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[ Abstract] Objective
monotherapy on sleep structure and quality of patients with focal epilepsy. Methods Adult patients whom newly

To investigate the effect of anti-seizure medications (ASMs) pregabalin (PGB)

diagnosed focal epilepsy were collected and treated with PGB monotherapy. The main outcome measures were the
changes of polysomnography and video-electroencephalography (PSG-VEEG), Pittsburgh Sleep Quality Index (PSQI),
Insomnia Severity Index (ISI) and Epworth Sleepiness Scale (ESS) in epilepsy patients with PGB and baseline.
Results PGB improved significantly sleep structural parameters, including increased total sleep time (P<0.001),
decreased sleep latency (P<0.001), improved sleep efficiency (P<0.001), reduced wake time after sleep onset (P<0.001),
increased sleep maintenance efficiency (P<0.001) and proportion of N3 sleep stage (P<0.001). In the group with poor sleep
efficiency, 86.7% of patients achieved sleep efficiency>85% after PGB treatment. The difference was statistically significant
(P<0.01). PGB reduced significantly PSQI score (P<0.001) and ISI score (P<0.001). No significant change in ESS score was
observed (P>0.05). Conclusions PGB could enhance slow-wave sleep (SWS), increase sleep quality and improve

insomnia in patients with epilepsy without causing daytime sleepiness.
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[ Abstract] Objective To study the factors that affect the prognosis of status epilepticus (SE) and to improve the
understanding of clinicians. Methods A retrospective analysis of 57 patients with SE witch from the General Hospital of
Ningxia Medical University and Cardio-cerebrovascular Disease Hospital were carried out to collect their clinical data.
The data were analyzed by SPSS 17.0 software. The prognosis of the patients was assessed by the Status epilepticus severity
score (STESS) scale. Results A total of 57 patients were included, 53 cases improved, 4 cases were automatically
discharged. Telephone follow-up showed that 4 cases of automatic discharge were dead. The mortality rate of SE was
7.02%. The most common cause of SE was acute cerebrovascular disease (17.54%), followed by intracranial infection
(10.53%); The most common incidence were the occasional medication, self-medication, withdrawal (15.79%). Age, state
of consciousness and concurrent infection were associated with prognosis (improvement/death) (P<0.05). STESS score of
0 to 2 points were 45 patients, all improved; score of 3 to 5 points were 12 patients, 8 patients improved, 4 patients died.
There were significant differences in the prognosis between the two groups (P<0.05). Conclusions  Age, state of
consciousness, concurrent infection were related to prognosis, more than 65 years, the state of consciousness for the

sleeping or coma had the poor prognosis. STESS scale can predict the prognosis of patients effectively.

[ Key words] Status epilepticus; Prognosis; Status epilepticus severity score scale
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it Rm B ZiaTT ) LE R EmmE
e RT3 B 52
VLR MR LR BE R LA BB ) ILFEHIZEAIRE (B85 214000)

[HE] BB HITMEiHZs (Perampanel, PER) BZ5IGY7 e JLHE R MR A7 sk B e k. 7ok %
022021 4F 1 H 2022 4F 6 H 7T LF B B th 22 RIS #T & WEAE A P2 B & 5 25 90 1) Jey kL
L a6 6, Hoh B 24 4, 4 22 ], FHIAER (7.242.4) %, PER 2534 740 0 PER 41 (23 1) , 2 ZHi i3
(Levetiracetam, LEV) HLZ5757 4N LEV 4H (23 f5]) , XF L PR B I IRIZ R A B e i kA E . R 341 H
PER 41 H A REH 87.0% (20/23) , LEV ZHEARE T 73.9% (17/23) , P<0.05, ZFASH¥=X; 6 1~H PER 41
MAREN 78.3% (18/23) , LEV A MAREN 60.9% (14/23) , P<0.05, ZHAG 5 X, PER HA4 2 fl# )L
PR RN, g e 16, Sk 1, S8R s 2R o DR 2R, AN RV . LEV 4145 3 4l
SEOLH AR BB, 3590 S [l R 1 2 e o 2%, ek yt i i 253405, 3 ~ 6 > i IR] 2 B LREAR TS 2%, 1 8L
SRR 58 BT BURR &2 VE 259 PER X T8 kM A B RO PUROR R, (BT LEV, MA 2SI A R
RN R, I R T Y R

[X88R]1 mbemngs; AR, Rk

Clinical efficacy of perampanel monotherapy in children with focal epilepsy

CHEN Lilan, WANG Jianbiao, ZHOU Yineng, SUN Mingxia

Department of Pediatric Neurology, Affiliated Children's Hospital of Jiangnan University (Wuxi Children’s Hospital), Wuxi 214000,
China

Corresponding author: WANG Jianbiao, Email: wjb00883@sina.com

[ Abstract] Objective To explore the efficacy and safety of Perampanel (PER) monotherapy in children with
focal epilepsy. Methods  Forty-six children with focal epilepsy who were newly diagnosed in the Department of
Neurology of Wuxi Children's Hospital and had not used anti-seizure medications during January 2021 to June 2022 were
selected, including 24 males and 22 females, with an average age of (7.2 + 2.4) years old. Mono-therapy of PER as the PER
group (23 cases), mono-therapy of Levetiracetam (LEV) as the LEV group (23 cases). Compare the clinical efficacy and
adverse reactions between the two groups. Result  The total effective rate was 87.0% (20/23) in PER group and 73.9%
(17/23) in LEV group after 3 months of treatment (P<0.05); the total effective rate in the PER group was 78.3% (18/23),
and 60.9% (14/23) in the LEV group after 6 months of treatment (P<0.05). The differences were statistically significant.
In the PER group, 2 children had adverse reactions, 1 case was lethargic, and 1 case was dizziness. By temporarily
reducing the drug dose and slowing the rate of dosing, the adverse reactions disappeared. In LEV group, 3 children had
adverse reactions, all of who were irritable in varying degrees. By slowing down the rate of drug addition, 2 children’s
symptoms disappeared and 1 child's symptoms relieved during 3 ~ 6 months. Conclusion The new anti-seizure
medication — PER has a better anti-epileptic effect on focal epilepsy, which is better than LEV. The adverse reactions of

both drugs are less and mild, and can be selected according to clinical conditions.

[ Key words] Perampanel; Levetiracetam; Focal epilepsy

W R A 220 5 W 1 O B P MR R GEIRE R AR PR AR R, LB R
TN, BN R R W, 2%k, BRA%E
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PER) JEAE T4 o- B0k -3- 32 B -5- Y Bk -4- 7 0%
M PN 2 (a-amino-3-hydroxyl-5-methyl-4-isoxazole-
propionate acid, AMPA ) SZAFEHTH", 8 1 ) %
VRN 2008 B A SRR 15 1 R B 22T 4y bk, 9F
7= A TR A o 1 R 3 = ARHT R R E 25
(Anti-seizure medications, ASMs) , H 7y ¥ E 7k
B W AR 4 2 R DL B L3 SRy kPR £ SO HF
4k KA EE R AERIR YT, AR SCGE I RBIFSE 53 H
ML RS BT T RO AN RORE, DABIRE J Ja el 1
RHft—EMS%

1 AR5

1.1 HRBkIE

A 2021 41 A—2022 4 6 Atz T LB
JLEE BE BE /N LA 22 MR Ry k0 UL, 15T
PAFTC i L B Pe B 2= e B ZE L 2k, J13K1%
AL N R
.11 AntrkE OFER4~18%; QWANE
PRI (PESORRAR & e R AE) FEPUIm e
By AR L AR T 02K 5 B BEfE
AT ASMs,
1.1.2  #HrkAr g O FENE OGS H S5
WP ; @ MM, i2ah R HIRA; O AWK
%H
1.2 BITAHE

PER ZHLA PER FHZEST, 42l '
R/ <20 kg 45245 0.5 mg/d, 20 ~ 30 kg 424
1 mg/d, >30kg 4325 2 mg/d, ¥ hBM—IK, & 2 4
PiE 1k, FIETERE 2 ~ 8 mg/d; LEV AL
CHIVEHAE N RZRIT, BRI B 5~
10 mg/ (kg-d) , & H W, &AM 1K, &t
M 20 ~ 60 mg/ (kg-d) o Jina 38 B K 44 57 B AR
Il AT 2% S 8 Lt 52 R BE A T A AR AL R
1.3 WIS

43 IBE DT WEL A FH PER, LEV JAYT 3. 6 A 11
o RAEFE RGOl . TPRCHIE . B IRYT AW
i R ARSI = 75% ; AR WU A AR
=50%, <75%; JoAL: WU A AERD<50%, Bk
YERG N . A 808 = (R 3B 850+ 0 50 /8
BIELx100% o [F] B 7 B ULER 25 W) AN WL s g &
14 SZitZEFHE

K HI spss20.0 Bit iAo, it
TR A x s R, AT e K THECROR UG ELER R,
T ¥ K. LA P<0.05 hZEFHASIEE L.

<193,
F 1 PER.LEV&¥T 3 M AIGKTHER

25 n B AR T BAESE (%)

R 23 14 6 3 87.0

XTHEZE 23 11 6 6 73.9

X 3641 2069 1781  4.874

P 0.021 0527 0036  0.041
% 2 PER.LEV&¥T 6 M AIGKTHER

215 n B AR T BAREE (%)

A 23 12 6 5 78.3

YRR 23 7 7 9 60.9

X 3557 1736 2527  4.862

P 0031 0551 0206  0.019

2 R

2.1 FrRuEf

Bitiifi 3~ H . PER4: EARE 87.0% (20/23) ,
Hoh WAeE 14 ) A%k 6 9], Jokk 3 4], LEV 4.
BARCR 73.9% (17/23) , Hh BA0CE 11 4. AL
H o6l ToRE 6 Bl RMARE P<0.05, ZRA5
TR S, PERAM T LEVAH (R 1) .

Bifiifi 6 1~ H : PER 4. EARCE 78.3% (18/23),
Horp Bk 12 0, A5 e B, 3L 5 B, LEV 4.
R RCE 60.9% (14/23) , Hh B8 7 6] 808
7 4], JoRE 9 Bil. A RUR P<0.05, 25 A ST
RS, PER LT LEV 4H (% 2) .

22 ZEH

PER 414 2 Bl LR BN, H A g
1B, Sk 1, ¥ RAFEmZ 0~3 11, EidE
F 9 /0 25 W 500 B RN 0 2 R R, N R T
&Ko LEV A 3 Bl LI A RN, B8 A [m)
FEMMS R )R, it sig sk iz, 3 ~ 6 4~
F 1] 2 ] B LEEIRIE 2K | 1 B LIRS

3 g

TGUI e — b ph 22 0 1R 5 |2 ) P Al S 0
Uit 280 i BE i S B BN L R AR A R
PR 28 R GTUIRESS BN AR, LB KT AR K
Fam ", H RPN BTG YT FBUHG . ASMs AU,
TPEPTIAST | A E KR | R E R | 22
RERIPA . FARIBIT S, 2Pt e il | e 2
Rk, RN EEIRYT . 2 70% FriZ Wi i
SR IR B — ASMs AR IR LAE ], RIhR2Y
Py e AR W T2, IR AL 25 m] LUK G T B
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R AR K B B AT R 2 T, &
HSZMMaREMERLNWELE, ERS
AMPA 2 REE A, YRR 9 & A= A i Fi v i
EAEW HEERMEN", PER &4 =fCH % ASMs, &
IR | JETE PR S I AMPA Z RSB,
R T2 il J5 I AMPA 324K LI 5 & iR 5
Ay XL, NI PR " ATk
%P PER "I VEFH T HU45 NDMA SZK7E N 1 HAB A
RIRZ M, WA 2 F38EB NDMA ZR$5H0 75 i
55 AU R RN " 2012 4F PER 35 R A
2y 4 # )5 (Food and Drug Administration,
FDA) #itifE E1li, & ASMs Wi gt v i iy
AMPA ZARFEHLH], HATE AN A T A K&
4 % VL b LI Sk KA (PR sl gk K v 4
PE & AE) BIGYY . PER BALZA R, AT
LPEDh %R, DIRG 25 5 WG H 584, H sk
7 ] 22, AN ) R SRR R, Sl g R A
FE, & ASMs HA T pEFE . (HFF R A2 PER 1R
E L P450 ( CYP) 3A4 A7 28 WE T R A fb Bt T
A", M EA CYP450 i/ S-VE Y ASMs i1
RGOV Z Al I 0 7 R R B %% . PER 1)
I R ZE o, 2845 T 3 T (304, 305 A1 306 B
7% ) BEMLXT BB ST, 435I A T 388, 386, 706 i
12 % VL EMEVR YRS B 5, s PER 253001 AL
FARFIA"™, PER ETTLUR, 2507716 R B
B, A SCEIRGE , AE I INGYT, PERIRYT 3.
6 > B Ry 5K 55% Fl 42.9%, JCRAER >
TR 35% F1 35.7%, $EonAE AU INGATT BA 8T
™, ARBFgEH, PER 4 23 Bl IL 3. 6 A BA
RS H 87.0% ., 78.3%, HE T LEV 4, R
FRE LA | B AR o e P s e A 1 S A 7
W Y PE PRI LA 25, PER A 3RAECIIG RS T AL, 7E
99 A, o DL RSO Ak | TR
AR 5T 5 Z MR, ALk 25450 | U N 255
JE, RNRRN IS, A E S ER A RN
AR AT, RS A 25 i LT FEA
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R, SCRMEL R, IR ATE R R P B 2 R
WL, ABAFEIE, IR, X2 R I,
SARYL, PERJFALAT A RN, (HISHER

FIZEMPRAEY A 1EE A AR
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JLIEPIRMERGAMRE 2 XELAFH %
Bl m il HRiEH X E )

TR, TTH, e, BWEMH, REE, LT
ZRERICEH MR LR (AL 230601)

[HE] B8 HHDLEAMEME 00 A MA (Acute lymphoblastic leukemia, ALL) 3537 )5 i BLAPAX #0128 2%
4L 1195 (Central nervous system leukemia, CNSL) & & B} 3 &S IR PRS0 091G R S SR k. Ak T
PESIHT 2020 4F 12 A —2023 4F 2 H 2R3 —JE BB LRHR 19 1 41 JLEE ALL 3697 f5 & 4= CNSL2 A
RIFRREARPEI I IR IR GORE, 25 B MR E T #171He . R BILR ALL 897510 2 SE P i a &
G ML 2 R I RAEARVETGI , 2 YRR 28 28 48 11 L3 52 K IS AR R A8 SR 1k A, HE P i O 02 R g S I
FEEOIRE, 58 TR R BN R VR R A IR AR, AL | Sk A% e 4R (Magnetic resonance imaging, MRI)
KX B v, L S v 0 5 N RAFFIEAR A, S0 1R B 28 W0 Sk /0 MIRT 5 b S v JL o i B A R BT %, 45 T IR R
IRITARYT L BENTESS BB, SRR A PURSZ IR T 462 BEY 7 15 (Chimeric antigen receptor T-cell immunotherapy,
CAR-T) , ARG TNIRIR . A2 CHIVa3RIAYT, BTN A ER 240 . 518 XF T JLE ALL L, 7TE4597 5
HR B A e e AR 22 R G 1 MU S, ) 58 UG L Sk U218 B Jili v P A A DI 2 B, #3897 IR
Sk AR 200 Kb AR S A AE K F P S 8 AN T %, o 1 AR I S I 4 P K P 28 R G I — IR B R T g
BB IS A 167 it b6 SO A AR 250107 il S B4 748

[XA] TAMERGEAMKE & ; BH; JLE

Secondary recurrence of central nervous system leukemia complicated with epilepsy in
children: a case report and literature review

HUANG Lingling, WANG Ningling, CHU Jinhua, XIE Zhiwei, WU Zhengyu, LIU Kangkang
Department of Pediatrics, the Second Affiliated Hospital of Anhui Medical University, Hefei 230601, China

[ Abstract] Objective To investigate the clinical features, diagnosis and treatment of symptomatic epilepsy
complicated with central nervous system leukemia (CNSL) recurrence after acute lymphoblastic leukemia (ALL) treatment
in children. Methods The clinical data of a child with secondary recurrence of CNSL complicated with symptomatic
epilepsy after ALL treatment admitted to the Department of Pediatrics of the Second Affiliated Hospital of Auhui Medical
University from December 2020 to February 2023 were retrospectively analyzed, and the relevant literature was reviewed
and discussed. Results Patient was ALL for nealy two years after treatment in the central nervous system leukemia
relapse of concurrent symptomatic epilepsy, two of the central nervous system leukemia relapse when starting symptoms
are seizure, the first recurrence was status epilepticus, second recurrence of concurrent limb hemiplegia symptoms,
cerebrospinal fluid, cranial magnetic resonance (MRI) and abnormal changes of electroencephalogram and clinical
features, the abnormal changes of brain MRI lesions and electroencephalogram did not disappear. Chemotherapy,
intrathecal injection and radiotherapy were given for the primary treatment, follow up CAR-T immunotherapy, and the
treatment was successively combined with nalproate and levetiracetam. Currently, the seizures were controlled.
Conclusion For children with ALL, the recurrence of CNSL should be warned after the end of treatment. Cerebrospinal
fluid, cranial imaging and electroencephalogram examination should be completed in time to confirm the diagnosis. If the
crania imaging lesions persist after treatment and abnormal electroencephalogram discharge does not disappear, the
possibility of CNSL recurrence should be warned when the epileptic seizures are repeated. On the basis of primary disease

active treatment, combination of antiseizure medications is preferable.

