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Clinical Characteristics and Therapy Strategy of Severe
Autoimmune Encephalitis in Adults
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( Department of Neurology, The First Affiliated Hospital of Soochow University, Suzhou 215006, Jiangsu, China)

[ Abstract] Objective: To observe the clinical manifestations, auxiliary examinations, immunotherapy
and prognosis of patients with severe autoimmune encephalitis. Methods: A total of 14 hospitalized ca-
ses with severe autoimmune encephalitis were retrospectively analyzed. Clinical manifestations, cere-
brospinal fluid examinations, imaging, electroencephalogram, immunotherapy and prognosis were re-
corded. Results: Fourteen patients were 35 years old in average. The mainly clinical characteristics
were cognitive decrease (in 14 cases) , disturbance of consciousness (in 12 cases) , severe mental dis-
order(in 8 cases) , autonomic nerve dysfunction (in 6 cases) , status epilepticus (in 5 cases) and re-
spiratory failure (in 5 cases). The first EEG was abnormal in 13 patients. The brain MRI indicated
abnormal signals in temporal lobe, parietal lobe or hippocampus in 4 patients. All patients were treated
with immune therapy. 12 patients well responded to immune therapy, and 2 patients died. Conclu-
sions; Severe autoimmune encephalitis in adults may mainly present cognitive decrease, disturbance of
consciousness, the first EEG of most patients was abnoormal. Most patients with severe autoimmune en-
cephalitis treated with active immune therapy can get good prognosis.

[ Key words ] encephalitis; autoimmune diseases; immunotherapy ; status epilepticus; clinical features

2007 4 Dalmau 55 RARIE 14T N-F 2E-D-K H
5

B A MR B B R %
AR BRSZAR (NMDAR) [ 98 LIS , AR T3 el

LB SR , DL R A AT T

F[HEBIUH ] ER B AR ERE ST RS R IUH (81601011)
* * @ EVEH E-mail ; doctor_158@ 126. com
2% RN TR] 2017 =12 =18 4% H it dil < hitp : //kns. enki. net/kems/detail /52. 1164. R.20171218.2311. 027. html



FOMOBE B OR R

42 %

NSH NIRRT GO A A D 58 AR B, FEAE
FefAss s, H B PRI , ™ BRI, R
WA, 2 W Wl 8 0 5 B OE PR A B B U
B BRI A A I PR A IR S A
LEREIR 2R, SRS IR IR o HATE A
T A B RBEEIR R A IRIEA Z , A TRZ 1A
WA ST B BE A T 14 G182 HAE B
Y BN 9 F A FF FLl RS a5 B AE e
977 R BERAREATIH A e, Rl RS P f i S
% KM

1 N&57H%

1.1 %%

W4E 2013 474 J ~2016 47 10 H # & N RHIL
TG EAE B B e PG R 8 14 6], L BB 5
], 2otk 9 B, SF- 4R IE 35 &, Gh ARRHE: (1) £F
B 8 B B NG 2 W, 2RO 2R, IR
RPN R DR K R R TS 2022 R
RAE T V00 P 5 22 0/ s8I v ] R 3
3ok P A L P 3B, T i % VR 1 B G P il AR BT
PRBAYER] 32 R B B S e 5 5 (2) B A
A E LY e F R, LR Rankin §F 53
(mRS)4 ~5 3 HERR I #E VLK A L g | o 3 | Il
BR MAMETE,
1.2 BoRplE

WO A 6 FR I PR B R, 0 ok — A B (4F
U ) R FR ) CABER mRS 43 SR ] |
TR I PRI BRAE Se Es B Mgg 5
oty B A I B VR 1 B S i R AR 4
SR F P A R R A Sk G R IR AR B
5, CT K,
1.3 JRITHE

A BB T RERIT Il R AL A
SRR B ] AR 7 28 RI7 Rk, — 2 R AR
R RSN R EREE (0. 4g/ (kg - d) ,HE 5 d] |
MAEE e, 2% J5 58 Ry S A0 50, A4 Bl 1ok
i 2B BT R P GRS + Hh FEOR A
WIS, BT RIS wIs W K Ui, el
RN TR R B2 e .

