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EEEY BT AN Mecp2ZHEMEERIR (Mecp2-CKO) /NEER, tJATFHRMECP2INEIETIEE. MECP2EEA XM
BIES K SSIENSRIFEFRFRETT .

2007F 12AKEEARSEI RN, M2008Fike, REFHN4IF2AEN "HRAMEXER" , MRESA]
Xt B EMBEXARSZSHUAREMERENXE. BAENRR193FEFREENN EESHAFER
RE-RMEXREL, BAEEEZ EHRIURE, 2— M HREEESHSINE. THIVRIE.

MECP2RHEAENEEZEERR, MECP2REHEESESEHTENHELBES, WRettLZRE1E (RTT) IR
IHGEIE R FEES (ASD)

HFMeCP2EESRTTLARASDHEIREX R, tIZRUBIFEEERR (KO) , BHRRERA (K1)
FIAMECP2E#EE (TG) ZRHNSH/NRIERREBNIBEX KBNS HIER, WA, SHERE.
FIMCIZERE, HRXBHUREESE,

BMIREMBEHEBIMecp2 REHEBERIR (Mecp2-CKO) /NEIRE!, TTAFHRMECP2H]
4$E)RE. MECP2EEAXNBAESRISGSENBHRIEFAFRIGT . BRiE A EME!

EEmAEREMRR BN ERA D www.modelorg.com 400-728-0660 1/6



\SGLLEX]

HHHHHHHH
MODEL ORGANISMS

MeCP2 RE
;. RettZa1E

MecP2 g%
| IhGE

E1. MeCPRAEKRNRAEMG—EXFE, DARFBPNTE, RAISHILD, HSSBTHERMK
HWERGNERE.

A RRettRETE

RettRrEiER— M mEX ) |ERHIENABIER, &®EN1/10000~1/15000, FEREELZS L,
6 NHE8MNARFBEIGER, BLRKIESMITHEESN, RULEHEE. BN, FREARES. B
R, FHZRTH, BEXMEFRNASHEBZHEGSHTENRE, HE—E&/KRBM AR,
£196%HIRett LR SR AMECP2EE K £ RTF,

MeCP27E AR B IN &

MeCP2EARBRTEENKCPGHEESEHN—T(Methylated CpG binding Protein), EABEZA (E2) ,
B1F: BRIEBY. microRNARIESS . RNABIEETRE,

MeCP2EAR—NMERNFREF, EEEEAE0RIBEBESYNNEEN, EolAS&ZRLEEBY)
(NCoR) EAYEZEMEIEA., MeCP2EHFI08UASBNEEBRYEESNCORESYESHNESRH,
HAT308ARTH/NEMeCP2ER L EIEERERML, NMEMHBERMES T HER,

SUMO (RiZE ) XWMeCP2EHERATHNINEEREGXEEH. EMeCP2EHAIK223I R EAISUMO
U FEHSHDACEEYNEEEXEE, H—ISFEAMINEE, MMeCP2EBEKA12URHISUMOKERE
KX HEIMeCP2BIDNALEEBES] . RettfZEAE (RTT) HXRTEEFMMeCP2RIEARSUMOIKE, &
BASUMOM ST FMeCPEi P RIZIE BN AIBINEER T XBIER.
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Mecp2 KOFIMecp2 TG/NBEWT/NEAELE, Mecp2 KO/NRF T RENEREZ, 8EFEF—MEEEY
KMecp2 B AN THER—RBERRLHEEREFHBONFER; MEMecp2 TG/NEH, BESHE
EFRIX LA, XFRE, MeCP2EL UGB ERIG LRERRIX, BHARKEKEMeCP2ERTIAERE
5DGCR8 (DGCRSZMAEZ M MicroRNALIEE EWIIIX$EE 7Y ) HEMER, ARBIEAFESULEER
BISEAR B B ER L SKINHImicroRNAII T, MeCP23microRNAMI THIEREEREMN, FEtH2LE
2P microRNARI KA1 B] BE S ERTTAIASDIR B X ZE

RNA Splicing
O Phosphorylation

o

YB-1

activity-dependent @ MeCP2-S80

Intra-molecular MeCP2 microRNA processing
Interaction 63 MeCP2-pS80

Calcium @) K464 @
@@dephos- @ o S421 CalciumG W DGCRS8

pS80  phorylatio
@ pS800O K412 (. Drosha
£ pre-miRNA
O NCoR
T308
DNA binding : NCOR/SMRT complex Q© SMRT
K223
Q mSin3A

c c
Sm:i IIi \ Izsihm 5mC Npas4 Q HDAC

HDAC-mSin3A complex
5mC Bdnf

E2. Multiple functions of the MeCP2 protein. MBD: methyl-CpG binding domain. TRD:
transcriptional repression domain. CTD: C-terminal domain. Various post-translational
modifications are indicated as different color circles.