[ Key words] Relapse of nervous system leukemia; Epilepsy; Children
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U A P JRE 0 A 2 P bk L2 200
(Acute lymphoblastic leukemia, ALL) fi hZ UL, —
P I 200 B T T P i 8 L ik 2 2 KA s
RP W] & A= rh AR A 28 22 48 1 1L (Central nervous
system leukemia, CNSL) , CNSL HATf2H 2, v
PRA I RS A, ™ U R LA fr e 4, TR R R
JLHRZ 30% ~ 40% L& HBUPAK AT 28 R G52
R, Ik CNSL, TilJm 22, 530 & i L
FETZBIA R R o W0 R A 2 B U iR 7 g
BN B LI E, o RZ2 BB LR Sm &
VB, IR R D DL B A ] CNSL I & 4iE
MRAE AR LA I PR BEOREZEAT S 25, 3 M il PR 3
LW Sk R G L AR R (Magnetic
resonance imaging, MRI) A fii H [B1 55}, $2 5k R
XL Sk R R 2 R GO R I KR I

1 FRSRIE

L1 F—RPIRHZRFANRE L TR
111 &L Bl 3B, 5% 1 Ak, “ 6] e b
B4R ABi. JLE ALL M55y i i 2= fe 6 B
A% SR LI AR R & . LT 2020 4F
12 A 22 HRYREBILR KA PRI, 32 Wi i fif 2
Ze BTG T, Wt e W A o, KRB
COUHREEIL, B H . ik HIR, FEZ AR, Ze il
B ELsl” |, SRS RO GRS HNBE S K
A ALEZ 4 (Computed tomography, CT) 71 :
@ A M ToT T B L7 5 @ SR B Y
[ NS b S I 4 S S I S Ve 7 8-S
eI, M I 300 B SR R A s KA o Skl MRI
A O AWM A5 @ M5t H 5
X O A5 s bk s K. hBe
AR W O G T AW N Vi DR e N
AR 2 R, BT BE, LU T 2R,
SEPRPEIBIN (PR 2 R AU P RS
M7 )" ek R IERHR, KB B, TIA
UTHISk A MIL, R/MEIEH
1.1.2 B4R 2017 4F 12 H SR EL A5 b sk
BHNE, SEEEREAMIE A e A g
RS F AW 27 ki (Cell morphology. immu-
nology. cytogenetics. molecular biology, MICM ) &
e O BB PR AT 5 S PR L 4 A 1
HH%; @ HHRESAUR B-ALL; O B ifRla
SN EPINE, FISH #R5 R WA H 5, IKZF1 5
ShT 4-7 KN B A BROK, Ph-ABL ZEIRAGHIEA
Py @ BEEROIAIR 46, XY Y B B B TF
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fli s, © 58 AT 7 RALHE S HL IR KA L K
B RO R TN S ST
(VDPAP) +#H{IRYT 4 I & ABEBEE | SRR |
FApE B A DL AT (CAM) <2+ VEIRYT 2 . K
Fl WSS (HD-MTX) (4 g/m’) + #5754
J7¥ 1R, 9T 5 13 R IFAh B B8 G0N s A2 5% B
(Minimal lesion residual, MRD) 0.5%, fk37%6 31 K
AL B8 MRD<0.1%, 2018 4F 5 A% 2k}, #il
[ JLZE P9 h B 41 (China pediatric cancer
collaboration group, CCCG) -ALL-2015 H & 77 %1k
7, IR 4T HD-MTX*2 5, [MHI6Y7 <5 & FHk
[ ERHAYT 165 50 ERHIAYT 2x7 $6 . AB LRI 4E
FRI6I7 I %47 . 2018 4F 11 H 24 H 3L/l MRI
N UG S5V AR RS S . 2020 4F 10 A
9 H 3k /i MRI V-4 K W BB 54, 2020 4F 10 H 4%
ST .

1.1.3 s Mg, MR, RILEE. 1
AT, PRI ELZEAR S, D RTIZ B, 84K,
JFRER K, ST, ELRAERIYE, SeRaERIYE, 22 F i
WLITag, AR ER .

1.1.4 S£BE4EE MR 535510771,
ML 124 g/L, [/ 418x10°/L. P ZhEE.
1 T o 1 2 i < 8 T e O [ s < A S B 1
48x10°/L, TRk K AT WLANHEWR ELAR M o - B 40 i 2 2L
MRD IE% .

1.1.5 ##%F#%F 202141 H 21 A3L% MRI
e AT A WEE R R TR, S5 A e
JE A IR IR T RE

1.1.6 e E&E 2021 4F 1 AMBER: A0
Ji KBRS PN U, A SRk R AR R A

1.1.7 WA SGR ARESEWSL. WER. %
fili MR % figi o 46 AH G K 2, 2008 . O Hx pib
KRG AMBEE LK FIE K, TIRXHLE RS A
%5 3 4% (Central nervous system leukemia, CNSL-
34, CNS3), HfE]; @ MWiiw. ¥ M CCCG
Relapsed ALL 2017 J7 % (2020 ) 45 TALI7, [H
BHES IR YT, WS 5 UG B WO A A i Dk
IR 32 A 1% 5 77 2 20 mg/ (kg-d) 19 EAEIR
57 WIS, —BIEIRE RAF, deReibyr B
P RECRT 2021 4F 10 A UG SLSURTIR YT, X
J7 3 10 WK, TR 118Gy WITR]WE I Sk /5 MRT
N AT TR ER S 5 S AR N I i i R —
IERT o N S ITIIN D B3NN N 7 8 (3.3
e 2022 4F 2 LR IR AR5, PEAL
MLHHRIE R, Sk MRI 5T JC B B4 1k, BiE W
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TTEUE O

Fid

A
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A T A e
z‘ ety f"cr“"“";f"f""' A 5 i i 1

E2 BJLNEE

PE, LR CER MBS 82 ug/mL, % IR A 58 415
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Application of fMRI in combination with Wada test in preoperative assessment of
speech function in medically refractory epilepsy

YAN Hongjun', ZHANG Hanging?, LI Kaihui', ZHUANG Jun', HU Xiangshu®, TAN Qinghua’

1. Epilepsy Center, Guangdong 999 Brain Hospital, Guangzhou 510510, China
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[ Abstract] Objective To investigate the task group’s effectiveness in language evaluation based on the task
group's functional Magnetic resonance (fMRI) results’ agreement with the fixation side of the Wada language area.
Methods We collected 90 patients with intractable epilepsy of 90 patients from December 13, 2018 to January 3, 2020
from the Epilepsy Center of Guangdong 999 Brain Hospital. We used two simple fMRI tasks. Among them, 25 patients
completed the Wada experimental examination, and 8 patients completed the electrode implantation and subsequent
preoperative language area mapping. Adopt block experimental design, ABBA style presentation, and use AFNI software
to process fMRI data, lateralization index calculation, and multiple regression analysis. Results fMRI results from 90
patients showed that the results from both the sentence-completion task and the image-naming task were more stable than
those from either task. The results were then compared with the results of the “gold standard” Wada test in 25 patients
with fMRI-located language dominance in the hemisphere. The results showed that the accuracy of the single task was
between 70% and 80%, but the accuracy of the combined results of the two tasks was 93.3%. Conclusions Compared

with the results of a single task, the results of multiple fMRI tasks are more stable in the judgment of activation range
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and language dominance hemisphere. fMRI and Wada language area siding accuracy 93.3%, fMRI task siding valid and

replicable.

[ Key words] Preoperative fMRI; Wada test; Medically refractory epilepsy

MEVA IO LA RUPEIT TR, (B
A5 T D Re RS ) KRS o W] A 2L 418 5 IX
5kt HAUX I, SRS RHE A E FRET AR
AN —AE R . At 2L H4ER], Dihe
3% ( functional Magnetic resonance, fMRI) |
Wada 5255 (PRSI L2450 ) | B 2= F il
BTz B FTE AR 2SR TR ET B S REPEAS B
SRR LA B SR R PR . e = b
FEA AR, BUAME, #E5iE T R R EA
B E

Wada i{§0if F LR A r) “SiniE”
B BB E M, 25 6] 3 B R B, e BRAE I |
FeJ1, AR, IMRI HAR & 128 [ 43R, 5
fMRI 45 5 1) BUBNE | R 5 PR 7E AR B (E A 00 T
SRR KIS, fMRI F{E % & %A I
MG — 1y brifE, X LLERBR T T EMRI FEARATIE &
X @ " . EMRI AT 55 v $R AR 1 B2,
JEHGEXT FAEE N AT Be 2 it i ;R 3 sl L iR
HokuL, EANC LA ARZHE TS A IMRI A0
Wada 25, fERARTIE F UL BROUR A ) 1
{E2 E A M AR IMRI T3z b TRHTE & ek
BROUK A, MRS AR FRE, 1S4l

FEABEFE B S G o A A R ) A [\
fMRI AT 55 FILE A FE00 - B BTG Y L, A A A At
FEH AT A ) fMRI AE 55 Faoe Mo I A £k 48 2
(lateralization index, LI) 2 HBillf A& W BT %%
fMRI YE R ARTTE 5 WA B — > E 245 b @t
Bl fMRI 5 R A5 200 LT 5185 L ERIEAL 1)

“EARUE” Wada SEERIOEE R 2 A — B, A AL
PE, ¥ IMRI T2 W T RAT R 5 L3k sk i
2, R BURAE A9 Wada 5256 . [RIE - T~ — 4R
PG AT 55 201 EMRI 25 585 | 3t N AR IR AL
P 1 FLRI O A B T X A R, BRI — B
7% , WA 55 A A BT HE I, AR S
SR

1 AREHE

1.1 ERSRIE

WegE 2018 4F 12 A 13—2020 4F 1 A 3 HigE T
J7ARAE = JURRHEE B T T RE TR B AT R
THE DIREVEAL Y 90 BIXETA TN B . TEIX 90 14l

5 I fMRI A £ i 85w, o 25 49 58 5% 58 1
Wada SEE A A . ASLIA AR = U R BE B =
SPARIRZE DS AR M SR A IR
1.2 IDheeREHIRSEWIGITEIERE

AW B H] Block SL50 it S 7/ ME 55
TOU0NXT EMRT 285 SR 52 R, 7E AR R S5 55 rhofil i
SRR A F L ABBA J7 U B, XA A5 R
PR A AT . AR RN T 200 B
— RAE A PR AR EE R R HAT T Wada 25,
FIAMERR S, TS B AT 55 1Y 8 UE
L, WERAEREAMME S, A 1oz —Lh Byl
AR BESERL, WX AT 55 AN A S 5 T 1Y 8s
St . FRESEL, SR EE & N GE (General
electric) 3.0T WEILIR LGN . FEABIFH, BR TH
T TR R PR T IS M S, bl
1 T2 JALAY EPI (echo planar imaging) JF51R&E T
B 2N ae K% (TR/TE/6=2000ms/30ms/90°,
FOV=240mm, matrix size = 64x64, slice thickness =
3 mm, 36 slices, 3.75%3.75%3 ) .
1.2.1 & F RS 1ERTREBUES ST
PR SR, BRI 5 4> block, B> block A
A NRIR, BRI ISR 4 s, block 22 8] (Y [H]
B4 10's, EILEFEA 4 min 30 s,
1.2.2 BHr$L4ES:  EER WSS T
THPIRNSAE, TR 6 1> block, 54> block
A 6 MK, BAIKKE IR 3 s, block 2 [i]
MIMEIFE R 10 s, SILETE]A 5 min 46 s,
1.2.3 Wada 558 {EARRWIFEH, Wada S256 i
RO RS MRHBE A 5T . 7E Wada SE50E
R G AR B A 3 ek ) ) XA 251 PN 2y ik — e it S
P (R4 BB 0Tt 520 DL SRS AR I B ) A
TEFER BELT— M AR Eh E, (W] I 28 2 e 2 58 LA
st . FEEHE LIS ¢ Wada S50 a0
Xof £ AR A (g BRI U™ B B, 45 1k SR SR
I H I R R A 1 T 5 AL 3

FE 22 S0 s ki 5 8 mg S5 PN I s RR G HE B
HE M . FEA BTN S BKESS 6 mg SN,
BEMPIEF IR . MR Wada BIZER, 01
HONEERE IS 52 OS]
1.3 HiRES R
1.3.1 IR BB A ARG IR

http://www.journalep.com


http://www.journalep.com
http://www.journalep.com

© 202

Journal of Epilepsy, May 2023, Vol. 9, No.3

Blank 10 s 3s5%6 Blank 10 s 3s5*6 Blank 10 s
1 AFEBEE
. @ % .
Blank 10 s 3s5%*6 Blank 10 s 3s5%*6 Blank 10 s
2 BRWAES
2 Al

K/ o

Iy L7

-y |7

B3 £ 2 1) Wada L58

IR AL A BTk 1 ARNT, X425 IMRI $di i
A B

1.3.2 fefifedaat 3 LIRS 2 4 ek
X PSR R BRI . LI EME: O LI >
0.2 T H LB A 2Bk @ LI <-0.2 1HF L
BB AN @ LI=—0.2 ~ 0.2 1 L BR A U]