2

1.4 [Ey;

KU TR 2 T AT RE VIS, X et
s ANTT A2 1A AR T R A BE 7, 3 SR Bl 7 A
[, 8] mRS PP PPAl 8 H B )i il 2 S REIR S
oL,

2 #R

2.1 I RFFIE

ABTTEGN 14 B H F 0N 16 ~70 %71
35 %, Hp Bk 5 Bl (35.7%), &1t 9
(64.3% ) , ARl mRS PF431708 5 73 B R AEIRE
BR 3k 8 41(57. 1% ), K 4K 8 H1(57. 1% ) , INHI
IIREWR 14 B (100% ), K ¥ 45 0 5 % 12 4
(85.7% ), #5H J A 10 511 (71. 4% ) 5 Ho A AR 42
FhE—MB AR I 1 B (7.1% ) | 2= H g 1 4l
(7.1% ) JEI 1 B1(7. 1% ) , e it BUGUIR 45 45
RZ S BiI(35. 7% ) JEERGHALAR 8 ] (57.1% ) |
ER B 12§ (85.7%) . M M S H
(35.7% ) , ML HeoCr AR (7. 1% ), foi P 1 34
5 7 41(50% ) , A EMAEIIRERLG 6 1] (42.9% ) o
1G85 T 1 F i DR] B SR e I o A 2R T IR s
TRMREA . 1 BIEE A TIRER IR L
2.2 Gkt

14 BB E AT T L I B S e v ik
RPUAKGI IR M e P SR A CT B
Bk A, A B e N 4 B A A I 5T NMDAR
PUARBATE 7 1 (50% ) , 47 amphiphysin 3T {4 fH £ 1
#1(7.1% ) , 5. GABABR TR FHE 1 (7. 1% ),
PUARBATER S 91(35. 7% ) o AL B YR v PET G 2
FHHE 13 Bi1(92.9% ) , RN iRk IEVEG B S B,
UMD - W P D 8 451 A I 2 i, AT DL 8 Rl 1
s RE S 980 12 9] (85. 7% ) , A 4 1 ) 6
i 7 B A RO 1L, S 3 B R R
W& RIEH o 14 GIEE AT 13k MR 3 IR
A, HP 8 B TR R, KR W RS 4
11(28. 6% ) , kb B R TR K i B, 2 {51l m] AL
AN, AR CT 5 B B Ros 1 8
WG ARG R, REFER LA WML A T
191 (65 AT R = 0 4,3 Bilfy PET-CT A £, 1
RERYIESH . &L,



12 #

PG UNTAR 1 B S A R BT

k1 M4HRAEEESSRERREHRELER
Tab.1 Auxiliary examination results of 14 adults with severe autoimmune encephalitis
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Tab. 2 Immunotherapy scheme and prognosis of 14 adults with severe autoimmune encephalitis
o NN aies ] y w s i 5 B 1) SR
G iﬁ{(ndi;? i 2 NRIEREE T I HoAl g ) mRS(4H)

- — , WL , 2 e .
1 14 it g vhit 27 5K + T KA b 12 2
2 4 H ik g whit Wig 3 Uyl 12 1

NN
VT e DR 4K BIINS T 2

45 it Jg bt 27 FeT 2 6
5 30 5 e il Wigs bt 12 3
6 3 WEmmE 7B 6K SRR g s 0
HIZ A5 T
HFEARAL e
7 16 I 2 Fr It 12 3
7 FY ik g bt g Uyl 4
9 120 F it g oh it Wig 383 12
HuFEARAN — , P

