, | R EPPIRIE GG R DA 4 R GO IR (S B8
% LB, BB 5838 S bn R R B SE s i R % L GFAP-1gG PufkRa:, AQP4 HiikfIfE, =k
PR RERE 10 HRTELES, BRIV (5 . BEIRAA . SR X e . BT M. XU/
WU RAZ IR A BRI, BRI T . A, BT LR E R phd KR . MMF 45§, 50
KIGE A RS br SVICE IS GFAP-1gG JUikBIME, MG AQP4 Hiik4%BH, UL & LR HIBUHIE IR
RO, SRR AR W R ks L 8 [ R, IR TEEREEIR Y FREEE RIETT, N
BT GFAP HULiAZi Pt NMDAR FiiAXPHYE, MLiE MOG M, TS5 EEH &N X4 R 40 sE iR
Wi HESLEEIE(GFAP JifAE I NMDAR Hifk), BEGITAR, (AR R IR A H IR A1k
A, I 58 T INE TR M fLTE GFAP $ifk 2 NMDAR Hidk§IPE, {HIME MOG HiikBik, kMikkmise
FLBCR W B 538, FIBIEA N MMF, 4k%: T DABS IR e bA 4k, JERERE.

4. ¥Wig

AR YT AT 12 61(27.9%) F 2 H AR RGP B L, TR T IR B BRIE 1 30%~44% GFAP-A
BT EPUALEE; B2 IH0EF T NMDAR $iLiAR AQP4 Hiik /e i i WINESPiik, (HAKS|F,
MOG Fifk R s WA (5/12), FUCHHT NMDAR $iik(4/12)F1 AQP4 Fifk(3/12), A DHH) A H s
AR PRI Sulfatide Bifk, $T GMI Bk, i GDI1b Hifk). HJIL 10 LLWUF = Sy R FERIN,
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IO PT L 2 53 B, DU B A AR bR B R A 2R A A A A R R, LR AR W
MiEHT GM 1Bt GD1b Hifd IgM BH 4, ) LRI R 2 3 A5 B PR #2206 A8, X 5 [ /1438 1) 15 49 GFAP-A
HBPL GMI HUAH N T B b R AR R AR [3], 2 451 5 Ll R 22 57 42 75 R U5 TR s B B 22 57 (A
JL 10 I35 GFAP HUikBAM:, WeE i BItE; EAMRIE S LWCE R GFAP fUikBAT:), WPE ML GFAP fitfk
/& GFAP-A BURIFE R, MIEHT GFAP HUAR I H IALLT- S5 2 i BBl A 22453477 ) J2 Jo 40 M Al R 1 7= A=
(1 G5 e hn 5

FAIFNE MOG. NMDAR. GFAP. AQP4 7EA[RI4H Ml S AN FIEB A7 2R1L, MOG ik T/ 5 i i 4 fu
AAE E, NMDAR Fik THZ ol 1, GFAP Rk T 2R RAIMMY +, AQQP4 Fik T EM
RIS € b ANEDURE AR K IFHLE], HT NMDAR Fifk. MOG ik, AQP4 Hiik iyl i 522 2w
Pifk, CD4+ T 4ifiZ 5 | AR A RG RIEVESIR[4] [5]. 7£H 5 %t GFAP REIZA &,
GFAP-IgG [f]77 £ 5 GFAP ¥R tE4iiisE CD8+ T UM IE[6]. 2EF A THEMIES %40 i BT R 3T AQP4
PUAEFIHT NMDAR HuAAfil & G S SR B 40 M ) 4544, 4k T GFAP il 5%, # GFAP %)%
BRE AR — Pk R ME LSRR A (2] — Ok UL, PUARISR A Yo TR, R Rt S f g
FAFMERIEAY 2] $1 N-FJE-D- K &5 8 AR (NMDAR) G 48 52— Fi PR #H 2 R 45 RIE PR, I35 0
T HIPALL NMDAR HERR, WERREFAMIHREREAT . 15 IS W RIE. FHEATN.
BEENS . BIEIR . RIS R A H B D RERRIG[7]. MOG-IgG A2 7 (MOG-AD) & — T
AR PR 22 R GBI SE AR, LSRR AR 58 L 6 B 2 AN T AOARRAE, 1198 MOG Hitik BAA Re 5 18]
NMOSD & —HH & REN FHRME RG R VT BTN, L2 W, DI=ERmE . K97
THERE R N EERIL, M35 AQP4 Bk BARFFME0]. BIL 1, 2, 3 i RPUMss =t il PRAFAE 5
L NMOSD #1 GFAP-A [ S; A2, £JL7, 8 JMH NMDAR HitfAfixi % Fl GFAP-A [l PRAFAE ) H
B, HERALI Y GFAP-A H S NMDAR HiikPHIERS, £)LE ARG v R 2RI, B—(HHE
BIT SRR, 75 FIRS I S & &2 B Wy BRI G AT, H 2 5 B H S 5T NMDAR $iismn F ) 2 & sy, frik,
BRI 2 Fh B S U AE T RS B AR B ML B B 45 0, IR b B F AR LA A AT (i
B GFAP YA ESIMIET AQP4 Pkl iE MOG Hilk). EHATBAIIH, fEE LB ILEGER,
JeH /2 #EE NMDAR Fifkfl AQP4 Hifk, 7EHT NMDAR i 4 B S HUA K E & NG 50% ] GE LR K,
X R ES PR EE FRSAFE RIE FH 2] [10].

2 PPk, GFAP-IgG # LB EBHUAN, H 50%E K fE, JoHES NMDAR Hiikfl AQP4 i
PRI, T A N 2 B B R S e IR T o B PRI RAFIE Y B 2 T ek IR TR B AR B S, rbA
LA AR B BN RERE . AR A A RN A 55 GFAP-A. il NMDAR i . MODAD. NMOSD [f] i
BURHAERT, YIRSEBAH OGP, HEERMBUATE FIHIT M &K

5. [EPRM
AW TN LA HT, S BAR A TR, HR IR/, HASEAT BRS04 AT Rers
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