2 ®#R

90 FIMETR PRI £ 5 2 31 1), 55 59 ], 4F
I 6~ 49 % Z ], FIAFR N (24.710.0) %/ o il
FRUEACRY 22 T B8R Tl v SO R I 6, Horp
A 3 B RACR T 9 Bk A2 FI T 78 Bl kA BT
i N T e R TR RS SRAVE =S N DN
( Wechsler adult intelligence scale, WAIS) FlJL# &
%% (Wechsler intelligence scale for children, WPPSI)
D £ 58 — e A I fE 7, 8 ik MIRT A6 4 B ]
REAETE DY IR 53 R (el 2l A SRR AR 25 Y B

http://www.journalep.com

F1 MR IRIBRTEABER

155 SE U L HFIERUE S E Rt A5
AU 6(9.2%) 8(10.3%)
SN, 59 (90.8%) 72 (89.7%)
i5Sas 65 80

AR ) o TEILE 1.2, 3. fMRI{E551FaE 1k
MAEFEENER 1.2, 3,

3 WSR2

FEATIGE A, X0 B3 T REAETE A A Bk
B BB, FRATBETT T ) F e AT 55
B R A 24T 55 P AP EMRI AT 55 . Hodh ) 158 AT 55
XF R E SRR, HJEXT TR F R A
FRD R LERETCIEARGF 5K, B R 241155
o5, HEEMHE), Xy 2017 45 3E E U
IHAREMN LTS 22 Hh i R () EMRI AT 55 % H 58 1V


http://www.journalep.com

R 2 & 2023455 H ZE9% 553 1

L e

TEROR R85 AT LUUR 58 5 IMRI AR 555, b5
FATINPIA T T EAG A 5 o i i 317 £MRI A 55
FIA R, 55—, PPAE T EMRI BTG I X 5 Fe e
PEo FERXRBFFE R, B B fMRI B AR S 5L+
HARZS | AT B R B . B, RATARYE A~
HE IMRI S B, Geit T BT 55 AE M 24 Rl
A DX P O o ARl X A B EMIRT 3T &
PTG, SR BRI T AT AT S, B A
GAT 55 BEME IS B I X, (X P AMT 55 R AT
fal—A~, BAIAE AR FTE S DI REPEAL 245 SRRt 4B
AN REF IR E B BT A IR S X, IKREH
— A R S Bt , A TRV N B
MG F KR — MR R . W5, 2R WAMMES
S5 IR, BB IE E XA 70% LI
() ER 3 EMRT 45 5] WLITG , 1 HL&% B T 55 1
SEIRAR 75.4% FEE AT AR BSOS - Angie - S
HINTRGX, JEAKE] T MRI T ARRTE 5 2hEE
PRSI RTEE A" SR A se s ok F, BARE
A A4 AT 55 SN B Sl PR G S Y R T
2, AR 2 BRI I O o T4 T 55 25
A ISR, oIt R EIEA I St b
SR A X [ s 5 BEPEAR I, 2554 55 25 SR AR A
FAEA] — A — A5 45 5, #RH MR e v 5 H 4
T, AT LA A8 1 T AR B A RS e 13 5 1
fhEE SR, XFFARII B H 2 LGS D Re Ry A
FAHEBENE S B, AR
fMRI 1T 55 RE 5 A2 R S TG /M 24 J&] R A 1, S i
PRI AT EE 25 o An SRAR Y fMRI 25 SR 075 MER
RIWTHE 5 LBk, 28 Rl R =2 TO I IR
N FHE, B Z 0] RER A IME B E ARG TE S )
REFRAS I KUBS: o 56—, PPAL T AHBFSE P fMRI {155
FENE T RHCLERIGHEN % . Wada SEI—S LK
VER S GNE T LR “abrue” 7, 16 Rt
FEH, BILE T 25 BB A B Wada LI 1945
S [FIEE, MRAEK 25 41 1) IMRI 25 5853 1 0l
TLAE%L, AR B IMRIAE 5518 5 I HE R
AR KA IMRUE S S EINERYE &
WE” A9 Wada 5256 25 UES RO 25 R R, A F 58 UT
555 Wada 5256 (10 —50E 0 80%, 4 it55
Wada S8 19— 20t R 75%. HEAh, B FIAME S
LEORA SRS Wada SLERIHTHUES, S5RBRE
55458 Wada SE5 1) —BUEE R 3 93.3%, X4
SER SRR —8", R T AT RS,
B E FIERS

© 203

®2 DM ARESHEIMIREARMXHOBEMES I

i X AITRNMES FRamAES AT+ERMES

ZEMA R 853 37/65 (56.9%)  52/80 (64.2%) 48/61 (78.7%)

MBI E3 35/65(53.8%) 35/80 (43.2%) 45/61 (73.8%)

LT R/ 9/63 (13.8%)  7/80 (9%) 14/61 (22.9%)
AT alEE 9738 (13.8)  30/80 (37%)  21/61 (34.4%)
At JE 14/65 (21.5%) 16/80 (20%)  16/61 (26.2%)
AMBUF /T 4/65 (6%) 4/80 (5% ) 5/61 (8.2%)

R3 MEERHIRE RS Wada TREME

BE HMTREEIES KR aAESs AT +E RS Wada%s

1 A L XU X
2 A Zefu XU XU
3 Fef Fef Zem e
4 Fefil Fefil Fefil Aefi
5 Fefil Fefil Zem Zem
6 / ZEm / ey
7 sl A sl 2ef
8 / A / VEy Ll
9 eyl Syl eyl i
10 A A A Syl
11 / eyl / Aef
12 / ZEm / ey
13 sl A sl 2ef
14 / i / A
15 eyl Syl eyl i
17 A A A Syl
18 Fefil / / Aef
19 Zefi Zef Zefi 2ef
20 / XU / Zemy
21 / sl / Zefm
22 / eyl / A
23 / Fefil / Aefi
24 / A / A
25 Zefi A X 2ef
Mt 15 24 14/15 25

—&bE 12/15(80%)  18/24 (75%)  14/15(93.3%)

T 25l E 2 T WadaSiBata . /" FomBETEXA
MR35 1 A AR T B B A B AR E

TERTHIFRATE 118 T A5+ fMRI AR 55 19
T B PEAE AL 5 R BR A w1 . (AR T
AIBIESE R, IMRT R BB R BRI, AR A B4 T

http://www.journalep.com


http://www.journalep.com
http://www.journalep.com

«204

ARHGEF XEN, FANEZ TR Wada 250G
Ao AU T A R MR 5 %5 8] 23 BER A
P H B A A KK P RE RS . FRATIAE NS
A BFFE Y, 1Hi8 MR 51 S il N HL AR (stereo-
Electroencephalogram, sEEG) 7Ei# 5 X AH A [ 7]
et

FEXIARRMI SRR, TR ZeIpsE b, 14
HEATH Z fMRIALS, BIR—E 52 H fMRI
RS54, TR RS AN [R) S AL A e 0 5 AT
%, HAREEAEH Z M ZSMRLT AR b, X R 7
V5, DA RRAR £ D RE 2 A0 XU

FIZEPRFEH A fEE AR o

5% 30k

1 Rutten GJM, Ramsey NF, Van Rijen PC, et al. Development of a
functional magnetic resonance imaging protocol for intraoperative
localization of critical temporoparietal language areas. Annals of
Neurology, 2002, 51(3): 350-360.

2 Meier M P, Ilmberger J, Fesl G, et al. Validation of functional motor

http://www.journalep.com

Journal of Epilepsy, May 2023, Vol. 9, No.3

and language MRI with direct cortical stimulation. Acta
Neurochirurgica, 2013, 155(4): 675-683.

Babajaniferemi A, Narayana S, Rezaie R, ef al. Language mapping
using high gamma electrocorticography, fMRI, and TMS versus
electrocortical stimulation. Clinical Neurophysiology, 2016, 127(3):
1822-1836.

Black DF, Vachha B, Mian A, et al. American society of functional
neuroradiology-recommended fmri paradigm algorithms for
presurgical language assessment. American Journal of
Neuroradiology, 2017, 38(10): E65-E73.

Binder JR. Functional MRI is a valid noninvasive alternative to
Wada testing. Epilepsy & behavior, 2011, 20(2): 214-222.

Szaflarski JP, Gloss D, Binder JR, et al. Practice guideline summary:
use of fMRI in the presurgical evaluation of patients with epilepsy.
Neurology, 2017, 88(4): 395-402.

Wada ], Rasmussen T. Intracarotid injection of sodium amytal for
the lateralization of cerebral speech dominance: experimental and
clinical observations. Journal of Neurosurgery, 1960, 17(2): 266-282.

Janecek JK, Swanson SJ, Sabsevitz DS, et al. Language lateralization
by f MRI and Wada testing in 229 patients with epilepsy: rates and
predictors of discordance. Epilepsia, 2013, 54(2): 314-322.

Arora ], Pugh K, Westerveld M, et al. Language lateralization in
epilepsy patients: fMRI validated with the Wada procedure.
Epilepsia, 2009, 50(10): 2225-2241.


http://dx.doi.org/10.1002/ana.10117
http://dx.doi.org/10.1002/ana.10117
http://dx.doi.org/10.1007/s00701-013-1624-1
http://dx.doi.org/10.1007/s00701-013-1624-1
http://dx.doi.org/10.1016/j.clinph.2015.11.017
http://dx.doi.org/10.3174/ajnr.A5345
http://dx.doi.org/10.3174/ajnr.A5345
http://dx.doi.org/10.1212/WNL.0000000000003532
http://dx.doi.org/10.3171/jns.1960.17.2.0266
http://dx.doi.org/10.1111/epi.12068
http://dx.doi.org/10.1111/j.1528-1167.2009.02136.x
http://dx.doi.org/10.1002/ana.10117
http://dx.doi.org/10.1002/ana.10117
http://dx.doi.org/10.1007/s00701-013-1624-1
http://dx.doi.org/10.1007/s00701-013-1624-1
http://dx.doi.org/10.1016/j.clinph.2015.11.017
http://dx.doi.org/10.3174/ajnr.A5345
http://dx.doi.org/10.3174/ajnr.A5345
http://dx.doi.org/10.1212/WNL.0000000000003532
http://dx.doi.org/10.3171/jns.1960.17.2.0266
http://dx.doi.org/10.1111/epi.12068
http://dx.doi.org/10.1111/j.1528-1167.2009.02136.x
http://www.journalep.com

R 2 & 2023455 H ZE9% 553 1 «205

7 Gl xR BB R RIA AR BIT IR & M IE SRR AT
IR
B, R, ATLB', KWk’

LNBERR MBI BEBE FhZeshEE 70 510370)
2. )M ERR M B IR B B #Z2 AL (M 510370)

[FHE] HH HiHEEI B RBEOR (Deep brain stimulation, DBS) JGY7 ™ E iR & 115 8BS (Tardive
dyskinesia, TD) MEAEP B . FiE a0 MIERK2E IS I RkE Be s 22/ BE 2018 4F 1 H —2019 4F 8 A
7 5] DBS Xf TD f35 BEYh i Im PRAPBRGORE, ARFIX S I TR PPN | 12 sheftr B OB R F R | AT
64 RIGUT A HL R RAEM S S DR | A BRI R R U2k BT B R
T, HEEWETE . DBS EMCHE H GG MEgt 8, iR FUCHREERE. AREAA FshER
(Abnormal involuntary movement scale, AIMS) ¥4 2 3R & PE42 sh BEAFAE IR 10 AR 1k, ARG ARl B AR
(Nurses' observation scale for inpatient evaluation, NOSIE) PEEPFROR, HH WA i EEER (Activity of
daily living scale, ADL) ¥F-¢ HH#ifE 1. 45 7 5 TD 835 AR5 Y75 3 AR, AR 3L BN Y S B0 I &
HE, R &S SRR R . HR Y AIMS VP43 R NOSIE W4r SARATAH I, 7EARE 1.3 N H MR E —E4
TR, ZRAGTFE L (P<0.05) o ADL WS ARHIAAILIA BT (P<0.05) o 4518 g DBS FARIR
7 TD B, 28 T A B XT3 BRI B S5 i 2 v 4 3, XX TD A | £ shieik | Bes B
FRSAICIRAS | B85 AERRE A 5 T EE MR, (EARAE NG IR k473 % i FH e

(BRI RSO ; B MEisZhREhT; 3

Nursing analysis of 7 cases with Tardive dyskinesia treated by deep
brain stimulation
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[ Abstract] Objective To explore the best nursing regimen for patients with severe Tardive dyskinesia (TD) after
deep brain stimulation (DBS). Methods To analyze the clinical nursing data of 7 patients with TD treated by DBS in our
department from January 2018 to August 2019, preoperative assessment of the patient's condition, dyskinesia care,
psychological care, preoperative preparation, preoperative guidance, etc. General nursing, observation and nursing of
complications, psychological nursing, safety management and rehabilitation training of limb function were carried out
after operation discharge to discharge guidance, daily life guidance, DBS device-related education and other post-
discharge continuous care to help patients improve quality of life. The changes of TD symptoms were assessed with the
abnormal involuntary movement scale -LRB-AIMS, the nursing effect was assessed with the psychiatric nursing
observation sc-Nosiee (NOSIE) , and the self-care ability was assessed with the ability of daily livin-ADL- scale
(ADL). Results  All of the 7 TD patients recovered well after operation, without complications caused by improper
nursing, and the TD symptoms were relieved. The AIMS and NOSIE scores were significantly lower at 1 month, 3 months

and 1 year after operation than those before operation (P<0.05). The ADL scores were significantly higher than
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those before operation (P<0.05). Conclusion In order to treat TD patients with DBS operation, we should pay attention

to the pertinent nursing in perioperative period and the continuous nursing after discharge, it is of great significance to

relieve the symptoms of involuntary movement, improve the mental state and improve the self-care ability of patients

with TD.

[ Key words] Deep brain stimulation; Tardive dyskinesia; Nursing
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Mt & meERIE PR N A A 5SidE RR

KHLA, XM, TE, xhE
EMAE A HIHEBE WL Rt (K 130033)

[HZE] B —FE LA 2 RGNS, X B A, OB A ST Re A & — A B sY
W, 24 M1k, PR & E25%) (Anti-seizure medications, ASMs) A/ 2R A —£RIA YT e 8, MI7ERURE B3 A\
o, A VR R AE 2 ASMs 156G P AR 100 AT T 1A Ak il e R A, TRkt 1 e T — Tl A A
ML ASMs R R METE MU 8 A KA BT R S AR . LGS E Ry — i 58 =1 ASMs, 4
b T35 A% ASMs FE B 1] T3 3 R 5 B Tl sl 58 y-24 25 TR (y-aminobutyric acid, GABA) {EFSEAHCHL
2R B HEHUIIN ZAEAE A, MG MaZs 2R it 5 X 24y PEph 23 - SRR R HEAE A . LS WA 25— ik
Bk o-2 -3 953 -5-F B -4- 2L (a-amino-3-hydroxy-5-methyl-4-isoxazole-propionate, AMPA) SZ 45415,
S — IR BRI AT P 2 S DU BE R ASMs, R TR A VR FHAR s AL, 2t R B 2 FER T
Jayk B A TV A PR B IR VRTS8 253R9T . sk, BEE XL GRS s R4 Brsalfb ., fa 20 B iy
SFERR R, W ARG T PR AL TR N A B . A SCEEXT ML IR E AL 25030 072 IR R Te
FF5E LA SR TR0 LA A2 VR T IR R S T 2R 3R .

(8RR mbCwazs; W0 ; PURURR/ELY); IEIRIFR

Research progress of clinical application of perampanel

ZHANG Kaiyue, ZHENG Zhaoshi, WANG Han, LIU Songyan
Department of Neurology, China-Japan Union Hospital of Jilin University, Changchun 130033, China
Corresponding author: LIU Songyan, Email: liu_sy@jlu.edu.cn

[ Abstract] Epilepsy is a common chronic disease of the nervous system, which has certain adverse effects on the
cognitive, psychological and social functions of the patients. To date, anti-seizure medications (ASMs) remain the first-line
treatment option for epilepsy, but many patients with epilepsy still do not have effective seizure control when multiple
ASMs are used in combination. Therefore, there is an urgent need for a new target and mechanism ASMs to bring about
new treatment options and hope for patients with intractable epilepsy. Perampanel, a new third-generation ASMs, whereas
second-generation ASMs tend to exert anti-seizure effects mainly by regulating ion channels or enhancing related
mechanisms such as gamma-aminobutyric acid (GABA) effects, perampanel exerts its effects mainly by targeting the
excitatory neurotransmitter glutamate. Perampanel is the first selective a-amino-3-hydroxy-5-methyl-4-isoxazole-
propionate (AMPA) receptor antagonist and the first selective inhibitory ASMs for excitatory postsynaptic function.
Because of its unique target and mechanism, it has been approved by many countries in the world for adjuvant additive
therapy and monotherapy for patients with focal and general epilepsy. In addition, with the discovery of the
neuroprotective, antioxidant, neurotransmitter regulation effects of perampanel, it also provides a new potential choice for
the treatment of other diseases. This article mainly reviews the mechanism of action, pharmacokinetics, clinical trials and

treatment of other diseases other than epilepsy of perampanel.

