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[FZ] BB 501 B SR T 4 2 R IR AN (glial fibrillary acidic protein astrocytopathy ,
GFAP-A) LM IREFIE, 3% BRI 2020 4F 1 —2022 42 A T3 BREERIR 4 s L2 1 B b 22 N )
2 1 34 ) GFAP-A FBILIMIG IR ZER, WG IR R . WG MR 8 . SRR . IR 7 S 47 0 .
ZER 3440 GFAP-A H LI AEGAEIE 8.4 GER: 1.9~14.9) %, BILEEXRIM NI (50%, 17/34) . Kk
(47%, 16/34) . MATBETE (47%, 16/34) . EHiRFRS (44%, 15/34) 2. 56% (19/34) LKA WK 2 25 B 5
w, Hoh 8BS I AL A SR EELEAME R ILIY R &R B I s TR S LA R L
(P<0.05). 77% (24/31) FBILXTREERIT OV, I BIHE AR . 4518 GFAP-A BULIGRAEIR TR 5, XT
BPEIRYT NS o HH I ESLE AR S K, I Sl ikl 550 v] e 1B 52 & NG f e pahie k.
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Clinical features of autoimmune glial fibrillary acidic protein astrocytopathy in
children: an analysis of 34 cases

WANG Wen-Wen, LI Mei. Department of Neurology, Children's Hospital of Chongqing Medical University/National
Clinical Research Center for Child Health and Disorders/Ministry of Education Key Laboratory of Child Development
and Disorders/Chongqing Key Laboratory of Pedatrics, Chongqing 400014, China (Li M, Email: 616331693@qq.com)

Abstract: Objective To study the clinical features of children with autoimmune glial fibrillary acidic protein
astrocytopathy (GFAP-A). Methods A retrospective analysis was performed on the medical data of 34 children with
GFAP-A who attended the Department of Neurology, Children's Hospital of Chongqing Medical University, from
January 2020 to February 2022. The medical data included clinical manifestations, cerebrospinal fluid features, imaging
examination results, treatment, and prognosis. Results The median age of onset was 8.4 (range 1.9-14.9) years for the
34 children with GFAP-A. The main clinical manifestations included headache (50%, 17/34), fever (47%, 16/34), visual
impairment (47%, 16/34), and disturbance of consciousness (44%, 15/34). Abnormal cerebrospinal fluid results were
observed in 19 children (56%, 19/34), among whom 8 children had positive autoantibody. The children with overlap
syndrome had significantly higher recurrence rate and rate of use of immunosuppressant than those without overlap
syndrome (P<0.05). About 77% (24/31) of the children had good response to immunotherapy, and only 1 child had poor
prognosis. Conclusions Children with GFAP-A often have non-specific clinical symptoms and show good response to
immunotherapy. Children with overlap syndrome have a high recurrence rate, and early application of
immunosuppressants may help to prevent recurrence and alleviate symptoms.

[Chinese Journal of Contemporary Pediatrics, 2023, 25(1): 67-72]
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FI B G2 1 M ot £ A 1 1 A B O o 4 i
Ji  (glial fibrillary acidic protein astrocytopathy,
GFAP-A) J&—Firm] 22 K2R . i R 1) A
LSRG H B RIEVERIEES N, Fang 55 T
2016 4515 A IR TIT A 44 o o BLHE DUR I Sk
. EIRREER N AR . REECEILN R
FEVRYTT ROV B, TR, (HABUR LT 55 B ph 2
RGUE e 2o HETERATR T 200 B ik R R AE R
Z AL HILEE R B0 s R 5 RAR X B =, &8 55
I PR % A X200 AN e SO o AR B 5 [l s i
BT 20204F 1 H—20224F 2 H TPz R B
BT JLTORL, Jr A JF G Es 1T 34 41 B LAY I R
FRAE, A BB I AR LR B A= X5 1% Y A TR A
fif%, FENGIR TAE P RE X BT 2RI o
1 ST
1.1 HARMK
et 2020 4F 1 H—20224F 2 H # PREERFR 4t
J&@ L BE Bt 22 N BHZIRRY . 12 W% 18y X
ZRGE A B TR 1943 B B LAY G IR BT R,
HRYZNAFHEBRbRUE, 5528 34 61 B LN AT .

