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Abstract: [ Objective] To analyze the clinical features of patients with coexisting GFAP-IgG and AQP4-IgG in myeli-
tis.[ Methods] We performed a retrospective analysis of patients with myelitis and GFAP-IgG.[ Results] Totally 55 cases of
autoimmune GFAP astrocytopathy (GFAP-A) were collected. The clinical manifestations included headache, fever, my-
elitis, abnormal vision, abnormal behavior, ataxia, disturbance of consciousness, epilepsy, dyskinesia, cognitive dys-
function, and other manifestations. Thirty—one cases were accompanied by myelitis, and 8 cases were GFAP/AQP4 double

positive with myelitis. The 8 double—positive cases all showed dysuria and sensory plane disturbance. The MRI of spinal
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cord showed lesions in eight patients, seven of which had spinal cord lesions more than three segments, and three of which

had Gadolinium enhancement. CSF showed the increasing level of white blood cell count or protein in six patients and de-

creasing level of glucose signally in one patient. In this study, 8 cases of GFAP/AQP4 IgG double positive with myelitis,

16 cases of GFAP IgG single positive (except AQP4 IgG negative, neuron antibody, oligodendrocyte antibody and glial

cell antibody are negative) with myelitis, and 47 cases of AQP4 IgG single positive (without other neural related antibod-

ies) with myelitis NMOSD were selected. There was statistically difference between single positive group with GFAP-IgG
(sGFAP-A) and double positive group with GFAP-IgG (dGFAP-A) and AQP4-IgG in fever and CSF protein level (P<
0.05). [ Conclusions] GFAP/AQP4-IgG double—positive myelitis is relatively rare, which is different from the AQP4 sin-

gle—positive myelitis in clinical features. The clinical manifestations include urination and defecation difficulties, sensory

dysfunction. Spinal cord MRI usually manifests as long lesions extending over three vertebral segments, and cerebrospinal

fluid examinations often indicate increased levels of white blood cells or protein.

Key words: glial fibrillary acidic protein; GFAP-A; antibody
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Table 1 Baseline characteristics of three groups of patients

[n,n (%), nIN]

GFAP-IgG single

AQP4-IgG single

GFAP/AQP4 1gG

Groups i e sl e pro b2 b3
n 16 47 8

T AR e ey 47 (18~66) 40 (17~66) 39 (23~50) NS NS NS
Male/Female 6/10 3/44 2/6 N.S 0.006 N.S
MRI Brain “Radial enhancement” 4 (25) 0 1(12.5) N.S 0.003 NS
Spinal cord symptoms 13(81.3) 39(83) 7(87.5) N.S N.S N.S

N.S: no significance; PI:GFAP-IgG single positive compared with GFAP/AQP4~IgG double positive, P<0.05; P2 : GFAP-IgG single positive
compared with AQP4-IgG single positive, P<0.05;P3: GFAP/AQP4~IgG double positive compared with AQP4-IgG single positive, P<0.05.

R2 ZAHAWIERZRITEE

Table 2 Comparison of clinical manifestations between different groups of patients [n(%)]
GFAP-IgG AQP4-1IgG GFAP/AQP4 IgG

Groups vl pojtive singole posgitive il Eositife Pl = =
Fever 7(43.6) 0 3(37.5) N.S <0.000 1  <0.000 1
Headache 9(56.3) 1(2.1) 2(25.0) N.S <0.000 1 0.052
Ataxia 4(25.0) 1(2.1) 0 N.S 0.013 N.S
Abnormal behavior 4(25.0) 1(2.1) 1(12.1) N.S 0.013 0.052
Dyskinesia 2(12.5) 0 0 N.S N.S =
Cognitive dysfunction 1(6.25) 2(4.2) 0 N.S N.S 1
Disturbance of consciousness 1(6.25) 0 0 N.S N.S =
Epilepsy 0 0 0 = = =
Abnormal vision 2(12.5) 36(76.6) 4(25.0) N.S <0.000 1 N.S
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Table 3 Comparison of cerebrospinal fluid examinations among three groups patients
GFAP-IgG single AQP4-IgG single GFAP/AQP4 1gG
Groups pojtive ) ’ posgitive i double (sositife = =
Lumbar puncture pressure/mmH,0 113(60~180) 130(50~260) 128(120~150) N.S N.S N.S
CSF-Glu/(mmol/L) 2.8(2.3~6.2) 3.36(2.3~6.84) 2.6(1.3~3.3) N.S N.S N.S
CSF-Protein level/(g/L) 729(210~2 344) 308(112~1218) 593(410~1121) N.S  0.001 0.006
CSF-WBC/x10%/L 18(1~230) 5(0~163) 21(2~28) N.S N.S N.S
CSF-Cl/(mmol/L) 120(105~134) 123((115~131) 115(110~124) NS 0.014 NS
S=Glu/(mmol/L) 5.95(3.60~13.90)  4.73(3.53~14.33) 4.3(3.9~7.1) N.S N.S N.S
CSF-Glu/S-Glu 0.47(0.25~1.01) 0.68(0.31~1.25) 0.55(0.32~0.85) N.S 0.015 NS
CSF-Pro/CSF-Glu 256(78~2 541) 88(26~378) 195(157~850) N.S  0.001 0.006
CSF-WBC/CSF-Glu 6.00(0.16~93.00) 1.36(0~70.00)  9.00(0.06~151.5)  N.S N.S N.S
CSF-Cl/CSF-Glu 42.0(19.2~59.4) 36.9(19.3~54.6) 44.4(45.2~84.8) N.S N.S N.S

N.S: no significance; PI:GFAP-IgG single positive compared with GFAP/AQP4~IgG double positive, P<0.05; P2 : GFAP-IgG single positive
compared with AQP4-IgG single positive, P<0.05;P3: GFAP/AQP4~IgG double positive compared with AQP4-IgG single positive, P<0.05.