[ Key words] Perampanel; Epilepsy; Anti-seizure medications; Clinical research
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WEFEALHE 20 ZFPHUION & VE 259 (Anti-seizure
medications, ASMs) , HZJ 30% P43 4 ) Jo ik
A R & A, BRI TN . ASMs 1%
AT Ry METE MU S8 ok A B e h A
(Perampanel, PER) , —Fgi 155 =4t ASMs, &—
FRVTERY ) % ASMs, HA B B/E R BLE], X
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R 2 & 2023455 H ZE9% 553 1

i TR

i 1

& 4 AL

JG +
Na*

MR R SE A 25 A

* o 0 %

o —— + ﬁﬂ

. Bg Q0 Na E
o = i

s / AMPA ik 2

RER Glu IC

B1 MEemsERNSIREE

A5 P A 26 L A A A8 R U T B — A A
RIANTE, 3503 PER M frdr | i il s
JEC T SEAE TR A B, o HoAtbpoi ity r 4R Bt 18
AT REVERE . A SCEZEXT PER VEJUHLH . 254830 )
=7 AR PRI LA BT 500 LN HAR e 167
WFoE AT LR IR

1 At REIERILEH

FRXH 28 R G R A PR A% 1B 2 2 4%
QIR T, FALTR & T R 2 s A AL
TR RS2 IR, 8 A R S AR TEA R A 1Y
FEAMYT RO F AR, I — H R
ASMs JF R B —MEERIL A . 3 TR R IR Z AR 0)
H=A, B a-g Ak -3 Ak -5 - Ak 4- R E M (-
amino-3-hydroxy-5-methyl-4-isoxazole-propionate,
AMPA) Z K N-FJ-D- KL &R (N-methyl-D-
aspartate, NMDA) Z/K ZI %12 (Kainate, KA)
AR Horf AMPA 32K CWIE SEAE TN 1Y 7 A2 5
KRR BN, AMPA ZIRRER R Z Ik
(Glutamate receptor, GluR) 1 ~ 4 PO/~ FE2H ({9
PO IE, 4k 250~ GluR1/2 Fil GluR2/3 SA4{A",
1M GluR2 WA HT T 5k 2 XF Ca™ B, HvE T
S A Y BRI, TR AR 2 R U KR
b IR R G R

PER J2—Fl i b £ AMPA SZARKS B, il
it 5 S filUs B A AMPA ZARAETE G bELE A,
T 43 R V5 S (0 o EE AL 18, R FET I 1
FI™, BLORFEFIBLAI DL 17, PER B9k A4~ 5t
HEIE T = 4 % JR S PR (2 P s PR R 1 4
I PR 2 AR B a7 S 2R YT, L RGE
T =12 % UL 4 T 0 - P 2R R MR B8 Y
HBNRINGTT o 734h, PER VF 2 HoAh A/ F o bl S

K Chen 25" i@ i K BRI ME M 451455 (Traumatic
brain injury, TBI) #A{ 5 B PER Jk55 1 TBI i75
SRR K P, o B4 2 ALK G2 Bh T RERRAS, B3
T TBI JGIAN M RE ;. W52 R W] AMPA SZ iK% 41
I PER AT 3 35 1 58 A0 FPL 2R 16 P D8 ) 495 6 M 45
¥, 3F H PER Wil it Akt/GSK3P 15515 S 45
EHZ It e G R G35 2ot IR B
WF5E 2 PRAE L P85 Sirt3 e A4 22 1 45 BT 0 %
SMGPER 5. 2022 4F Kawakita 55" W4 H T
AMPA ZARFEPLH] PER ]y /D /Iy BRI 90 5T s 1
L5 B S0 o B 5 R 3K . 3k #5# B PER XA 4
PERRAGA R RS i i 5 R A R R IR YT
Wi,

2 HRIAZF

PER & —Fhe Bt hARAE R 09 . A8 F 1Y
AMPA ZARFEGH, EA KA 01 ARA: 200 A A
KA 20BN Tyt . B AT B2 AR
i, FE G CYP3A4 F1 CYP3AS R, I KBS Y
P M 53 ~ 136 h AN5E, P Wk 105 h,
{EAESRIF T3] (AR S V5 ) 7276 A5 0 2 2230
A4S I AMANIRIF R Y PER (2. 4. 8. 12 mg) XF
ST RE B A IR L EH LA, J&—Fh 2 S0y
BRI SR A ASMs™

PER A EZH P Fifi ASMs [ I ¢ B, SR 11 28]
(YR EIPN R A P T3 i NEE I 2
PR PG SE AR B4R X PER AR A 1A SR,
SEEARAY M 2R E"" . Patsalos 2" & F PER £
LR - MR OC R, L4 PER W B 5 4RI A )
Jok, I HEFAE S ASMs ) AR H 14: FAIK PER
J, Horp - I PSP R P 57 AT LA G2 R AIC PER
W, HAFE A BIREAR T 69% H1 37%, X A] RE &
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Wi ES CYP3A4 /-SRI

KT PER TERFIR AME (UEUR . JLEE . 24F) 1RIT
J5 T, PER T sh Al v A s X A B ol sy
YEMA 252, A SE5 R U] PER 7E 2210 K R
e A WA E 5 25 P AH 5 1) X A= B A DI
Mk E W Zm, (L5 EEEARE SR LT T
R (B o B wEBE R IT) A X 5
HNE AT i 40 2 i 254K Bl g S e 22 3] e A A
O R, 7E R ZE 6], PER B5 5E 77 B 2 b
(TEMZ A5 A LEAR P22 I Lo IR IO, 1% 25 PER %
B HOT SRR =AY o B2, AR R M
PER W A A A R, 75 Zdt— i PRI i 5%
PEALIEYE 8, (B2 AT REMAS LT Wil PER 24
YK, MRS AR GRS B0 T LAY 22 25 50 K
S5t B L G AR A 2 A i AR AT B

1EJL#E A#EF, —I0 PER AHCHFSE IO REMA 2y
3 J124 538 R, PER 2540 3h )1 2845 S54RI
RO REAE L TE O, ANTR B FARIR o iR E 25
2y, IFH LIS TILE S5 D4 BUAE AR 15
e, ISEEUA R PER 282",

FEEFNRET, B A —I0 g RE M KA IS F
YA =65 % HBH 690 ], S99 AR 3026
<65 % BE ML, % = 65 % BB FEIRGEE R
KR B A R T <65 2 B, HiisZ Pk
KA, —I KRBT [ BB T 92 Bl 4
AR R 69 BRI, 53 B (57.6%) B K F N &
BRifE, 22 6] 23.9%) BFBIH L LIE" . 24058
S5 WRUSIN PER AT 50 A AR S ] i ele 2 S
RAFTSZPEAR G, AT LA R 28 A0 83 1 — G
JrEERE, (MR BBV R F A kA

3 IR R

3.1 FrHEERR

Krauss 2™ #4714 206. 208 W HF 58 #5-R-
WELE T PER ARCHERIPIAUESE, T 304 X561
PHET 1 2EEPEE W 8 mg 5 12 mg &% PER [t
TR S 3 AR TR S AR, I FLIUI A&
VDD B e B 5 oAb Bl A HE B ASMs IR FARY 73K
IRIHREA 2™ S5 4h, [FIBEEEAL PER A 8tk K fif
ZAE ) T I AR R 5 3057, 306", 335" L /R i
FHIFI SR . — RV T 45 5 A0 % H, PER it
fif 21 R4, BL2n 20, AT ER TR
g (0 XU /30 25 L2 BT A2 P i, RS
PR R B = ) T BE S RIS Rk
PEAE I PRSE B If6 R 1 A ] L 3E 3 5 2218 A3 58
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o U5 B BN R FF . 5540, PERITA 5
335 5 Z Ay PER I RIS HFFE AT LEARR], AN [F] 2
WFET . —J& 5 2Z R0 I WIAFSE A L, 85T 335
g5 R R 8 mg 4 PER [T ACHIEL, 12 12 mg AYS7
WO R R EAIEAMLL, 335 %+ PER4 mg
55 B AIAR b 55 00 A/ A 38 1) ik 2 el TG
PP 22 AT R IH P FF 5T 335 Hh BEMEYA AR A
FELLA STy, ARl Be S IR 5 AU A A
2% (Enzyme-induced anti-seizure medications,
EIASMs) [ & 3 LBl L K& 45 5 & PER 40 iR T
ETASMs [ J35 B0t LA P S5 56 Bk
A, FEPT R EY BEF ST, PER 37t s R AP
T8 R (135 58.5%) , DL MU 121, I+ HA
Ky 5% HYEE LI T 20 1 AR JCIN & 1E™
3.2 2EHEER

& PER 7k 4 T M0 84 AR h ik oe,
R 332 AT 164 FliS W R I & 1 4 1 EL- P
259 & /E (Primary generalized tonic-clonus
seizures, PGTCS) WY&, 5% W~ PER 41 %F 28 K
AR AR R AL B E o LR, JF HA
A TR 50% WA Ay 138 IREVEA T
HIF bR 2 SE B B (Open label extension study,
OLEX) ™, £ 5L i/ PER 2145 28 K Ao 1 -4 25
%HE (Generalized tonic-clonus seizures, GTCS) i/
(S B0E 43 Ay R 77% (5 1~ 13 J8) i 90%
(55 40 ~ 52 J& ) , PREARI15 88% (6 1>H ) 1 75%
(124H) . [FIBf Brandt 4 AXF 332 BF5ERUE A
OLEX W Befifi B ¥k PER X ULFA 2 2k ot & A 445 e
MR T T 355 508, 45 R /R 7EXUE 8¢ OLEX
BB, PER 5 M AAEM BAREBALTCC, I H 5%
REFIA LG, PER 41264 & AR M g B ™ v
YEAF — 30 o] B A 9 45 R R TE 12 D H B, rfy
WA A AE SRR TCR AV E 3N 59%, 4 THI 5 -
FE2E AR 63%, WUREZETEIIN A AE R 65%, i
RAEH 51%, F5 i T LI WIR 25 &1k . HEBE ASMs
FIRETE ASMs, PER ¥4 20™,

B2, X — R HA N PER AI/E R 3%
ASMs R4t TIEYE S HF, PER 7EAT A 40 4 1 ml i
SRR, A S EURE A A S s E, Jf HAE
T A4 B PR (Idiopathisch generalisierten
epilepsy, IGE) B35 1, PER 7F A 45 &f i 52 14 1 [F]
F, B 1A TR - PR A L LR 2R PR
VERNIS M R AE RN K AESE 5™
3.3 MEWHEERRMET REHET

— 1 Z2 gy [l P A SR WSCBE T #R i ] PER
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VBN UCER INIA T 19 ey Jeb P 40 w2 T e A
H B, 12 4~ A B PER BRI IAIT R N
79.2%, H:H 84.6% & X PER JRYT A M, 45.6%
AR R T TR R AE . AT
HTBEMED T 25 R R ARG A 85 Bl A 14k &
4 THI 9% B - 28 % AE (Focal to bilateral tonic-clonic
seizures, FBTCS) B9 Jay kb i £8 8 v, 4510 a)
80.0% ., 71.8% 1 47.1% 1) £ E WU & VR D00 5]
4 50%. 75% F11 100%™, %3 4b, Satoru Takahashi %™
A B S A7 T PER AR EE — N (A —A~SE T
i ASMs) FHIEIAGR N (=2 MSERTHY ASMs) JAYT Y
BUR2E S, S5 Bn ] PER /E R A — KB INiG
70 R ESE3Z PER JAYT 6. 12 4 H Y JCHie
KAER B i 5 T PER VB MR INA T Y
B . PERAE R Jey kb P00 8 1 OO IR 97
WER R BT R0 2 4P, 4 PER i HAESR
— YR AN SR 5 R R MR TS IR B, O &
VRS GT, I HAE 5 iR 75 = oO0m B 1 9 ASMs
L4 m), JH%& PER 7l v] PR AL £ il o

AL, T PER HL230Y7, CA V2R
PER HLZGIRYT BIIT AL, WF5T 342 DA 89 fil Jmy k-
O R, eI 26 A 0 TSI ZAE R K 63.0%,
it 32 1k 7 T AT, Rafael % AEATHY—T £
O FIHERTIT A0 A 98 1] PER BAZ5IAY7 ¥, 3. 6.
12 ™ H PL RS Je— R BE T R P B8 55 3R 93.8%
89.3%. 80.9% 1 71.4% . XRIXTTH112 R Jay kb1
W LB AT FBTCS %, PER HLZGiAYT 2 A
By, I 2 R, THAARFMHGES, 5
CL & —20

LI AR AL T —E UEHE, 329 PER 7 H
VEA IR YY S 2535 97 B 20 8 ) R 47 (A8 sk
IRl
3.4 ERFFERE

EA ISP I6IE I PER 2 1 F i FF 20tk
7 (Status epilepticus, SE) FUfE™, 2017 G W5
5t PER 725 Wi va M0 Fr RS sh i il v
R AR LA ER, 2R AE-ER
TEFHIOR BB, 25 R R SV PR A L, PER
AP 2k SE, FEIR50 53 A i H L BUIR 2
Fe i s A =N X, PER 2H A0 207K i
H R THUVU PR, HAE S = R i KOF T BB R A
B Ik 22 e B AN TR gE R W B R S
519 SE s, 5 NMDA SZ K5 HH (4
NIJERE ) A L, PER 7EI6 Y7 -1 5 i AR ] 25
IR & VR T6 1, ) Bk 336 7 2 ] AR 51 212 B

213

¥4, 12 B &R 2 %A (Spontaneous recurrent
seizures, SRS) BB, ¥/ SE vk 07 H 4 a4t
T, WFFE 45 iR PER Wl 3 if BHIET AMPA 52 {4k
A5 SE 5 F IR AR, X LAl FESH PER IRYT
SE PV TR RV FH P2 AL BS K H . Lim 28" 815
PEHT T 81 BilHE5Z PER JRYT HIMEIR PRI Fr 22tk
2 (Refractory status epilepticus, RSE) FlIHEXE{A MR
JHFFEEIRAS (Super refractory status epilepticus,
SRSE) HUAE i 7 /R &, 45 R /R PER A A
27 9, TCNIZ 4 54 9, RSE 5k SRSE M &) PER )
L7 3 B IR YT RO 2 IE ARG, TR K5 & 5IRYT
B S R G, 7E T JEN7#Y RSE Al SRSE 1Y B 23hA
J7rh, PER JEARA, I HEA S N RN Z 2,
Ho & W BiMERFSE T 67 Wl 4L RSE 3, Hrp
22 il #z52 PERIRYT, 22 i) RSE & A 8 f
(36.4%) %I PER JG¥7 A i, H PER X} Japkt iz 3
5 202 RS T IR A 0 4 SR S T R b AR BBk
TR FRFEDIRES T AR, A, —Tsa ey | AP
WLEE 9T R 75 4145 % PER IR Y7 RSE Al
SRSE [ /£ PER HFRJ5 72 h AW A 24 %
4 41.3%, JF HXF PER A W SO0 A SE T8 T
X PER A5 %843 S g % TG S g (. sk BE 0 58 4
S PER AR IO - SR IR 7 Al R B9 — Fh ik
P, (AT — D BT E PER X JUH 15 2208
BIRITIOBIHL, 75
3.5 FFERHEBMSSIE

FE s 040 0 6 B 2017 4F 5 0 45 A 1F
(Epilepsy syndrome, ES) i L “—ZHHAFE
FIE P I PR 0 i v P 2R 8, L o LA R s R (45
o) s AR, S RO ) MR " . K
B4 BS FF TS A 22, ™ HE R M fR A fa BRI
FUTE M FIE St 4, PER M BRI e R
ES HMEIRHLHY ASMs W, —ITURIFSE M1 43
¥rT 71 #{# F PER ) Lennox-Gastaut Zi & 1iE &
L AR WR 2/3 WBRERIEE, H 35.2%
1 5B O 2 MR8 = 75%, 16.9% HY B T
T =90%, FIK 50% KB HEEZDIB T —FARS
4, (HIZF5E 3L T PER AT HEX] Lennox-Gastaut Z3
B ERIESE" . Auvin 2" A9 — 00T BE AT
T A 13 1] Lennox-Gastaut 255 ik 4 1% PER
BT, B 9 B (69.2%) SR & VR R AR =
50% . X EEHF 5T R BT T8N 3 1) Lennox-
Gastaut ZE S EEFH, I H PER, {HLy & H:
2N RSO e B0 A P BR ]