PASRIE: (1) EIRER<I8S; (2) WEMW
ol LG PR AT dE R M L (glial fibrillary acidic
protein, GFAP) -IeG fHYE; (3) IRIRFERITCEA ;
(4) BILMHZE Fg A =

HEBRARIE: (1) BRI o GFAP-1gG 1
FIvE; (2) BIFAKM 2 RGeSO PEIRAS . B
SR MAPERRER . SRRSO . IR TR AR

A FE i H PR R A R L B = B Ae
WG oA E [ (2020) AEARH (BF) 4
(272) 5) I.
1.2 HETFE

Kok B Rankin 523 (Modified Rankin Scale,
mRS) PPAG LRI ERREE, 4585 b (0~2
gr) . 2 (3~571) #ET: (673). ABEH mRSIT
Iy=A4r NEAE ;. HMBENS2 - A BUR AR, <293 H
s R4
1.3 HRUE

AT IBUE B T . 112 R U7 S i B DT A
T AR IR TR, SN — oL . I
KRR, LRERA . BRFRRE, MEmAH
Ry . 10T NS, FEVII R 20224E3 H .

1.4 FitFESH

K HISPSS 25.0 e it B it AT s o . 1
PERHIEAT Shapiro-Wilk IEZ PGS, 5 2 IE&S 400
MBME £ b2 (X +5) AR, WAL HECR ]
PIREAS K385 Nl /2 B0 P i g GE D
s R (DU EIEE) (M (P, Py) | Hik,
P2 R] LR Wilcoxon BRAIRG K s AR FT R A 1
n<d0, 4377 41 (8] 344 R H Fisher i 1% %
o AR LR & A I BUR I GFAP-IgG i
JE P8 AH O 2K FH Spearman B AR 4381 . P<0.05 78
EZRAEAGIFE L

2

b2
21 —fE&ER
34 5] GFAP-A 2L, k204, otk 1441,
B HR 14 1; ORI 8.4 (GE:
1.9~14.9) %,
2.2 IGFREER

AW ILZ VL Atk 2t (85%, 29/34)
I, 26% (9/34) HYEJLARTIKEGL s, g
W E YL 5 78% (7/9) . 3445 GFAP-A H L) 2
I RZIMALFE . K9 (50%, 17/34). K (47%,
16/34) . MR (47%, 16/34) . 5 B 55
(44%, 15/34) . FEFL (38%, 13/34) . 15K K AE
(38%, 13/34) . H B2 INEERT (35%, 12/
34) . KEMAT M SRR (26%, 9/34) . FBF K
(21%, 7/34) . 2B (18%, 6/34). %% (12%,
4/34) . BIE (12%, 4/34) 45, DRE LA H
IR ZERL (9%, 3/34) . THHE (9%, 3/34). B
BRAR (9%, 3/34) . AWl (9%, 3/34). AAFiz
3 (6%, 2/34) . HRIGTE (3%, 1/34) R,
AWF5E B LTEAE Ll 44% (15/34), Spearman
FH 5 43 BT & BH F1RE 5 41 19 2% A 5 10038 8 A
GFAP-TgG MU TCAR G (4351 P=0.359. 0.941).
2.3 LHWEKRE

34 B OLHA T I E R A, 19I5 R 5%,
PR 260 56% . 9 1l I A 1 2 1 A i T4k
Bt , 4R A SRR, 6 B A 40T AR
Thi, 4GS RIRAR . 1S BT INE TR e e X AT
R, 26 (13%) RBHPESS IR . 34 68 LY
56 BRI B T TR R 2 S ST A IS 2R 1T (myelin
oligodendrocyte glycoprotein, MOG) . 7KifiB £ H-4
(aquaporin-4, AQP4) . HE¥SHHIES . GFAPSEHT
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PRASEIN, o 10 65838 1 B S ek I A AH ST IA
Fz il [N-H 3 -D- K & & 2 3% & (N-methyl-D-
aspartate receptor, NMDAR) , «-%FL-3-F3E-5-H
Fe-4-FWENTR 1 ZAR | - B HE-3-5E-5- I e -4- 5
MRINTR 2 321 WS AR U RIGE A 1, v-&
TR BRIZAR | XA CE A 255tk ], 161
L 5E 3 il NMDAR-IgG A5, 4 B 8 43 3 HoAlh A

SrHUR Y, Hd 2 615 3 AQP4-1gG, 2 B4 Jf
MOG-IgG, 1 & Jf NMDAR-IgG, 3 [ i & Jf:
MOG-TgG S NMDAR-IgG., HEELZAFEILSIEE
BLEAERILINE WA | SR L HUS H
BER LGB (P0.05), BEEAMEEIL
BRI R KB kR TAEE S LR AR R
JL (P<0.05), W#1,

