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Aberrant somatosensory-evoked responses imply
GABAergic dysfunction in Angelman syndrome
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Angelman JEMREE(LL T AS)iE 15q11-q13 EORMRIRBLRT UBESAZFRRBIETFLL. BEE
OREE, AT, TADASEEERERL T SRIGHER THS, £<T 1501113 5
B aMb DRMERKIZEVRAEL (REH) . DEIZT / LRIDAZBGZHBEDD UBEIA D
EEAZFERELTRIETD (RUEFBMS VI~ RIVIAHERBLIORE¥X UBE3A BE:
FEREH) . 16q11-q13 TWALEBIZIE GABA, ZAMGY T 2=vh B3, ab, y3DEHELa—FT
DRGTBFEL, ZNDIERRMVIABEREZ AN TOBTDIZRRBFIDHZBEDRBIZRELE
Tote REBUIIERKFIL EeB L LSRR % %72 L, GABA ZREBEREF~TuX
ROBEERTRBEINTNDH, ZhE TR AR ZNZES LT o REIRLN T
Do

—7 . GABA ZRRE B OHH N2 BREHIERD TEERREZ R TIEMAEO LR
HRPLTRENTVD, AW THRRE B HFREBIZ R 5L T GABA RIEREEE L
LIBAREENR B 2 bid, A EIRFEE X, AS DIRREIZHR 35 GABA RS fEEEDE 5412
L& HEIZ, B E WV T—RIE MR R 35 R RS BUS (Somatosensory Evoked Fields: SEF)
ERELI,
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BEFRICZEIEN AS REF] 11 51(5-28 B R Y AS FER K 2 6 (14 5%, 28 BR. LbiZ
UBE3A ERH)) XL, WTiht L7 ol (VPA) HAWE VT alg+ a8 /3A
(CZP) ZHLTAMAZKELTHARL TUWV, B2 DFLTANAZBENRBPOTANABE (FEAS
1) 6 1511 (6-24 3%) BLUMEF A 11 41 (6-24 %) D28 RELTZ,

204ch £FRBUANRERH 2 AT A E PHERERIR VAR (FFt 0.3ms, RIEFHME 0.36 7,
SREE 3.5-6.0mA 300 [EIHIE) IZ&LD SEF &R 7=, Z£R—RERF BRI LD 44-60 Fv>
ROV TE—EHEFRIEF L2 AT 2382720, R 100ms ETOH 1 # (N1
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m), 5 2 % (P1m) DTERER, EBRET—AVMREILI,
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AS REBFID Nim TERERHI 2Fx REEL LB LU EITEEL (34.6 = 4.8 ms vs. 19.5 £ 1.2
ms, P<0.001 (FE AS #1); 18.4 * 1.8 ms, P< 0.001 (BEH)) . BEFET—AMNIFEIZKED-
7-(26.1 = 5.9 nAm vs. 13.5 = 4.8 nAm, P<0.001(3EAS %) ; 16.9 * 4.3 (9.7 - 24.5) nAm, P
<0.001(&FH), Plm iX 11 HlF CZP ZNARL TV V= 7 Bl AFEDH O, £ DOTEAEEFTXS
WBIEL TV, — . AS JER S 2 f10D Nim TE AEEHIALM2BEIZA2< (21.1ms,
22.3ms) | SEF % AS RAKFILITERRY LLAHBEOLOLELIL TV,
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AS RRBITIVTDTE REBREOFE T FM AR FHRES O IR LR T LAREND,
BHILRERERE EITROBENZZLNIHN, TOLIRBEHREIT AS KBV TGERTE
DHRNERESN TS, — 5| AS EREBITIXFROEF R EERRI o7, T4, GABA
RORBEEOREOFRHMEIZRBEDAZENTENTEY., 20O R GABA ZAKEERE
FTURRKIZED GABA RIFHEBEL BT HLOLER LI, AS RABFIZIBWT, CZP AR
BE TIXIENRBEITILL TR RIMZR REZ B80T, CZP iX GABA ZREDIRIER|THY .,
IOBRITPHEFOBEEXIRTILOLBbNT,

—RERBRREELOORFITEDFECEERREERTIENTEIN TS, 5 ED AS
R A, 3ER 50D SEF B DE N, genotype IZEABEBRIERDE RELARICHALIBL
DEBbIz, ERKBIDEFEEEOLFRIRNNLEEND,