Dravet Zi 5 fiE (22 LI ™ H UM ZE VR ) |
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JE—FOEIG T ES, @4 ik, KRB . "L
Pt SRR O 8 35 B 2 i I A R (Food
and Drug Administration, FDA) #it#fE H FiR 97
Dravet ZEA1E, A W5 S5 R R ATE Dravet ZEG 1E/)N
BUBERI R, PER FEAIR T SRS YRR, 7T B i 45 s ik
T 52 B8 ) RO O 2 VR A K L], I HL
24 PER 5 N KR B8 w5 G B H A ol R, X6 e A
V5RO & A B R AIRIT RO 2019
AE TGS B 53 #7710 ) Dravet £ G 1E 5
TE PER IR Y7 J5 B0UR A AR AR AN R BN 1Y) 84
ERE R 5 BEE (50%) N A VE AR R AL T
50% LA L, 10 Fil 8 E A 7 FIER BN R34 (K
ZRFF R ", PERIGYT AT BEXT IR YT
Dravet ZE G LA A, T 2t — 20 (T SOk B E
PER XJ Dravet 55 ik Y SZPRITAL .
3.6 MEWHERTERMAENEMERHR

A W5 B] PER W@ ad T AKT Fl ERK &
A A 25 B 0 e A MG A, HA VAT A A B4
Mg ¥ 41 2019 4F Lange % I 04 F
ASMs (72 SHUVEIH  NIRIR . R B P -F-F1 PER) X
DU o 8 35 >R IR 1) 2 5 240 R AL A QA i 3R =
b A A0 i R UEA T T 10, 45 R R BLIU AP ASMs T
HA5 PER X 41 a3 51 s H R A sIER, I
FLU 55 1 I Jgs 4 A 3% 35 ) (1% ) 70 W -5 SBOCRD 48 it &b
B AR, 1A HAth ASMs #BA BE 411 il Jig 57
FARSN LR A AR, XA/ FRAT PER /R H
ASMs [Alf, Si4bal e P EN, o B kk
20 MR R E ASMs TRYT ER AL TR SR

A HETE A, AMPA $5HU57 PER 7] g 2
I/b Lafora Jisg [ 25 U A AEFIILREZE, IRk H W
ATETE SN, Danielle 25" 847 T —W L s HF
PRI, 40 10 9] Lafora J5 R, Hid 7 il
WLREZEA B I ol , 20 RS = A LR 2R B 8 4
MIELEITY 7.01 FEZ 3 A H9 A A1 5.67 Fl
5.18, {HEREE AN e T A B 2% . PER Bl
RIT A 2 Hofth ASMs X} Lafora Ji iR & 7F Fl
WIREZE R AN E WA ik 25 AL, AT 35 Lafora J B
BEEFRTENUEZE . 54 GABA BB JZMZ LR E
% Lafora Sl P 2 BRAG LAY, A WFFE I GABA
REFN AT 24 FR HE Ph 22 0 Y LU R AT FT BB 5 Lafora
1) %44 5", I PER JAYT Lafora Ji5 nl it 5 HFH
Wi AMPA 524, — & T A 5 J2 /N % Ay
ZAB BRI LA AL L BRILZAN, B RS
TN ICEE T 104 BEA T LR 220000 3, il —
4252 PER 9 S8 5 2 B R4 T UL IR 2 0 1Y) el
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2, JUF TR A BB HR L0 T 0 VR %
[ 30 S5 R, PER ZEIEA T LB ZE 90500 5 5 AT
RAET MR A 22 808, I BAE AT PR LR 220
IR R T A2 PR A, phor T HGSR RIS, (HEET
FBlAIER AR, T80 ) 12 A RTIE IR

3.7 PER ATHEGRRHHEXHAR

3.7.1 e kSA  SEHTARTIIRY], AMPA ZIKH,
YUFIAEA 4 #%94 (Parkinson's disease, PD) g4kl
s U R SRR AT RIGIE T T, O HL4S
7R PER W] BB o 52 fih A2 28 11 90 i) it 2 48 1)
SR RN R o 23 il AR A Y K R, TRl 2
JCIE Bl B R 9 AT BESR IA 4 AR I — A A B AR
JTH A, PR PER AT REZ M0 4 2006 18T B 0 18
Wiz "™, —IREAL LRI RS9 A 263 f1] 5
H, PN BCE) A H —R 1) 0.5 mg, 1 mg. 2 mg
PER {224, 450 WoR PER M52 Pk R 47, {2
LRIFIA L, AT PER 41 942 3l B i sl A A1 D R
¥oo e A . W R BEL, XU L 2R
Xf B SPEATE T ARG PPAS T4 B 1 PER 7EMA 4
RN FNIZ B Bl R Th YT RCR & A, XA fr]
S48 5, PER 2 mg 8% 4 mg IEANE TR, H
AKfg i E g SRR, X AR 2 B s SR
B APt ) s R B A S ™ . H TR A
g, AT HE— 20T B ST R AL PER XT A4
AR B IR R

3.7.2 EZWM EARME  IIZEGEHEMNRE L
JiE (Amyotrophic lateralizing sclerosis , ALS) f&— 7}
132 Bl i 2 TR A T AR T 5 R A e M, A7
P52 KW TAR DNA 45511 43 (TAR DNA
binding protein-43, TDP-43) i Bi“~ Fl AMPA {4
WA GIuR2 () RNA Zii R W AEREAE R 2280 ALS i
F s o, PER Ml v #E AR s e+
PT AMPA ZAKBH I ALS AR, IR/ Rliz
ZhPHZTTI TDP-43 JRIAEAHCIET E# Ak, [FIHS
WANE AT AMPA SZAKINSGE Ca™ i AR,
It PER AT REE—FEFEM ALS J7 5™, —WiZ
O BEPLSCE 1T PRSI 66 ] ALS B35, Pl
WLor B2 et ) PER 4 mg/ H ) 8 mg/ H , 54k
48 J&, 45 B R L R4 PER 8 mg 4RI L2545
il R 4L DI BEPE 4> (Amyotrophic lateral sclerosis
functional rating scale revised, ALSFRS-R) (A8 {b A
B2, HEFEARF/HAE PER 8 mg 41 H &
UL, PER 7EHL & 1 ALS & AT Won 7L, MHI,
SER RN BEA A E R . HAG R 2
i ) IEYE S 4F PER 7R3 ALS 83 DhReR Ay
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MR, 52— PR S PER 7E ALS Ji f 01 Y
YERT, HERR BA BB S VEAFIE A COORF72 kK
HEY I ALS [, IR 25 i T R
HATAL PER 7 ALS FPATEFERS AL,

3.73 FRTHREESIME ANTHREZEAE (Restless legs
syndrome, RLS) fY—£R 577 72 {l I i 22 EL i
PBIR, SRTAE ] 22 L 2 sl n R 8 i 7 )
[, 22 L B 5 1) A AR DR ™ i R B ) sl A
INIEAE T ) AR 2 e R AR N b iRia
7 — TG A 22 Bl
Fi Mk RLS BISERTR 267 8, IR
PER IAJT, 1E 8 BRI T WM, 12 Bl H 5 ef
R 4 PR FE TR A KL, E PR RLS % PFAl i 2%
(International restless leg syndrome rating scale,
IRLS) ¥F73, HEIR AP A WIPEBE 3 (Periodic leg
movements in sleep, PLMS) F8 i J& #4: i 432 5
(Periodic limb movements, PLM ) Ml 45 50 5535 A
Pk, Hifyrid i b sz AR s, R AR
S WEIE ., SRS R SRR AL SRR
B, PER X RLS B3EFliz shal ARG — & B0iBT 7 1
L ARG B HE— L P FEAIUESE, PER Al AE
KA Z DR REIRTT 1A A S R AR R

4 INGS

PER 1 b —Fh m e B kAR 55 4t AMPA 2 {4
FEPiinl, HPUR & e VE I EIESE, X Rk
WO B IRIT R B RIPT S % el 2k, A&
I3 ASMs BV 71, {BATF7% PER BLZGRYT I &bk
O BB IRIT S W E— 2B T Y . DS AhBE
A 5 PER TEMZLRYT | oS Ak B b 28356 o 5 45
75 RFFE IR A, Wk ALS. PD . A4 )5 55
RLS S5 A I $it T 7E e % . T PER Jl4E
FIFEFIBLE, PER A % H KA1 A0 o M
fh RGP AR T ORI 5T S B SR YT e

FIZEHRAE A TR R e
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[#ZE]1 M4 (Perampanel, PER) &5 = UH BIHUIIN Z1EZ5Y), RRMEMETC a-FIE-3-3E-5-F
e 4-5 M (a-Amino-3-hydroxy-5-methyl-4- isoxazolepropionic acid, AMPA) SZ&45 417, WM A ERIE S
PEET BE AL 3, JETTAT AR A A . PER AMXUAT LI T 4 % K LA F Ry kI B0 Gy 7, ] B2 J 1 L
H (=4 %) WG RN 8, T8O A A X B, HETE7E 2 E R AT R A, SCE
PER (25 W2 712 . HL L LA A ) LB RG0S ) 00 28 2 v (g o8 m e B 23607 457 TR — 2534, LA I PR
2GRS, i LR EMALIRTT
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Research progress of perampanel in the treatment of childhood epilepsy
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[ Abstract] Perampanel (PER) is a third-generation novel anti-seizure drug, a postsynaptic neuronal (a-Amino-3-
hydroxy-5-methyl-4- isoxazolepropionic acid, AMPA) receptor antagonist, which effectively controls seizures by
inhibiting glutamate-induced neurological hypertransmission. PER can not only be used for the addition of focal epilepsy
4 years old and above, but also monotherapy for children (= 4 years old) for the treatment of focal epilepsy patients, its
efficacy and safety is relatively good, has been used clinically in many countries, the article overviewed the
pharmacokinetics, mechanism, and the addition and monotherapy in different epilepsy types of childhood epilepsy and

other aspects, in order to provide a reference for clinical medication, and provide individualized treatment for children

with epilepsy.

[ Key words] Epilepsy children; Perampanel; Antiseizure medications; Efficacy

e TS R N U A ) R S ]
PP RGP, BA RIETERE R PEMRR S
RAF TR A 28 T8 1 Aok B VO T 5 A A
TEJLEEA KT, I R il i 5 e 2 & Ak
23 NN AT | 47 R R0 B (e B () R0, ™ B 5
A" IR &R SRR AN 5,
1L F 2 VR A AS ] 000 R A A IR A S 32 s 1k
PR SR WY NN 351 3 R R K St RS AN Tp A

W LR WM E RGE B, B R
0.5% ~ 1.0%, 29°F 3/4 FWUH B T L I
W, B AR 5 000 7N RSN R H 4
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900 J3 N, JUERIR (A& AR ) 1 & 2% 0 B
4 151/10 7, HBURHRN 3.45 %o H RPN 93677
ZRMAWIRIIT, WA YRR ZELY
(Antiseizure medications, ASMs) fU 5N AR EH . /=
CHiVEIH | BRVGAE R H 2R el kit
e, (B0 1/3 (0 BE IR & VEME LIRS, 18 1)
BT B — LI ASMs., M2 MAZ%S (Perampanel,
PER) 10 i AT AL I B9 ASMs, BATEAER))
EITAL, 2017 4E 7 A, SEEE A2 YA BR
(Food and drug administration, FDA) W4t T
12 % J LA b 588 I e 4 T ik L B4 2E A (Primary
generalized tonic-clonic seizures, PGTCS) 5B
Jr'7'. 2020 4F 10 H BRI 2y 545 BEJR) (European
medicines agency, EMA) #tifEH T 4 & KD I, ¥
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HERAVERIINGYY, 7 2 M LA b i kP 4 Tl -
MRZE RAER N INGTY o 2021 4F 7 A v E E %K 25 5
WA PR (National Medical Products
Administration, NMPA) #it#fEFH F: BRI 4 & K
DL LR AP R AR B (PR SRR 4k &
APERAE) IRYT .

1 HEFEMHKHZE

PER & —F#i 7 ASMs, JE B LA a- 2 E-3-55
$-5- W1k -4- 51 % N TR (a-Amino-3-hydroxy-5-
methyl-4- isoxazolepropionic acid, AMPA) ' sZ{A&%5
PO, B A A ) 5 A S A RIS B, R 2%
Peph 2L 5k, N K SE DLW ZAEEM Y
AMPA SZ W Z— A0 T2 il 5 P 280 10 85 1 B 4y
RAMRZ M AR TRSE KMirh F 20 M4 PEp 285
BT, RAMRAERGH Z 2 RGP% 1) KR HL ]
AHOC . TR F8 8 AR Z HT A R VR R], g Ey
PSP IR RS T, A &R B2 il fs A ]
FEH MRS, 4351 AMPA 524K N-
H JE-D- R4 R (N-methyl-D-aspartate, NMDA)
ZARFNHE AR (Kainic acid, KA) 3Z4&", fEsh4¥) L
Forp, PER RIL T HUEALABTRAE, X #2401
YiFndf D RepeRs B — & MR ER . eIt
g3 T AW S A S B W) Sk e B A O M ARk T
PER 1 iR,

PER 4525342 L R4 25, H RIS 2 B W,
AN ST o, RZAH 95% 1) PER 512K 25 FH A
454 . 90% [ PER ZiFfIE CYP3A4 Al CYP3AS [if
TR, AR 70% 2 R, 30% 2 BEHE
M, 2 105 /e, FFDIREAN 23 2 i
JEH, PER fFG—REB) 125, 2k 4y 2}
R iR FE—I00 1748 1) PER IRINIG
IR d - (RN S AR O e e U EST Awr W = o
2580 B) 15703, 2548 1R 1 280N 0 2 Ui oy
Hr& B, PER 25134 ifn 24 4k B A 36 /0 1 ug/mL,
15 28 R ENEMCRELFELL AT 0.502 (RIELZIEE) |
PER 95 & 5 M 250k B SR 2R MR G R, R IR & A
WK PER B8 UMMM KEAR . i1 T PER 2 1)
Bk, S99 105 h, #EXE 4 H—IG PER BYSAY]

GRIE R H —IR, 2 mg/d, BERTZZ5. PTLL 2 mg
RN HEA TN, TR NRETE 1 ARG
23] 4 ~8 mg/d. fefE HEMEE 4~ 12 mg/d,
4 mg/d Wi 3Z, 8 mg/d N feH FHF & . A PER
14 S5 3 IO A ) IR P 5 0], 2 B Tl g A
Mg S, HEERI IR 4 mg/d. FHIREA A
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R1 ILERMBEERALCHERETIENEREE"

AR BAFRE RIARR B R

=208, W EARA G

SRR R, LR

ik JE 2 ~ 8 mg;
HRAEZ5HI 7 AL
TR AT
R 52 FR 8 HEA T4
LAk

4~12%  >30kg 2mg/d
20~30kg 1mg/d
<20kg 0.5 mg/d

<4 % 0.5 mg/d

&, NIRRT R P REA 2, TR
36 24 R T

2 BWHRITHIE

R LI, PER HHFILE (it = 4 %) &
DA B2 AT Ay T

O BRIHF & AT EARE A TR 5
i, HAT DR R E )2 . X 4~12 2L
BN B, A AE>30 kg, #EFELL 2 mg/d 1E R
G, FFARTE N 20 ~ 30 kg, HEFELL 1 mg/d fE N
HIRFE . XTF 4 Z LUF L 20 kg DL B/NMERS
AR B3, Msh = R0 IG PREHE , MR8 A %
JEAMAZGLR, nf%ELL 0.5 mg/d VE M ihH 7 &
(F D",