F:1 BEZSURILEEEEESMERILNIGKRER LR
Wi pert EHSLEAIEL HSLEAEL vz Pl
(n=26) (n=8)
IRE R [15)(%)]
LA
R 19(56) 14(54) 5(62) ) 000
EH 15(44) 12(46) 3(38)
TR A AT [M(P,s, P,), x 10%L]  12.00(1.00, 113.50) 12.00(0.75, 154.75) 15.50(7.25, 21.75) -0.102 0921
R AN B [M(P,s, P,y), x 10971 ] 22.50(8.00, 157.00) 31.00(7.25, 176.25) 21.50(11.00,27.75)  -0.569  0.591
i LAV L A0 A = (4971 (%)
=
& 15(44) 11(42) 4(50) ) 1000
e 19(56) 15(58) 4(50)
IR R 1 [M(Ps, P,y), g/L) 0.30(0.17, 1.26) 0.43(0.17, 1.37) 0.28(0.13, 0.42) ~1.118 0270
I WA (X = 5, mmol/L) 3.1+05 3.1£0.6 29+03 0.857  0.398
Sk fisi MRI [51)(%)]
=R
S 27(79) 20(77) 7(88) ) 1000
1EH 7(21) 6(23) 1(12)
A MR [151](%)]
s
FH 12(46) 10(50) 2(33) . 0652
EH 14(54) 10(50) 4(67)
ot P SR gZe f il 700 [4911(%))
=
JE 5(15) 14) 4(50) ) 0.007
i 29(85) 25(96) 4(50)
HBER TS [141(%))]
RLAT (mRSTF43<243) 25(74) 19(73) 6(75) 0,640
ANE (mRSTESF>243) 9(26) 7(27) 2(25) - ’
KR [H)(%))
=
2 4(12) 14) 3(38) ) 0,033
i 30(88) 25(96) 5(62)
T [MRI] RESEIRAUG . % 26 8158 A6 MR,
24 HBRERE (44%, 12/27) . F Wi (44%, 12/27) . FEJE T

34 4 /L 58 T Sk /B MRI S 5, 27 4
(79%) S, FERISR. BAR BEAIR
T, AR AZARAF 5, T, MBS (T, weighted
image, T,WI) I ¥ & 32 0 & % & & (fluid-
attenuated inversion-recovery, FLAIR) FA eSS
o AT LS Z 52 2, AL AT [ 2
L g B 5 AR Bt X888, 5 52 3R BB A AR TR Sy A
(56%, 15/27) . Ti M (52%, 14/27) . Ml T

(37%, 10/27) . WEIEIA (33%, 9/27), Hpz R
TR AL FE I (22%, 6/27) . KM (22%, 6/
27) . /N (22%, 6/27). B0 (15%, 4/27). K
i A (15%, 4/27) . BB TG (119%, 3/27) .
WHE (7%, 2/27) . W& (4%, 1/27) %, 3B
Mgz 2 (1B RS, & I MOG-1gG [
PR 20IJC RS REL, REIFHUbHUER) .

26 1 /B LSE R T AR BOA B8 MRIR 2, 12
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B (46%) S . 66 R LIBIAHE, 661 R K
BOERE, 200 R XIEBCAERE, 66 H BURF A4
Z 2. S MRI R A SR . AZOREBE AR T,
AU RS S, T,WI X FLAIR & {E 5%, L
IKJGZ B R A BILAT WA, MR, 5
R szigtl, 76 (27%) HILZ BiAi=3 M
BB

1851 2 ) L5E iU 35 €T, 346 52 iUk T, 9
052 MR X 2 IR AR A, F4T0 5 0 B
25 WMZHELEEKE

29 i FB L5 B L LR A, 20 491 (69%) 5+
W SRR N R R BN B (100%, 20/20) ,
PESORFEREIR X . RLIX . X SRR /A8 1/
W (40%, 8/20) K. 221918 JL5E A5
KL, 1501 (68%) 54, F BRI HMIER
M P1O0 P HERIAAE S, P WERRAR, SRR ph A%
Sl A2 . 8 9 AR L 58 UK A IR 1 e LA
405150, BRI K Z ARG K H A v Ik
HIRE R SR T, $7R TR 4 R G0 A% 508
2z 2
2.6 AITEWE