10 4 138 S plf (Wigs 3 N IR 5 2
11 9 H g Jg it 27 EANCARILS Ut 12 3
12 36 Fi 5t g o it Wigss bt 12 2
13 4 o g vhiti 1P b 8 3
14 60 it g ohiti L7 A ST 3 6

B TR AR AR, DI FR 1 T2 i R 12
W FITAYT , Rl E A R A, AERIR YT T R
FOIET BRI BN, 2016 4F & £ AE Lan-
cet Neurol [ [ S PRI R 2 Wi ik A2t 32 T
B B SR R 2 Wik ifE” & B SR A
PEAEUS N B B B PR 9 2 Wi bs o™, X ] il
U2 B B S PUARBIVE AR FESU™ #s Bk, i o6 i
FURFOE PRI R R i L3 py ) 5 {5 5
IR 4 B HERR FL B I . AR SR
BRI T AARHE, 5 19 837 I B F v B S
LRI , A7 35 HAa A (e T X, I PR B,
LA A T A0 M 5 2 S i P 3 X 1 10 3
B XU ERIAYT IOV A, o 2 5] 1 3 S i g 3
P BT Wi gtz B, Horp 1 Uz 2R

B G I A SR I PR B o, T B4R
K 18] F9 £ B2 9 7 B AR Wi 9. Titulaer 2850
495 il NMDAR fixi % #4781 Won 77% W) 8 &
Wb A ICU HEHTRYT o ARPFFE M A M EAE B B e
REVENG 56 H B 1 R AE IR BRI A0 &I
TREIIR TN SR O A AE , DRI
HHAE ICU (1 5 R O =R 1 (85.7% ) .
FEEREAEAR (57. 1% ) IR FRFEIRA (35.7% ) |
W 508 (35. 7% ) , ML RAFR(T. 1% ) o

4

34 T2 W B B e PRk R R A,
EXFFHUARBA P B, SIS Pyl 5z S5 T2
AAEEE L, CHRIE,30% ~50% 4 NMDAR
B £ Sk R LR T L S A ST 2
B R U T A AR o R NN N R & <
BESEAL . Lancaster 25 %t 15 {637 GABABR Jij %
ST SRR, 2 67 % F8 35 Sk R A LR nT U P )
FHAE S AW 4 51(28. 6% ) B IRE I
e w 5 okt R B T Bl I T Sk
i, AT e 5 AR R SR A DA G, H SR
921 M % B ik P 6] 22 R IR AP0 i, iR 1
U SR R U, /0 B B T 3R B A G R G R A
Schmitt 25" %38 30% 4T NMDAR Jix 4 o] 4 R AF
PES Wl BRI S P B
B, B S i Y R A R ELA R A I R R
Mo AT 1 FIHT NMDAR fix 4 8 35 76 K 72 ik
R b i B A S R IE, IR E 2R T S IR
Upie 3 A H e 5 4 T i F BRI BE AR TE 7, 8 Rl 58 4
HEk.

Trani 2% % B 06 )5 40 d PN Sh g byt
55 RAFAFAEADCE . EARMSE b AR H B 2
BREVRIT PG F-3 25. 6 d REAR A7 5% 2 85. 7% , 12
ARG B R EE, 5 Trani 4 PRFE LR



12 4] R AT MONEDAE B B BRI A Bl PR R AR T

—E, MR T —Z& iR R B A NIk
EEVRYT S Bz T R &5 Bl T 2436
7 o R EAE B AR YRR 7 22 A R H
HITCE . AN, BRI T2 42
K s g o S N BRIG YT R AT5A BH SBOR RiE
SR P 0 5 vy JIC v AL 1) 0 A A T M 3R 4
AT BT 3%, AH IR AS S 3/ N i 5 i — 2D A
KB, f% T, Josephine 25" PE4T T — 3 4 %
21 151 1 B G e VG A8 B 1 I RS R A 9K LU B
Ok PR sk B, 1 R I A R AN R RO, 4
SR BRGSO S DI R, AN R R
IVE R BN A SO A DO R EAPTve Ik R LN U= =g
B gRE i 4 A AR