@ i AR RN E T 2 ), B
JnE A 1 AN A )

@ e FaE . HETF LR ACA SN S 4E T
FE, WEREYERF R VBN 2 ~ 8 mg. N U 4k
FE 7 5 AR B 25 W07 SORN ) LB IUIR FB X 25 W Y
i 32 A AT AL 2

3 AREMEH

PER ¢ LA B 0 F544: (Treatment-emergent
adverse events, TEAEs) K3k & | WEHE, LI . J% 57 .
Sh AR PER A RSN 5 1 24 Tk A
KFRo —TURGIN BT, L9 763 (55 2
H (g JLE . FERBN) 19 4224 i IS HEA
HEAT R BT 5 T, PR B ASMs X
PER Il 25 % &£ 2 MR, JF- PR3 PER L2454 2 5 1ifh
IRITRAN Z M Z RS R . 4R BRI
J¥>600 ng/mL BB E A R PR AN 7.94 15

4 M-S IRSTEJLERRE TR RN R

41 MEHERATILEEARBMEIELE (B
MERIEREEMRERERE ) BT
FIAT, BOR B2 T 582 W] PER 16 )L #E W
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PR S E et fE—Tierk, 2l R
SWF T ST (311 WF5E) ", AHA 180 il i3, A
PAIEAS PER IRANIAYT (4 B<12 %) kb o
KHNE (Focal-onset seizures, FOS) 4 & s A4k % 41
TR & AE (Focal to bilateral tonic-clonic seizures,
FBTCS) 1Y b 3 5% 4 11 3 B 28 & AF (Generalized
tonic-clonic seizures, GTCS) H & % &M | T2
| 254838 J1% (Pharmacokinetics, PK) M 25543
712 (Pharmacodynamics, PD) , JGJ7 #i8 23 JH
(11 J e 0 12 A4 i) , RIE AR5 52800
TR A AEZ5%) (ETASMs) A (R E R IR 2 mg/d,
2% 8 mg/d, B R IH i 2 mg/d 5% 4 mg/d,
W2 12 mg/d, & B AN B 2 mg/d, Rl
ViR 4 Ji o Rkt R AR SR R TERAER Sy
T 44.0% 1 11.0%, 4 TH 58 B FF2E AR VA 2%
RICENERIY BN 39.0% F1 16.0%. PER Al %L
P il )L B 0 R0 Jmy ke A A (RSO PRI 5
SRR RAE) M A TR H AR A . 342 DRSEAMA
WO S ke R VR 89 1™, HERF I U 58 2
KR 74.0% (95% EAFIX[H: 62.4 ~83.5), i
ST PER FRZGiRYT AR KOS MR Jm kv A AR
I RPN 41k

SRy keI B S N PER B — 01 22 0 (4 BT
WA T B TES BT 85 B o, 4k &tk
4 B PR B AR R AR R 1 50% . 75% F1 100% 2%
fi R 350 87.5% | 87.5% F 75.0% . FeH WL
TEAEs J3k4 (50.0%) . FEHE (9.8%) #13kJF
(8.8%) o 12T, PER FJTRLLE R AL 2 MEE A
Flo PERAE R B2 69T (55— B 245 ) %5 Jy
PRI A A A 5O BF 4 A P 4 T PR U A AR R85
ARHET 52V R A

— I A 149 ] = 12 2 R s L
A SN NN L Ik 220 S haN A D O g L E (R
FAERIT 12 DA KRR 63% (72 /115) | L
WA R AETCRAER N 65% (31 /48) | KA EAETC K&
YRy 51% (24 /47) o fEEWE L, PER BR THIT
JRkEE A A | AR B 2R R AELAAL, nl TR
PR WUREZE R A | BRZE A S oM A AR
4.2 WEIAE A TILEBYHEE MR A T3

TE—TG MU [B1EPE 5¢ T PER 3697 JLEEMEIAPE
TR g Y, A 858 B i (CF M 4F I
10.5 %) , GHASSFIOMEIA T , A2 45 Ja kE A0
RATEB T Z N . Lenox - Gastaut ZE 5 1iF .
West Z5 5 1EFl Dravet ZEA1E. 3 DA G, MZ#E
H31%, 9% Y E LI TR K AE . BN 8
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TR, AR | 25 G AE SO & A2 A
M B, SSRGS 38% ) B R AN B
HY R (29% ) LLIst &0 (18% ) A B 4f 1y 45
Dravet ZE5 ik (50%) . Lenox - Gastaut ZZ & 1iF
(40% ) . JRp kb PEIN (33% ) B AR 43200 )32 PR
(25%) HRERIIT R T West ZEAAE (0%) . 7EEL
BRIV A A, BN PEEREE (67%) . 4 B LG
ZERAE (50%) | AESLARI I AR (50%) | JpkhvE
YE (30%) . 4B PER B AR (25%) (14 8 HL LR ZE
PER PR LA (0%) W9 BE A AR . 6 2 L
R LR AR L LA A B SO (36% X
9%) o 5 il (9% ) WK ZAEME .

— T00 [ P R A B B AT, 9 A 45 Bl
1~ 19 % | 2 MEIa PN . %80 PER IGYT Y&
H, A 7 HIRILIRIKEES 2R, SARCRILE
73.33%; 45 BIXEGYEEE L, BB WrmN £:
B 71, Hod A 5 454 SCN1A 287 [F) Dravet
LA R L. 1 8 Lennox-Gastaut Z5A1E & L.
1 LT (B L eAb, A 2 Bk i 98 ) 4k
RMER R L It 9 BIFEE N PERIAIT)E, I
IR ZAEFEI > 50% LA F, Hirb 1 ) Dravet £S5 1iF
B 1 BB R 5 Ak K METR P U AR L2 (il
PER W AAYT G I R L RIS 21 H], 6 A~ H N TE A
Yo PER WS HIIGYT MG PRI BA B 4F A 2k

FE—3iwh E 2 HuniFge R PER X 4 5 kA
b LB R R ST O A2 1 . A
220 i 4 ~ 20 B WYL AE D4R, KZH(84%) &
HRAMERE®IN, PERIGIT FRLEnf A
(11.5+6.9) 1~ H . PER BRI 43.6%, TR
VEZ N 17.7%, Ho gt 4 ~ 16 2 JLEA R (129
B]) MARCER 44.2%. Zate: 88 ] (40%) 3R
TARRFM, HRZHREEE, IR
5] PER J&5 Z&f# . W] PER BN INIGAYT XEIR MU
REA S0k I R KA
43 MEHEEBRRESENN AR

TE—J PER X £ A7 Tif 25 P i 1 ) L 28 fn g 2
SRR 2 AR IS R ™, Hodh 5 6] Dravet 25
BAEE, 4 1] (80%) KAFW A =50%. 1 1] (20%)
TR ENW—IgEs, AT 13 Fl 2
W 25 A AE R L, EAE B LEZEAE 6 # .
Lennox-Gastaut £ A fiF 2 5] | AR Ao 14 FL R4
JRZ (Electrical status epilepticus during sleep, ESES)
AHFEVEMR 3 %1, Rasmussen i & 2 1], A %R
524 33.3%. 50%. 66.7%. 50%, 3 {5l ESES AHOCHAR
PR, 1 9 e X B RR A
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(SeLECTS) AR5, fJLILL I L AR J Jm ki &
B2 ~3 W/E, RIRMIVIZE 8 A H AW EF] B &
E; 1 ] SeLECTS A% 53 7l i JLILLR I & A8 Ay Jey kb
KAE3~6 W/H . RBBBEAE 7 ~ 8 R/d, KK
BT 9 A H B, BT 9 A H A AR B B8 & A
1 {5190 A A 1 D0 o RG4S B A
ANV R AR 8 ~ 10 ¥k/d, RIRFETTZE 10 > H
AR A JCuR A" P A — TR T 45 S R . e
b oS X 1 B BRI (Self-limited epilepsy
with central temporal spikes, SeLECTS) .,
SeLECTS & Jf ESES &0 (FLE) M9A &0% 5
K 88.89%. 72.73% F1 66.67%, XF T SeLECTS &
SeLECTS 471 ESES WA %™

e Lennox-Gastaut Z&-&7iF PER 4 [u] i1
W5, AN 71 ] LGS 3, 144 PER 2 FE N} H]
4 (538.9+425) K ({37 %k 429) , 44 ]85 (62%)
TEf e — KBTI 552 PER, 46 i % (64.8 %)
S SN, O A AR 8D = 50%, (14 25
B (35.2%) WiH K AEW > = 75% ., Hirb 12 ]
(16.9%) T =90%, PER 1 14 il i % Lo ;
5 il BT 50%, 6 BN & A/E . H i,
25 ] (35.2%) Wit R ICR R "
44 WEIRESEILERLSTHIMNH

H AT B 2517 2R YT B2 Wl 14 & pr i, (R
B B2 R T AR N | 259 22 8] (% AH B4R FE AN T R
B RLA T P TF Z 253897, 29 50% ~ 70% B 85
13 2GR YT SRAT N 2% % " . PER 7F 2021 4F 7 A
Blrb [ E R 25 8 R E R T 4 2 L E L
SRR ZAERIBRANGYT . Ak, EAMRT RS IEYT
8T R ERFSE, W 504 BSR4 60 12K Ky
TR Y RS, 52 PER WIIR SR J 2530 7 1E N
WG RIGYT . PER BLZIRYT 3 MR, 128 K
TG KA EATR AR A T AL B R 82% 5 50% 4K
h 80% ; W T RNEFEN 45% ., TEMFFE#E L H
11, 68% My -ARAkEERESZ PER FRZYIARYT (KRB HLZY
BIF: 55%) . ZE4VE: PER BAZGIAYF AR X
BT, 2 R AE, 12 A BE T PR 2GR YT A R B
T TEAEs, H:HP % W) TEAEs M3k% (5%) . 78
PEZF RWS: PER FRZGIATT Rkt il 4 B o B e
RACRIA RN 2™ A 98 Bl = 12 ¥ 5%
PER 1E2h 2 B 2536 7 sl E 2 1 0 000 15 S P
SR 29 40 PER FRZGIR YT Y Jey kPRI AR B
GTCS 4, Hrf PER H.24 (20 #]) sz 2 8y
PER 5124 (78 f4i]) . SIGITII N 14 1~ H, 3.6 FlI
12 ™ H IR R 510 79.6% . 70.1% A1 52.8%; 3.
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6 F1 12 A~ H W I & AE R 5350 62.7% . 56.1%
1 41.5%, ZIHF5EFR PER H257697 )L 3R 1)
HEREII.

5 REGMWEME

T DA IE AL TR 2 AT 0 & B Rt i,
B8 AN BN R 22 4 P SoF A RN 2 R 1) 5 i S AR
HE(, ZUHFEEB, PER ¥HLEINAINEER Y
M4 /N —I0 56 F PER AN IAYT SR 3000 B
NI A FEHLIR IS 2528, PER IGY7 4152 B4
FENFN AT 58 R G0 ANy . TAE AL i
WEER S A BEEZER . PER AT
1 4, CDR RGN HITPES; | 1B 12tk 1
SOOI . TAEICAZ T i sl o2 B AT W 5
M ™ & T IAIRURS #0719 TEAE, 900 J=)
KM R AEWF R 45 48 1, BEMLEESZ PER 8 mg/d.
12 mg/d FIEREFTRTT 2 AP ZR5 28 TEAEs &
MR 17.2% ., 22.4% Fi1 12.4%, PER 2454144
4 VRN B A () TEAESs (9 & AR 40 5k 12% .
20% 1 6%, HoAth /) #lZAE B2 () TEAEs (52K
MR, AR BURS, IIAR . b, BRsh Ans ™ W
BRI TR Y PER S LA ROV Sk % | WE
WE 55 . Z 7% SO RE " MR TN
B, BT (35 %) | WEIE, = e ) LE B E
R Z LY, B PER F T LB A L 4
HEELFEIMATLREESR ., —TOREEIR,
YN 84 B, AFRA (<12 %) 1YV H4EIE R
(7.143.3) %, M4AFEKA (>12 %) #4518 R
(16.4+3.7) %, PER #24H7 54 0.04 mg/kg/d,
P52 ~ 4 JAEIN—IR; 44245 12 ~ 18 h >R fiL, A
PER Y73 AN RS 25 E . >12 % (n=40)
) TEAEs K43 22.5%, <12 % (n=44) i) TEAEs
KRR 22.7%, FRKHFE HHERH TEAEs KA 5
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UCHBRIR N (7.1%) F15 %% (3.6%) , 15.5% MY EE
TEAEs IMif5H PER F R B E HERKABE
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22.6% ~ 60.6%"",
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[ Abstract] The correlation between gut microbes and epilepsy is a hot research topic. This review aims to
summarize the effects of Ketogenic diet (KD) on gut microbes and the preclinical and clinical progress of the use of Fecal
microbiota transplants (FMT) and Probiotics in the intervention of epilepsy to provide clinical reference. Gut microbes
mediates the antiepileptic effect of KD. Many studies have found that bactericides decreased in epileptic patients, and KD
can increase bactericides abundance, which may be one of its effective mechanisms. Both FMT and probiotics showed
antiepileptic effects on epileptic model mice with different pathogenesis, suggesting that gut microbes is an important
target for epilepsy treatment. Preliminary clinical studies of small samples suggest that the use of probiotics can effectively
treat refractory epilepsy and autoimmune-associated epilepsy, and can improve comorbidities. No serious and long-term

side effects of probiotics have been found in epileptic patients. In the future, more high-quality studies are needed
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to further clarify its efficacy and mechanisms, which could lead to new strategies for epilepsy treatment and refresh our

understanding of the causes of epilepsy.

[ Key words] Epilepsy; Gut microbes; Ketogenic diet; Fecal microbiota transplants; Probiotics
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Research progress of executive function in temporal lobe epilepsy
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[ Abstract] Temporal lobe epilepsy is the most common type of epilepsy in clinic. In recent years, many studies
have found that patients with temporal lobe epilepsy have different degrees of influence in executive function related
fields. This influence may not only exist in a certain field of executive function, but may be affected in several fields, and
may be related to the origin site of seizures. However, up to now, there is no unified standard for the composition of
executive function, and it is widely accepted that the three core components of executive function are working memory,
inhibitory control and cognitive flexibility/switching. In addition, the International League Against Epilepsy proposed a
new definition in 2010, and epilepsy is a brain network disease. There is a close relationship between brain neural network
and cognitive impairment. According to the cognitive field, the brain neural network can be divided into six types: default
mode network, salience network, executive control network, dorsal attention network, somatic motor network and visual
network. In recent years, there has been increasing evidence that four related internal brain networks are series in a range
of cognitive processes. The executive dysfunction of temporal lobe epilepsy may be related to the changes of functional
connectivity of neural network, and may be related to the left uncinate fasciculus. This article reviews the research
progress related to executive function in temporal lobe epilepsy from working memory, inhibitory control and cognitive
flexibility, and discusses the correlation between the changes of temporal lobe epilepsy neural network and executive

function research.