3L ILEEZ s iRy, Hoh 166 (52%)
fiff OB Bk S 9% BR & H (intravenous
immunoglobulin, IVIG) BAEWIRE BB

[IVIG Mt 2 o/ke, 43 2~5d Bk ; Wik e
15~20 mg/(kg-d), K% 3~5 d J5 77 51 HRIE 2
FA 1~2 mg/(kg-d)]; 6] (19%) g ILEH IVIC b
dI6IT s 6 (19%) BILFH W kL e ik
J7, 16 (3%) HBILHHHZERINIATT (0.5 mg/
(kg-d), ki3 dJF 75 AR JEHS 1~1.5 me/
(kg=d)], 161 (3%) BILEEH IVIC B A Hh ZE KA
BIT, 10 (3%) HILEAH I RIEJERS . b2 4
LG I 1 K B T AQP4A-1G FHM: , 25 8 How
T, SR, ERME ", 25Tk
I % 2 22 9y i R0 1 R e M 0 95 & o AR T
BEIRYT I, BB LIG PRAE PR FVARAE 257 A [a] 7
(e, 77% (24/31) (1B JLIRYT G mRS 4048
HIFEAR .

Bt 7 1E] &% B 65% (20/31) ) ILARPEIA
Y7 J5 A2 A Sk KA B MR 7R 9 748 11 1 4 iy B 4
i/, HAN23% (7/31) B9 LB 18] 3k i kb
SEATEA, WE 1. 4B EJLRE S R R %
Hrp3 gL (244 NMDAR-IgG BHM:, 1414
FF AQP4-1G FHIE) & K S5 %t IVIG FIAE B i 3R
JEANERURR, T LA RS 2 2 W e L kO
T RTINS s 1 BRI B A I AL B B
e, B RJEFRAT IVIG BA Wk e e nhiiay7 e
W, BEVTRE] N AR K

= 1

16 GFAP-A B LG Fr i e Y Sk MK 5 B8 MRI X tE

9,
Witk I (Lr@fisk) Fe2—c4, C6—T2 (BEEFTR) MT,WIFEESR; D~ERATE 2 A E M T,WIKIG, R
J5a 71 B 0 I A5

3B THIEE, A~CHEILABERAT M (L€
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WBEnE, 34 BRIl 256 (74%) WifE RA4F,
9 (26%) BEAR . FEIFEVIRE N (16 +6)
Ao RIRBEVIESRE, B AR 14 (3%),
LN A IR B AL AR, HhiBen 24 (20
MR AL EAR, AR SR E K F R,
AR A AR . 8 PIEBLEGMERILT, 1HI7ER
WEEVTIATAT M 5 (45 IF MOG-IgG FHE) ,
LA IR . k& (B AQPA-TgG fHYE) ,
AR 6 1T B RE AR S AAAE

3 it

H i GFAP-IgG 7E B SERU P AR M 22 R 58 A &
o PP R A RN 5% 1, 7R JLEE IS
BEPIK RN 6% ", JRIZRIFATE, A
WFSE HIZ PR R R R 6%, 5 REAESE 7 —
o ARWFIE L 26% 9 BULA RToRIE gL, 5Bk
Al o 2l LG R R TC R S, R L
R I BIRBER I E RS, S
A <Y [ W 5 ) N1 IV = (WA SN T 4
VIR AR R R D W, AT o 3 0 LA
TATE, 7 (904 e ot A g T2 L B afi i D
RBRIMAE R ), B RIEIRTT IR I . 10 TR
ViR A R AR e, H mrs O RN R T
Wi, Kimura 25 ' B8 318 GFAP-A B B A e )
] d5 i DL B I R E AR EN I E , AR 45 R 5 2
FAlo IG5 AR 2 R G IR M A B X A
Y5, HAB A9 #E I AR S 1T 4k & GFAP-A
TN TIPS W MERE . ASBFSE A 2 R LTE
ABERT 533125 o R AR " A Rk
R 2” , THOREEIRIT IR AR AN, 5835 K
BESS BRI 45 AR GFAP-IG FIM:, T ssih
I7 I REARE A