BRI IERBRE AL T, AS REFID NIm BRE— A MIFEICKRED 2, &
DFERIT, AS REBUZIIT DR E BB AR T WHEMOM, 83 VT o=y N ERET /70
TOMORZLDRE T, BENERENLOBRR I LS8 REIC 2B L BME SN TVWSE,
TAL=2—arPoORFPIBIRL TOBFRERLE X bhb,
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AS TIIRARBITOH Nim TERERFOELE LT HHBHRRERIEERD . GABA RO
BREEENRRINT, —REMREFRUSORE IR EERZ K- TERABOHMIZER
ThHDHFREM MDD,
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GABAergic dysfunction in Angelman syndrome
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FEEE ITREFHOE R D D GABA ROBAEEEDIIRE & TV 5 Angelman FEMEEEIZ DU
T, BHREFBEEEE AV HRAREHRIEIT o7, GABA I RITHFRMRICE
WTEELMBIMGELR->TRY . HIEREH TIX. GABA ==2—n DD 5EEMN
M. TOREBBRLBIBITABRENIKRERZART —~D—2LR2oTW5, EBHE
mb, GABA MIIRIZFR v U —27 OB T, SAEMRORECERA, /AR
bbb LT, AN RREERLBICBEAET 2 ZEAEbHL TS, AZRBWTIL,
PR B DORREIZ GABA ROBERENEL I Z LATRRBRINTHEIHOD, ZhE
TIFOBEES 2 FBRIR LIEHREIZB SN TV S, Angelman JEEEE (BLTAS) i1, *
DEEFEHE R D GABA ROBIEEE & ORSEN TR SNZHDRVERDOV L STH
5, ASiT 15 BREMK qll-q13 LICHFET MR BEET UBE3A OB RERKEFR &
LEZEEHZEELTOIRBHEERTHY . £<1E 15q11-q13 FHIRDOK 4Mb DRHMERKIC
FORETD (REH), —F., PETRETRVIALBRS M5 UBE3A OBRERKY
FRE LTHREL (REMS (Y I—, KURIVALERLS LUHER UBE3A B£R: 3
REF) 2 BT 15q11-ql3 BRI R 2N TV 5, 15q11-q13 BALERICIZE L D GABAA %
By Ta=y bea— FF3BETHFEEL. ThLITRIVAZBEREANTN S 728
CRRFIDHBEDRBUCRE 2 &0, REFUIIERKEI L B L & 0 ARIERER %
&7 L. GABA XEKBEERLF~T e REOBEN TR INTVDH, ZhE TIITHR
ARERRBETFEEToBEIRONTVS, INLEERIC, EENBFICEBL

— 257 —



T AS BT 5REFHRESONML BH0 L UMK A AV 1 RIEEEREFRBEERX
S5 (BAF SEF) 248t Uiz, MMBERIT, MMIIC L~ BERZSRINARAEICHEN . MR RS
DERZEROICKRET 50— REEBEFOFFMEICEL TV 5,

MRITIBIEFRUTERT Sz AS BE 1341, (REFI 1161, ERKHI2H), BxDTA
PABE6H, EENRIFIO2HENEHL Lz, EFNBERLBEIILVEYE
F#bIZ SEF ZEHAI L7, AS RKHBID Nim T RERIT2FI REE & LB UERICEEL,
BRE—AL MIFBIRKED 57, Plm i 11 FiF CZP #NAR L TV 7 BIICDHFED B
N, TOERBEIIS DITEBE LTV, —F, AS FEXRKHF 2 F1O Nim ERERICHS
DIRBIEIXR <. SEF BT AS RAFILIZEZRY . LLAXMBEO LD LEEL TV,

AS RRBUTITIT BT RERFOBE AR T FMRIES ORI LR T LREND,
B2 ERELITROEENEZONDGD, TO L O RBEMNRFILAS TRV TE
BROLZVWEREZINTWD, —H. ASHERKFITIIRROBHEE 2R D)ol L
76 ZDFER% GABA ZFEBEREGT~T B RKIZL D GABA REHEEELRRT S b
DEER Uz, AS KEFNCIVT, CZP PIREHE TIRIEFNRBHEICH LT XY AME2R
JEZFBH T, CZP 1% GABA ZEEORFEATHY . ZOHERIIFFEEOERLXIFTIH L
DL Bbhic, mEBICHBIKEIE AV SEP ORREHE L, HE THRSICITEEN 2L,
BN AS REGIOREFRREISIIREBEBETHDI L ER LK,

NEARERIIBELBIEOELAARZIR LY, AS BEICBWTHEL & bIGRE LEBRIIE
DY D BHDOD, ELBETHRRFERICBT 2HREECEDL 2MOBETFOFEIC OV
TERRRENT, BEWTESERID, av ba—8#E 2 HLLEZLOEK, ¥
EHHA OB OWT, BIZE 2 (Plm) DOFEIR, SEF (ZBI} 5 onset time DFRIEIZ DV
TRMMR &N, BRICHBRBR LY CZP REC L VBEREROUBEN LD DDA 245
E DR EZRXBERKEL (PWS ERE) TIToGEORREEICOWTERA 2SN, W
THOHEMIZH L TLREEIIRYREE Y L,

ABFZEIT. AS REHIZIBITH GABA %@1@5@@&%@%@«@%@5%% LzZ &ice
EELT. ATBWVWTYH GABA MBRABEBFHREDICEELRRELREZLTNS 2L
ZHLNICL, —REEMBREFRERISORIIC X > TEOBEBERESM L > Rtz
RLERTEHSFHESN S, S%EL 2PEMRREB~OEARFEINS,

FEE—MIX, ThoOREEAEE L. KFRBRICK T 2HHECEM BB 2 YL E
bERBEENEL (B%) ORIEZITIORNREREETHELOLHELE,
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