[ Key words] Temporal Lobe Epilepsy; Executive Function; Working Memory; Default Mode Network
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GABRG2 E K| 3R BUR & 4 fidd (£ M 1R B
M ANRERY 7 FIR R F IR

R, BEA, HERED, FEAY

L RIS A4 58 TR B e A s bR GBI 450052)
2. WA R GEASTT Rt OB 450052)
3 M RAEES AR B B BE2E R GBI 450052)

UBEY B S PEN AEE SUK BHINE (Genetic epilepsy with febrile seizures plus, GEFS+) J&—Flupr Al st %
PERR A A AE, BA IR R L B o I RIS PR, U2 A OIR B IR S R BOAS R 26 il A A |
kb R A K A B o L -REEE M R AR ST o R R G BE N A I | B IR 2 S I SR BRI 9 2 B,
HEAFES y-FHETM]R A BIZAEA y2 WE (Gamma aminobutyric acid type A receptor gamma 2 subunit,
GABRG2) 32747 56, (RILEARHLHIIAR W] . GABRG2 5875 IS L B4 s L5878 | 0 57 | B 9e7E | afi
GEAR R AR 13 5 A FLIT A A (1 58 B 25 AR AR M ABE T OC B Tl B A T BE, (HL 5 |2 ) BRI i 0 2
FALHIF AR, 37T BE B0 Y AL . SCEKE R SRR I AR W90 A IR 1% (K 9 A2 6 AL 5 GEFS+AHOC
PE, o Bhilm RS 0I2 T . SRR TR T s SR 25 1 K A B 3

(X171 GABRG2; RIS stAL M R 15 Bk R i
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[ Abstract] Genetic epilepsy with febrile seizures plus (GEFS+) is a new type of genetic epilepsy syndrome with a
marked hereditary tendency. Febrile seizure is the most common clinical symptom, followed by febrile seizure plus, and
with/without absence seizures, focal seizures, and generalized tonic-clonic seizures. Results of the polymerase chain
reaction (PCR), exon sequencing and single nucleotide polymorphism (SNP) analysis showed that the occurrence of
GEFS+ is mainly related to the mutation of gamma aminobutyric acid type A receptor gamma 2 subunit (GABRG2), but
its pathogenesis was still unclear. The main types of GABRG2 mutations include missense mutation, nonsense mutation,
frameshift mutation, point mutation and splice site mutation. All these types of mutations can reduce the function of ion
channels on cell membrane, but the degree and mechanism of dysfunction are different, which may be the main
mechanism of epilepsy. This article will focus on the relationship between GEFS+ and the mutation types of GABRG2 in
recent years, which is of great significance for clinical accurate diagnosis, anti-epileptic treatment strategy and new drug
development.

[ Key words] Gamma aminobutyric acid type A receptor gamma 2 subunit; Gene mutation; Genetic epilepsy with

febrile seizures plus
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@ T 2 (Gamma-aminobutyric acid, GABA) i &
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A IR B INAE (Genetic epilepsy with febrile seizures
plus, GEFS+) &—F & UL JL =] & 95 1) 8t 14 10
JHEEBME . Scheffer 25" B YR J I HME T bR 11 4> B
PER B R R EH, Z27E)LETY P11 %)
RARLEE, B R A 4 B PRI B P Atk B A
iE . 2001 4F, [EIFRYUBIN NS 4 B PRI A B
50K B IIAE 1 kg — BT B 255 1E 40 A0 25 B AiE
e BEEBFIRIRA, H5 4 B PRI A 1
JAR B N E A 2% B 4% GEFS+, FHA3 A7
GEFS+5 ML R #4271l 8 (Voltage-gated
sodium channels, VGSCs) 2 i fL X AY a1 iV &
(Navl.lsodium channel, SCN1A) FIH¢ {4 ] # 1H:
y A FE TR (y-aminobutyric acid, GABA) I 324
FEGRAREUNAAG . AR, W I 5 st G5
HEREGH, #5757 20 5 1A% PRI AH DG 1Y 2848 5L
s NP5 At L] S T RE B | 5L,
MR 1216 . HETE K25 GABA, %
PRI R 2225 ] 330 GEFS+, AR SCHE fi %t GABA, %
& y2 W07 (GABRG2) JE[H 2845 1E GEFS+H ) %8
AR N HBOR PR S 4T 845, B 750 GEFS+HT
UNAG MY Rg S i o

1 GABRG2 Z{KZEHI R EMFINEE

GABA, Z&JE 5 M Ok [ 8 3Lk,
I3 JE al-6. Bl-4, y1-3. 8. e, m, 0 fil p1-3) ZH ALK
FHIE S 2 BRI SRR ™, HA 3 X e
2 R GE RIS il AL 1 T, dRA A SEN &
Az 537 AT S B B R (3R BRI RERR A, B
IR 28 Z2 G0 1) 2403 -4 A7, 36 b 28 00 24 A 1
SH o GABA, SZRIR— 7 FE 4 A [F] W 2437 22 7] )
AHARLEE AT L3k F] 60% ~ 80%., GABRG2 H:PHAYIHFH
SER — A2 5 N IR SE A K A NS Ak
ZEF 18, (Extracellular domain, ECD) . —/~H1 lU4~
o BEUHE X ZH R 7K I P AR, (TM1-4) B — Mg
Hh C gl B M2 IXJE R Tl i fL, sk
(9 M X 58 2 7 T M1 R M2 22 [ (4 8 P /N 35 A
M3 5 M4 2[5 I P BR324 32, %o o Ath 4% W7 B
17 32 1A 1) ) R 465 # S L PN 2R 1 1 AH A & 56
2O A RS R 2 ) 3 o SR K Y SR R A
e, Hirp B i Fy g M2 2SR Tl IE TR R 25 4
B, AT DA PR Al o H ey A

v2 WHS 5565 GABA, Z i E A A
i, J& GABA, SZIRE) EEH o few W)
GABA, 2R E a1p2y2. a2p3y2 Fl a3p3y2, ifF
LRIz B alB2y2 s A%, 3 HUCK a2f2y2
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a3p2y2, WS WA SCRIE OB RIS Sl 20T
oM Z . alf2y2 BA T BOR R SR 25 3
FRIE; & a2By2. a3By2 5K a5By2 Y Y 527 (A
TE R T HI2K — RS2 K™ . GABA, 32 /42 41 fifd i
P E A T A, R AN
A b B AR . A2 R A A =R
TEHCIRAS, SFRIRELERT R 2050298 0.5, 2.5 1 8 ms.
30 0 ORGP B RS AR YR T A 7] 1) S B3 o 4
THOL, alBly2 SZRTE B BIE 1 HL A 24 TF RO
KPR, T al P18 32 AT B Y PRLIE I HL /N,
FEZE T A A T PRRE"" . LR bR
BRG] a1 5L y2 WA FIKET, GABA, Z K%L
o W E B, [FIRHB X GABA B35 i 7 B Bk
i, WIREPELAVER 2 Bk W 3. BLSR%F GABA,
2 A R LA B W B S5 R A — s AR, (AN
[ () P P R A M 2 7R, JECAZ R Py STV BELAS7 5 20 5T
AR KA S, FEARNLEA FRRADIR

2 GEFS+HIIG KRR

X GEFS+m & 55 8 4 #4740 I 7
ST IR, I Qe R Ak e, BA YRR
WA MRIST B, BT HA T 25 D R
PR, S FEUIm ARR I 50 EE A
2.1 GEFS+MlaRFzIH

Fie BRI PR 3 B X iV R 25
fIEAX 2R IE"", GEFS-+IR 5 ULl PR 3 30 1y Pk
R (Febrile seizure, FS) , fJLTE 3 Hib ~6 322
] & #4 (=38°C) B AT H 30 4 B o B B4 25 PRI
Y& (Generalized tonic-clonic seizures, GTCS) "' H:
UK IIVEE (febrile seizure plus, FS+) , A&
ML 6 F o0k ME GTCS, (HAN A F 3L AL i) 5
P PRERGAE o BRI R UL 0 FR: R A A M 15 ik
BRIRE S, A 45 A 2 1 2 b e A B s ™ B ) UL
R 2R AR R AR50 (Myoclonic-astatic epilepsy,
MAE) Fl/b UL i) B )L H5E WILRE 22 M0 (Severe
myoclonic epilepsy of infancy, SMEI) %" """, Zhang
SEMIXE 31 A GEFS+Z AL 201 Bl W5 R
FS Fl ES+409l i 41% 1 20%, B U K& AR o 07 AR
SR 12 R 14 A RAES AR AR 5 0 2
2% 6~34 %20, Hh PS+HA =FRIEA
@ ¥ BS, Frgifiid 6 %5 2 Bk FS SMEAR GTCS;
@ 6 % UG {UA FS. Polizzi %" X} 8 4~ GEFS+%
GBI BEIE B, KB I PR 3R B Y S5 o 1 =2 i A £
YRR PR R 2R S, i T S e 5 1 s R 3R R AN
R,
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2.2 GEFS+HJiZHT

X HRE R AT RN ) - R PEA , AL Sk
B i Fi P R L PRSI MIRT; I R & AV Bk
WAL, A, Bl H o & A 3RAR , PR T 0]
PRI s X ETEE RIS S B 0L AR AR, #4753
T AL MARRHE . RIER A 2 P
2L B Kl GEFS+HIEMR, BAH — AEBH
FS+; oK A4 FS+, H 3 ek 3 N BB
L GEFSHAEIR, &1 FS 8] MAE. HEBRARAE: X
H FS; SCiEHE KEEH Dravet ZEE1E.

3 GABRG2 ERERTLEB N HHEH

GEFS+Y % = 5 3 RN 3RBE R 2 % A Al 4%, IR
FRMLH LR A, ALFE LI R AR 26 | S AE A3t
1 Gy IR A, FLrp st A% IR 28 BRI 40T 1 2028 &%
PRgi K A BB RN o 43Pt A 2 A AL i B g 1 i
R PE & B T lE AL, 0 gt i R RS T
BB B B (SCNIA/SCN2A/SCNIB) " Jefig
REPTR M F R FEFE R AR, X LI A
AIRAR LR AR R R BUR R R T, IREZIFA
B fi /R s A e A, HAUBUR 2 x4k A
BITRUR K AL, B F T GEFS+RY KRR L W T3
BRRIE TR/ NR R RAE b A A2 738 8
FIVG S - 18 A O S N R AR s 2 M5 GEFS+
() I 2, AELAH S 19 22 9 MLl R EL AR BB AR e =
EEWARIE
3.1 GABRG2 5N RZ

Wallace 25" Xt )L 28 26 A M 500 A1 B T i X
AT AN TIPS, KRBT GABRG2 55 2 4b
T X R A L RAE (c.245G>A;5 R43Q) , IXRAE
TE R GABRG2 25 1Y 43 FRILAMKL 5 B IR A7 B
RAIRYE S NS ARG . R43Q 7B T GABA %4k
RPN R SR A R RS A N, R AR
MRS CUHLRXT GABA 9 ) i P, (G 3 7 2 T
il PG 2 ) R AR AT, T X T G b 5 2 40 e
TH A REURRPE B 1R, K R TSI ) 2 A AR T A B
LRSS RN AMIFSE BR, R43Q ARl 4N K
Il GABA, ZRF R/, HA T 1Y 5 foh AL I 2%
/N, ARG b0, 5B 2 4 gy PR
Witsch 25" #F 53 & BH, R43Q 875 /INF K I 1z J2 1)
55 213 JRMIEE 5/6 ERHERM L0 A LRG3l LT
B7 /N FUH BN, R43Q 2878 n] LAl i3 GABA,
ZARFE UV AR R, S0 SZ R 7E 4
Bzt . HAh, R43Q AR T LI MM & ICHY &
B, T A W 24 e e . L, 3o i

0237

H UIRE AT A PRLAl R AME B 1 Z K™t n] ek
ST S AR B 22T B BT, B S A5 U,
PRARGR /N BAOAR B J2 A A g e R i Bz )2
ZEI0 22 8] B SRR AR, 3 B0 2T A A 135 2 s
55 FBON & 2E o Audenaert % L EU T y2 W3
N AR R B A 2 —Ab &R 57 (R139G) ,
X R R BB REAIR, IR R AR R R B I R
SEPRAUE PHERUK . R139G FRIL N v2 AL
FERERIEL, e P MR I Z AR K T, Atk Rl i
IR IR R TR

Baulac %" B IRTE GEFS+ KX AP LI T
GABA, %M y2 WIEH) K289M K H: 7%, i T4
2 55 3 BRI (] A MR AME IR . FESR 8 M
T IS A>T KA et , B0 1F L ) 6 2 R
B PR R R A IR A o LR AR X S e A ]
T IE P A O, R A B PO e o B Mgt
R R A X, K289M 7255, GABA, ZAAHY
FL I 2 3 PR, HL 3 T R 0 S B e A,
GABA PR35 A HL it AR 22 I (R 4, B0 il v
G Mt J FL A PR AR T ) a2, BT 28 o e B o 4
A, ST &R . Eugene &' WY BUR,
K289M ZE75 %} 4 i J 1) i s A EL 4 y2 2 i SR AL TG
S, (RN T 2 Ml A 0, AT REXT GABA
REMME Sl = A AR, BB IR TR, R
ik K289M Z7E (M40 GABA,, SZARFEECR A/
P 5 il P A AT BH S0, i 2 2 (A DA fi
JE ki, AR GABA REMIIIHIEA"", EHN
M WF 58 B, 76 L 3E $M: BB A GEFS+5Ji%
K289M ZRAH/ P I

N79S. R82Q. P83S il R177G 4& L RAE¥ N T
y2 WAL N SGER N, RS SEARH A AN R
JE ERET GABA, Z KM IE R H2ETRE . WX
7N, y2 (N79S) WAL AT DA 2L 24H 4 il GABA, %
A, HIEH 2 R s (R N ecAE , AL N79S 58
A e — PR DB S R 55 1T R82Q T y2 (P83S)
HIAT I IR IE R A%, (S ) 2 R BR
T 5T I R A, 8T IE R 9 GABA, A2 AR A
A B R AR R y2 WS a1 FI B2 fYFLEE
MR R, 7F 30°C M 24 h B AR AR 58 AR Y
Y2 VB 1A 200 RS 2 8 LB SRR AT T
PRI AT 59 N GABA, 2K FaE M, Todd
S AE — A B 2R M R R R 3 o A ) A R
v2 (R177G) KR . HIEAS 58Ul y2 WA
TR, JF80z 2 -8 AR R G R, T3
GABA, ZARFETH A AT, X #2870 19 30 1 T B
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RRA, (A bl 22T 4 A M1 v

Shi %™ Xt 140 1] JL BN £ 35 PEA T LR i A
OB, Hid 1 6 GTCS i & y2 (c.236A>G:
p.N40S) 2745 . N40S Z278 5E M T iy y2 A
40 Z MR TR I I KA WEME (Asn) , B 222 TR
(Ser) BUfR. ZRALIXINE y2 WA R A1)
KR ELEABE AR, SEE FEE e
BEfi, fEfl GTCS &4 . Migita 5™ & #, N40S 5
53 N40S Z RN Hill 2B B3 K, 51
GABA &AW - S, 7= A0 . 2017 4,
Shen 2™ 38 st T — AR5+ AR X B2 A 00 i s
(1) 5 B AT &% B, GABRG2 iR 6 M4 X 28748
(A106T. I107T, P282S. R323W. F343L Hl R323Q) .
HAMRE TR, & y2 (R323Q) 2875 1) GABA, 321k
TEANAE R T R0, i GABA i A 4l
TRARMRREAR, EAS ) 28 A5 5 7 S S50 R Y s B A1 )
FEEERIE], 2 GABA REM AL B IIREREIG S5 T
BRI A & AR Ak, Zou SB[
5ER, y2 (A106T) KA RAERR T8 UL A HAME B ik
FERSL, A A A ™ E R A, a0 YO & A
BF ] 2 2 B RS B BB IR 2% . Y ) LA
WLsk J18aR | 2 BB . W M RERRAE. 5
y2 (P282S) 275 s FAU Y2 y2 (P282T) , 44h
TP N i 5 AR F GABRG2 15 JIF 25 4 35k
M1 4b (c.844C>A; p.P282T) ™", P282S Z7AF | fifi 4
fih 282 Ab 1) 75 Z TR 1% 22 A PR EUA . TR 2 PR A 22 %
[ e A =R S A A AR ey iU AL E (S
L. y2 (P282T) X & F &5 H M BB (1) 5% T 5
y2 (P282S) ML, BR T y2 (P282T) 3 A #h 4R
FRPEAR B PREFIE AL, — 35 287 808 5 B
MG R ZE 3 . Hernandez 2™ %t 1 5] Dravet 254 1iF
BE R AT T — AP A, AT y2 WAL R
B M2 B ) 20 5T PN G B s TR 1) B i A e
(c.905C>T; P302L), H Wi T GABA, %1k
y2 AL S B B R B M2 R s BE LR ST M
y2 (P302L) 7% 38 1 5 W 32 (A% T 42 v g il 18
() S FA | ORI E B IR S 8 GABA, &2 1Ak
2 90% MILIRE, iz nny s tstn, oF
FERR Y LT y2 W B R, M2 B R AR 5 AR
(c.917C>T; p.S306F) o %I s 5 y2 (P302L)
i, — 8 0 WAL 5, MR y2 WHESLBR Y
I —#R 43, (B EBURHLHIE T #E— 20058