%4 806 GFAP-IgG 71 AQP4-1gG XX PRI PR 48 #3145 2
Table 4 Characteristics of clinical data of 8 cases with GFAP/AQP4 double positive with myelitis

Cerebrospinal fluid examinations

Time from
Age / onset to  Clinical manifesta- WBC  Protei Long term treat-
No. &' Gender ot oy ¢/  BrainMRI Spinal cord MRI  ©
years this admis- tions count/  level / ment options
. . (mmol/L.) (mmol/L)
sion (x10°/L) (mg/L)
Weakness of both Low=dose hor-
1 35 Female  3-months legs, Urinary and 65 625 3.1 111 Normal T6-11 mone mainte-
bowel disorders nance treatment
Numbness and C3-T6, with
weakness of both Radial vascular punctuate pat-
2 40 Female  4-days K . 200 1121 1.3 112 Hormone+MMF
legs, Urinary disor- enhancement  tern enhance-
ders, Fever ment
Fever, Numbness
and weakness in
the limbs, Dizzi-
ness, Choking
3 43 Female 1-month : 3 407 2.6 123 Normal C2-4 Hormone+MMF
cough due to drink-
ing water, Blurred
vision, Urinary dis-
orders
headache , weak-
Low—dose hor-
ness of both legs,
4 23 Male  10-days 11 947 2.5 116 Normal T1-10 mone mainte-
urinary and bowel
nance treatment
disorders
fever,abnormal vi- Right basal gan-
sion, mental retar- glia, bilateral Low—dose hor-
5 24 Female 10-months dation,weakness of 30 421 2.5 121 lateral ventri- C5-T10 mone mainte-

both legs , urinary

and bowel disorders

cles, no en-

hancement

nance treatment
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Time from Cerebrospinal fluid examinations
Age/ onset to  Clinical manifesta- WBC Protei Long term treat-
NO. . Gender rotem Glu/ cy Brain MRI ~ Spinal cord MRI .
years this admis- tions count/ level / ment options
. . (mmol/L) (mmol/L)
sion (x10°/1.) (mg/L)
blurred vision,
T2-3,with Gad- Low—dose hor-
numbness in the
6 46 Female  2-months 2 560 2.2 120 Normal olinium—en- mone mainte-
imbs, Urinary and
hanced nance treatment
bowel disorders
headache .numb-
ness and weakness C1-5,with Gad-
7 50 Male  15-days in the limbs, Uri- 49 649 33 115 Normal olinium-en-  Hormone+MMF
nary and bowel dis- hanced
orders
Bilateral medial
abnormal vision,
border of thala-
8 37 Female  9-years weariness, urinary 9 410 2.6 110 C2-6 Hormone+MMF
mus, third ven-
and bowel disorders
tricle wall
~ < N b S K== ol .
3 it WARILWII N AQP4-TgC ZEEUR MEP At — 2

GFAP-A Z—/EA g, B A
B —su s\ N LSl E& , AQP4 4
R EABORMER , AQP4 [ B S 289 (145 mi J2 g kb
N AQP4 L iR, BB 4l 2. B AL
il 2 AQP4 B ik 5 3Rk T B IV 4 ML R 1 AQP4 45
B BROTEAMAS , LR T B KAy R I R i
-2 NF, e P ECRE R R A ZURFE . GFAP
Y A MR P 5 i ] 22 F 11, GRAP HL iR
ANEG 5 RN . sh P E R 5E $2 7R GFAP
R TS5 T GFAP BT 40 s & k" .
I, GFAP-1gG J& % ik B Bl 1)t 3R 7 P 55 R 12 W
BT AE W FREY) , B GFAP-12G HBEVE Rk iy
M . HWR PR E & AE GFAP-A 728 v 3 i 77
1, LA AQP4 AR NMDARFiIA&LL K MOG 41t
AR Lennon A1 AN % BRAE 102 15 GFAP-IgG BH
PRI 1] 1, 409% 1 BE B BUAR , 4245 NMDAR-1gG
2 W, M AQPA-TgG HEZE — A7 (104]) . FRATTZ Hif
BT 10 6P Fp o LB BT B PE GFAP-A &
LEAME MR, I 4 51k AQPA-TgG PR . 764
PR Y 2 R AR A7 A [F]— o BT, 2 251 PR = A=

S84 T GFAP-IgG (25 WL ff (4,

BIRTEEBER B9 GFAP-A 5 AQP4-TgG B FH
£ i 48 /9 NMOSD 95 491 76 Il IR I FL A 51 & 19
AR DAAS I 53 1 45 SR T LA K B0 A I R 3%
IR AR A MRURHIE B AAE I R . A
WFFE A 45 5 5 Sechi” EHi I 1Y — 2199 1 25 R & —
. B, R SRR JETE R AT R SR
P S MRLECR M it A 5 Ak 2 2 i v 2
I K SRR i RO/ I AL | 1AV B 1/
Ik 5 TR LU A AE %2 5] GFAP-A 5 NMOSD B A 5 3
SHME . BT 3E A B 3BT 0T L B el R
TR AR B (B A BY T2 Wik e sl 3L AT i

FEATESE T, FRATTR A1 8 R 1 GFAP-A 95 4]
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