ARG R LA T S 2 LA A B 4
BRI RN E, 13% G IFHE XA AYE; 24% i
MESLEAME, LAMOG-IgG. NMDAR-IgG 4% 1y
UL, HWRK K AQP4-1gG. A o8 Hh H B 25 A F UL
S ES LA EIL NS R A | R F A
K e 22 F IR gt # 8 X, HBEfE Yang
G RS ARl EELR AR R R
HAFFPURF G R 4R, A 9F AQP4-1gG P
B LI A AR R R R D i, (3R UL
JEREZ B, HRERIT R E i, /I
NMDAR-IgG FHPE R B ILT ARG RAT I 28 . A A
Fissh R, (HHA 8Lk 5 MRT R T0

Z 2, RS CFAP-A LRI E R, S
FEINH GFAP-IeG HA Bt . —IUmanis ' k&
P, Pt NMDAR fii % & I GFAP-IgG PHPERT, A3
53 G AT ABT NMDAR i 9 F0 R 14 19 2k ik R A
FERI, HICGFAP-A AR AEE 148 8 L 1k ik
SPIRBRAL I, HHIA N GFAP-IoG 78 B LEAIE
RO TELESE, 7T fE GFAP-IgG I AF T E #Uwt
. (I TR S B3 R B 5 T GFAP-1gG
NMDAR-IgG B, #545 H 5 2 H B 1 A2 i J A7 2R
FKI, XTEGFAP-A R U, HHET GFAP-IgG .
AQP4-IgG . NMDAR-IgG. MOG-IgG 2 [a] f) A 5. 5%
RABAUGERE T L RAFEAS (1 I R B #2407
PRIT GFAP-1gG TEHE LA IE TP 0w, BRI
S A A SPURMINERR R

ATFGE R LSk 5 MRS &R AT )32 8 % G 52
JoRTRGAE, F EL ) A P 527 SR AT A A R
HW o, X REE LB R VR kA R
F R R IR A 2 — o [RII AR AR 5% & B0 L 38 Sk /5 MRI
o N N B R T e L) e G S R N S) V€]
R i A5 PRl 5 Ak, AR R R 5 L 3 AN A5
PSR E ) 43 AT SR AV AN [V AH DG, (HU 5 B 2295 B UF 4
YHE, TR 1115 GFAP-A LI R BF5E 1
AR S JECTT . Fe i A0 2 ) Bl % e o ki
F N 2 RAT R LA . 2R T,WI. FLAIR 3%
T {5 5 AT BB AR RSk B AG 2 (R R AE 1 R
LS5 ALV I A5 (B B 43 A, 0 5 4 G 5 i 20
M PR PR T A Rl R ot A R )
A, HEZ e . BILAHEHE MRIZRI S
MR, FEREER BN RE
S, DS RE R =, AT WA, MR, 5
e K vzl BAK BB LTE iU 30 R) BT R 2 B
{778, {H Flanagan 55 ) 7E—I44 A 102 61 5 1Y
KEEARIGRIFITE KL, 234% 0 & 534 I
Jo, IR 66% 1 B AEA G 2R B 2
AR N Z BT R, BN FRATTAE I IR TAE K i 1
BRI W 2B LA T A IR A

ARWFFEH GEAP-A f8 LIk H ] 5 25 LA i o
F, 40% AR I A, Hth 75% (6/8) 1Y AR
LR W B AE, T RPEIRYT MYUBIN RIS
LR ZAE R AL BB Y T 2, 5 E N A

g5 GRSl . Theroux 48 0 W i 18 1 1 4]

GFAP-A LK B D IR v & il R, ASHF5erh
29 {5 52 B EE P A AR OL Y, G R TR A 5 S
AR, R IR S kil A AR LA
RN, ATk,
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ARMWFIEH 12% 1 B LFERE D AR P R A
3 ESLGAEEE . HhESLEAIEEILN R
REPD I AR R AR Em TAEES LA EIL,
P75 GFAP-A I EZLRAIERT, FHA R FH G
1 AT BT R 2 K RN R e ek . B2
RIKBEVTEFE], 97% LG R 4T, #Ri%W
X RPEIRIT N AT, TS GF

25 BTIR, GFAP-A LI ACRE IR JC e 5 1
%ﬁﬁﬂ%%%%% oG S 9, ki R G £ % i

, i, R5EE GFAP-IeG Kz . H Al
@ﬁﬁ%%mﬁﬁ@%,LﬂmﬂE% AR
Sy K, AN FH G e 4 590 T RE 1B B & RN 2%
FEPEIRREAR o

MBEFRFER: AR AR AR
Fl @R,

(& % x #]
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