Audenaert 2™ X} 14 512 W 4 ES B 5 F B
JE M $EE DNA, ¥ PCR =Wt 17 3K o br, 45
KITE GABRG2 % 4 AR 1X ¢.529C>G KA Fh
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(¢.529C>G; R139G), FENL T y2 WAL A%
TR A 139 {7 A IR B b B R SR Y
KR e H 2 RBU . AR R, RI139G %
AF AR T R A, R A Y e SR A R
Ko DR IS8 A B 0 ) % M S FL O TR ) 2
BEPZR, HhnRe BB B 2 5 R AT il 2 fll =
TIRIEFEAR, FEUWH . Boillot 2 Xf—4~ FS %
AR e Fh R VR AT GTCS B #1740 1%
9B, T GABRG2 R4 5 4b i 7 IX 11
c.595A>G (c.595A>G; p.Met199Val) & A= 4 X 5
A%, p.-Met199Val AR T y2 & FMISNARY N ¥,
RN S R — Y KT GABRG2 £ [H %
AL T
3.2 GABRG2 5T X RE

Johnston 25" % 80 NI 19 55 #E 47 3L
RWFFERT &P, 7T GABRG2 H:IN % 406 77 5 A%
TR TS s C B4 T (c.406 C>T) , JFTER
BT GABRG2 Z kT 55 136 i i B2 O 5F
(p-R136*) MAE IR FR HEAL 5] A — 4R RTZE 1L 2%
T (TGA) . ZRA T3 GABRG2 HE HEE45 /4, U
A B RELE R AN C s 4 Bk, N S i ™
RAMAEG 25 1 W, y2 (p.R136*) RAF G FEILZ
RILZ TR REAS, 40 R ALE ek m s, i
R R PR T D P R SR A, 3T R R T | AU 1
P A — N 25 A IE R T R, 7E
y2 73 mRNA H g fish 25 — A 2 SR 0 o & 7 A —
BRI - A LS T (PTC), B8 y2 A
(c.118C>T; p.Q40X) ™", y2 (Q40X) Z&7F mRNA
A LABETE A G mRNA PR, ARl R 1 58 718
mRNA T B PF 5% 46 0 A K B, 25T 15 5 k.
y2 (Q40X) 775 B\ JE AN e 41 26 1t 1E & T RE 1Y A2
&, i GABA & LR IRFAAC. HEAb, & Q40X
RAZR IR A IC R R 2 GABA, Z K al F
B2 W I A2 H 2 8t . 2008 4F, Sun 45 Xt
GEFS+EH AT B &£ M GABRG2 JE A 1Y 4
9 4T B A A4S (c.1287G>A5 p.W390X) ,
M TGG Z2 0 TGA, FEE 390 fi 1y (2 IR 2 1k
AR, BT TA 3 NG 4 B IEAS F I R A
PIERIE A B 4000 . PVE AR th7E GEFS+ER
ORI y2 (W390X) 78, RAFFAH Ytk i
WAL PR SE MRS B %, W390X 278 nl GEJ& P [
GEFSHEEBURMFER Z —,

Harkin %" B K 7F GEFS+K & &R WAL T
GABRG2 B 3 555 4 15 LA 50 i 9 36 v,
cDNA ¥ B/REE 1168 Bt kAt C>T &
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P (c.1168C>T; Q351X) o % HBMILEE B AE LA
Gabrg2 H 4 351 M T A — " EATA 1L 5%
¥, T3 GABRG2 HEH &K KH 4 BIAH
B, SIS N GABRG2 A . IRIMKK £
B y2 (Q351X) R7AEX} GABA AYMUBETN %, HiZ
KR AR TR M, S Zikftiz, BE. 4
BT fih A FE 1 R D) RE RS, 3 GABA, Z 1438
EIBEZ I, FEARIUN A& VE I, Kang %" 78
TRAMFIF & Q351X ZRAZ YK R 2 4 22 JO A 5% (i
N, HRATT LI s o TR, X & GABA,
ZAR IR A S R IT B W WL B4, 5l
GABA, ZIRZHitIRERfT, T3 GABA, ZAiEHE
NREREAR . 5F 2 HAh 278 5 3000 8 (A B 46 S bl
HZEAL, TEA LAY y2 (Q390X) W HE A 4 7
39 MR IRIEME TS, 2 Q390X Z=AEN
f 45 39 4~ & R AR AE 5 K 5 A AR R
GABRG2 (Q351X) A", y2 (Q390X) R
Dravet ZE&HEA 5, FIFH Gabrg2 "™ JEH A
(knock in, KI) /NRAEFIARST & PR, HBR T 4613 40
il P o e B ) AR A, 81T DA AR p2 (Q390X) WF
PAN TN AR BAUEREE ) FF IS caspase 3, FldE)T
2 AR RIS E M 2R AT 7 . Warner 27"
WFFE RN, y2 (Q390X) JEA KI /)N BB i B Tt i vl
FOH WL ZE R RS . GTCS KA ek, R
GABRG2 (Q390X) &7 AJ fE B AE T A i 114 385 35 14
T, FEIRE T AR A RN KA. Gabrg2 ™™
KI /IS BRI Bz J2 300 B AT O s B ke riL, 13 DY
RT5 R WU KA BIE AR, A 5k 1y B A
Y y2 EIERT LAKE AN y2 (Q390X) KI /)R B/
il 2 o L, RO & /™. Warner %57 &
B, AR G A PG P T A R B Gabrg2
KT /I BRI A B 38 m oA AR (R R G e
o2y ff R 22 B0 RE R T AL, H R RBTE R
GABA, Z KT REGREA R A4 B2 .
3.3 GABRG2 58IVl mR3E

Kananura %" 75 JLEE 4 #h R AEFD FS S &
B GABRG2 (IVS6+2T>G) By UI 5848 . 4
FREER R, TEN ST 6 B BT I AN & 0 —%f
Bl L i, 1 I AR R e (IVS6+2T>G) H
RAEIR T N & T 6 MRS UINS 3T (GT)
HHAT N T (GG) o W FBI VI 2878 2 5 Hh—
Tl PTC P2 A Y 2 , SR AU 0 L7 | B 2
ARG AR RAMABE R, y2 (IVS6+2T>G)
GBS 3 AR GABRG2 WY K, Pod:—Fha
SE L TCINRER AR R y2 WAk, TS0 GABA, 52
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RIS, I GABA RERYANHIAE" . Reinthaler
2= A 2 5] LRI Y Rolandic W 5 & h & 9
GABRG2 (¢.549-3T>G) , fHH1 T GABRG2 TE N Il
th R FREEAR, RN ¢.549-3T>G B U1 s
5 St R RNA Al RERIEURAE ]
3.4 GABRG2 5BRIT

Tian """ #E— 1 GEFS+ZX 2P KM T
GABRG2 i Ji— MM F X R (¢.1329delC) , 7l
i Serd43 i+ TCC Bk —AHIMEIE IR, ff
TR R ERE SRR AL, RECRIR M LR B+ K%,
JFAE 39E B IX. (Untranslated region, UTR) /=4 —
LR T (p. TyrdddMetfsX51) . ZRAE T
Hoy2 WHREL C g 24 MREIER, LFEPIRG
50 AR T RIRAS A Z IR, TR T C i
A K o y2 (¢.1329delC) 2878 W A3k T4 g
JEESRTHI M B8 TN B e, i H SRR R IG5
i GABA, SZR7E AR A BT BE . Boillot 25" Xt
107 A~ FS+ZE GG FMFARE, &8 2
() GABRG2 FH587E (p.Vald62fs*33 il p.Pro59fs*12) ,
H G ARTE R AR R 5 | A — AR I AR B T
FE y2 A, 51 GABRG2 YJRERRAY,
—HIESE GABRG2 5878 J& 15t A6 PR M 1) B 2 B0
RZ . BeAh, IZF5E P ik ke 3 AS & D i) 58 28
1 y2 (p.Glu402fs *3) FIZE ALY, qNAP BT HK 5

4 GABRG2 ERE RT3 E MW 6 Ki2 8 K&ia
T ITIERNRBTR

H T GABRG2 H P ALy et fRk Ak 12
B AR SE A PER A R . HE A AH 3 P 5722 1Y
NG FR TR R B — 8 G I B3 A T T RE B2 1B
BRI RN . ARk, [N SRS 4R
N, ANIEE S G R GEFS+ & 1Y R R
FIREN AR B E W 5 il . GABRG2 RAEAEFR
] GEFS+ZIGEAREPIFA UL, B AR AR Y
R IRZ M, TrEimR 7 ho R I
IRTAE, BOZIENFEEE H BOR AR 2 b, XA
JR GEFS+EE R gt A s f 3 B ST BEA TR IR €
TSR PR AT PR T EE A Panel A6 5 X6 S8
GEFS+RILEH 1 Lt A7 Je CR B IRI  FH4T
FED Panel A0, 2R ZF NI, AT LU SR A
I g A e 5 AL 07 s, A BE T (Whole
genome sequencing, WGS) Ffle4h g 77 (Whole
exome sequencing, WES) S E PR AL
A SR F R — AR P B AR B 28 1 7 1l PR B H & K
L, A sl s AR T2 W RNA T T
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YE”, )45 GABRG2 RAERI L, MR 274E
A AR Z AL FR A FRALH], B H AR 5 Al
S5 GABA, ZIRIE# B4 % | iz M kb2
P, i AN P 19 2 il AZ ARk L, T I %A
i o GABRG2 BEPR 5748 AH U 8 3 h 25 ki
PSR A L BT, (B RIE &IRYT 7 T A
FEAEE D o AR DG A 1 v e T LA KR
H I AAEIR™ s ARSZ M (Vorinostat) B 220 F
H GABRAI 52725 i IIRTGYT , BIFFE /R AT LA
o0 R p2 B L BRAR B A 2 ks 45, T %
JEAE N GABRG2 A5 AR IAYT ™ s Wit i
A R IR y2 B A R R 2 AR, T i R
Dravet ZEAAE/NRIGAE TR, Ik Ak, AT RN
F%EE T GABRG2 FE R b 0 40 L AN sh B iy, 4
i — 47~ GEFS+IEUR AL $2 ik R 47 i b 58 2%
(N

5 RES5RE

25 I, GABRG2 75 331 GEFSHEIGIRZYT
AR AE R AR R . BN —Fh i &5
I8 A G L R 2 AR ir S o, A ARRIT 4
S (18 BRI PR35 A 0 1) 35t % 2 R AN R R, 31X
Wit — ST T AR AL M 1A . %
PERGIR ) B B 2= AL L RS TEI2YT, T O T
B2 WA T2 WKCEER A, SE ST
BEY i3 K. CRISPR/Cas9 % [F] gt 5L A 1) 11 R 17
FH, 58 GEFSHIZ T, JA77 T B 438 i 2R
WA

FIRPRFEH A fEE AR o
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Advances in the p38 Mitogen-activated protein kinase signalling pathway in epilepsy
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[ Abstract] Epilepsy is a disorder of the brain in which sudden abnormal discharges of neurons cause transient
dysfunction and is a common disorder of the nervous system. Although most patients experience remission of symptoms
with medication, about 20 ~ 30% of patients still have poor outcomes with medication and progress to refractory epilepsy.
The etiology of epilepsy is complex and the exact pathogenesis is not yet clear. Current research has explored the
pathophysiological mechanisms underlying epileptogenesis, thus providing a basis for identifying potential therapeutic
targets for epilepsy and advancing the precision treatment of epilepsy. p38 Mitogen-activated protein kinase (MAPK)
signalling pathway is a conserved class of kinases involved in many physiological/pathological processes by regulating
intracellular gene expression levels, cell division, differentiation and apoptosis in response to various extracellular stimuli
in order to mediate intracellular signalling cascades. The p38 MAPK signalling pathway is one of the subfamilies of MAPK
that mediates inflammatory responses, apoptosis, tissue edema and other biological processes involved in the development
of central nervous system diseases. The p38 MAPK signalling pathway is now reviewed for its involvement in the
development of epilepsy through unused pathways, in order to identify new potential targets for epilepsy treatment and

provide clinical precision.

[ Key words] p38; Mitogen-activated protein kinase; Epilepsy; Inflammation; Apoptosis
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EFriiR: CDKL5 = EEE BTG ER

A%, EX&, A&HF, NFF, FHiE
sA ANRERE LR (5P 550002)

[ZE] CDKL5 25 (CDKLS5 deficiency disorder, CDD) , M8 #H% A & B MW MG, 22— X-E8E
PR G M ARE TN . HEZIGRFZIATE . T Rw MmN &6 NI B3 R BIFE . L2,
RENRFE DS . BB RER . A A DD RE R AT S IV A R LA, HEBR AR BOm R, Atk SRS R
TUCE A A E AT AN IZE BT 32 A TR eI PR AR AL Ty T, S B K R G R I
PRAS AR OCHIESE . PRI, el G WU RIS [ ) CDD & 524 % O 22 2 k4T 1730 6 A~ H i A (2020 4F
8 A—20214F 1 7)), MAEEIE/RFR T EGE T CEPRIN: CDKLS 2 0E S H WA BN ) (LT
BRI ) o A (IR #0057 Z25B L RKEN X CDD B2, 1897 R B4 R GG R E BRI T2y i,
BOK R REIE IR BE A2 X CDD 27 AT 4R S TARTEME . Aotz (IR) #-TMR e, (8 Tz i KRR L

[X817] CDKL5 S=hiE; PPAh; B ERFRIER

Interpretation of international consensus: recommendations for the assessment and
management of individuals with CDKLS5 defificiency disorder

ZHOU Fang, CUI Yuxia, WANG Xike, LIU Kaiyu, ZHOU Hao
Department of Pediatrics, Guizhou Provincial People's Hospital, Guiyang 550002, China
Corresponding author: ZHOU Hao, Email: haoye320@163.com

[ Abstract] CDKL5 deficiency disorder (CDD), also known as developmental epileptic encephalopathy, is a rare X-
linked dominant disease of the nervous system. Its main clinical manifestations include: uncontrollable seizures, cognitive
impairment, motor retardation, visual impairment, sleep disorders, gastrointestinal impairment, autonomic nervous
dysfunction, and autistic like manifestations. Its high disability rate and heavy disease burden bring heavy burden to
society and family. However, the current domestic and foreign studies on this disease mainly focus on the clinical
phenotype and pathogenesis, and there are few studies involving the standard clinical management of various systems.
Therefore, a core committee composed of CDD experts from the United States, Europe, and the United Kingdom
conducted a six-month investigation (August 2020—January 2021) and developed the international consensus:
recommendations for the assessment and management of CDKL5 deficiency patients (hereafter referred to as the
Consensus) based on the Durfel research methodology. This consensus invites multidisciplinary experts to put forward
diagnosis and treatment suggestions for the diagnosis and treatment of CDD as well as the clinical management of various
systemic systems, which will provide evidence-based basis for regulating the diagnosis and treatment behaviors of

clinicians for CDD. In this paper, the consensus was interpreted to facilitate the long-term management of the disease.

[ Key words] CDKL5 deficiency disorder; Assessment; Management; International consensus
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OV IRAEFE S o IR A U . AR
AR R 37.1°C, kI 85 YK /min, FEW 14 YK /min,
M H 105/62 mmHg . #lARE, fAl2E, SR E,
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