B 9% PRI A8 5 g OC R % U), Titulaer
AU B 38% 4T NMDAR JIji 46 £ #5459 It , 3L
1 949% Sy 5P LM iR . P GABABR il 58 h 294
50% FEA R, 22 R /N S o TR R AT R
13 {545t amphiphysin HT04 B 88 21T 00 0
JRE A 2R 6/13 o AR SR 1 5] B 3 B B B e
IR AT IR I B B I R B R, 1 A H JE Bt
NMDAR i 44K, 75 & AT 5E 55 g il 24 Js B s 4
JEHE AR o ASTFSE H iboRg A o AR
R SRR A, O AR K BRI R 1 R A T
Bifi i WK .

4 SEW

[ 1] Lancaster E, Dalmau J. Neuronal autoantigens-pathogene-
sis, associated disorders and antibody testing[ J]. Nat Rev
Neurol, 2012(7) ;380 —390.

[2] McKeon A. Paraneoplastic and other autoimmune disorders
of the central nervous system[ J ]. Neurohospitalist, 2013
(2) .53 -64.

[3] Zuliani L, Graus F,Giometto B, et al. Central nervous sys-
tem neuronal surface antibody associated syndromes: re-
view and guidelines for recognition[ J ]. Journal of Neurol-

ogy Neurosurgery Psychiatry, 2012(6) :638 - 645.

[4] Graus F,Titulaer MJ,Balu R,et al. A clinical approach to
diagnosis of autoimmune encephalitis[ J]. Lancet Neurolo-
gy, 2016(4) :391 —404.

[5] FAEM , 250k, X Lancet Neurol 21 [ Ly S PN 5
ZWEEAR I R [T ], v [ BN 22 B0 2 K, 2016
(8): 469 -471.

[6] Titulaer MJ, McCracken L, Gabilondo I, et al. Treatment
and prognostic factors for long-term outcome in patients
with anti-NMDA receptor encephalitis: all observational
cohort study[ J ], Lancet Neurol, 2013(2) : 157 —165.

[7] Lancaster E, Martinez-Hemandez E, Dalmau J. Encephali-
tis and antibodies to synaptic and neuronal cell surface
proteins[ J ]. Neurology, 2011 (2) ;179 —189.

[8] Lancaster E,Lai M,Peng X, et al. Antibodies to the GAB-
AB receptor in limbic encephalitis with seizures: case se-
ries and characterization of the antigen[ J]. Lancet Neu-
rol, 2010(1) : 67 - 69.

[9] Schmitt SE, Pargeon K, Frechette ES, et al. Extreme delta
brush: a unique EEG pattern in adults with anti-NMDA
receptor encephalitis [ J]. Neurology, 2012 (11): 1094
-1100.

[10] Irani SR, Bera K, Waters P, et al. N-methyl-D-aspartate
antibody encephalitis ; temporal progression of clinical and
paraclinical observations in a predominantly non-paraneo-
plastic disorder of both sexes[ J]. Brain, 2010(6) ; 1655

- 1667.

[11] Heine J, Ly LT, Lieker I, et al. Immunoadsorption or
plasma exchange in the treatment of autoimmune enceph-
alitis; a pilot study [ J]. Neurol, 2016 (12) ;2395 -
2402.

[12] Berer K,Mues M, Koutrolos M, et al. Commensal micro-
biota and myelin autoantigen cooperate to trigger autoim-
mune demyelination [ J |. Nature, 2011 (7374 ). 538 -
542.

[13] F¥e, K&, AE# % , 55, HT amphiphysin T AR CHE]
R #h 2 2R B AR IR R BT FE [T ] p AR 2 B AR A,
2016(10) ; 769 -774.

(2017-10-20 WieFE ,2017-12-05 &A1)
g A BT T IERR



MR B R 2 IR 2%