Current Opinion in Neurobiology

MeCP22 52 A B SHHRMARSH T EMH
BORERE

MeCP2REZ5HMETHENAT —ER—THBNEM, ARIMATERE, MeCP23HETMHERYIEEMN
RAEXEE, WMecp2BELIRMEHISA2TART/NERNARER, REMEHEMMAEERLD, ESH
SEUNEMEL, Mecp2 (S421A) SREFEMETALEM, s, Mecp2BER/NBAAKED PEIDRE
AtEETARMNTERIENN, SEESARNBEEAMELS. FEENZE, Mecp2lIBRIASEIES /)
HZER (parvalbumin) M PEEEZTHABHRNG, RB\MDFHEDBENEIWELESASDRELRRE
BX,
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RABNIBROT B

fEMecp2 KOFIMecp2 TG/NR S, =fRTTEMEFEKNELE (LTP) MKEBHE (LTD) X, AR
INAMeCP2HIER SRS EMMAX, RiIMeCP2ZMLTPAILTDMAFINAESFBEE, HIRARE LXK
WMecp2FRXZHEFNFEE, MeCP2ERKFNABLMIMNF T GlUA2 (HIBAMPAZARXEER )
HRX, FEENZE, EMecp2fRkMZh, MR ENSIANL TRMERZEZ N, FEMeCP2
EARARSOEMHPHXEER, MATREHERSMeCP2SA2TUNBBRAZARAT S, B—HHRE
B8, MeCP2X#FItEEMSIENE LERBREE, GENE, ERRPAMNKISIIEERIE, EMecp2
KO/NEF, MERFPHFRSTEMHTFEIRT .

GABAREMD &

FEXRP, Mecp2EM PRI FAERENARDHERL, SEMETHNESREMAE, Mecp2iRXfE
AaRERVIGEENHERD; TXREMecp2, ATRAERMEBENMEHNEM, GABARMEZTHIF
FHERBEMecp2E/NEHFETHENRE, SQFEFRIOE, FdEiE, RBMecp2fEGABARERFHI M
MIngepth X EERMER. A/NBEARMHEETDRERERIRMecp2tb 2 SETE X2 IR o] 214 H
RK, FREIMecp2fEE A E XML ML B A A A D] SR (E A

Hz REE S

ZEBREE (Th-Cre) 5-FEKBEMETT (Pet1-Cre) FMecp2BIERAXSEBUNR EVIARAIKF B B RRAE,
BELEE. KRB IRENS-2EK, ZEKREEMecp2 KONRLEHEENSIR, M5-2EKEMecp2
KO/NR BT RGN, FDIX5/6-CrefBREUIRIAR N IMecp2/a, BEIEIENMEHIREZIEEZS
B, A, sSURMEAPHNSERKEUIERABEEFAZARIN, XRBEMecp2XIVTASURFERE I IEE
NEEXEE,

B e [ B

Mecp2fE B REMZ T PR SHEFEERENNMMSEF AL ERNRE, BHBHNZE, HREH,
BEKRIKN (BF) PHIBIRAEMETTSIE T XERE, FABREEEBF-BE @ IEEEMecp2 BT e RIERK/F
REERN, #7085 XKDIIEHAERT ol X Rett SRR IEARBERRR.

INBRIER . Mecp2iRfIRTTELASDERE

HMEZLERENFHIZ-—RAEMZLAEIRY, HEZEARNMEASKERR, —BRBMNESER, BHEN
Fle, UFHRATUEBRLZMERT . A, X— "BR" EMecp2 KO/NRIIRFIPKER (20065 )
(E3) .

M Mecp2PYNE, TE/NEMecp2BEPIENTIH Cre BI1E loxP-STOP-loxP £, XFP4FFRE
Mecp2 KO /N§, HMETISABERSESMCrei B RZARISCre (Cre-ER) KER, BIIRBHV IR
HIRIREMecp2IEIX, FEEMecp2 P NREZEMFRHBICre-ERNRERE, B tES
75, Mecp2' Y, Cre-ER/NEIFMEFHFFIAREMecp2, BIFIEHHRIG. S EMUBHZRMED
BREANSHERBIGTMEE THRE,

ETR, $eE@mERRARESESMECre/NE (hGFAP-CreERT2) 5Mecp2 " */NB R EKIF T Mecp2
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ERERRMEMPOIER, RUBERRAMPMecp2NEFRIXBEE N B RGBS ITREME, FBIE
W F M Cre/NR (Chat-ires-cre) #EfBIRAEMEZ TP EHFIAMecp2, FRIEHREMNERDAFEE
R, BMRESUMNEARENSEGHNREIBEIEELNE,

BERHENIERE T —HERAFHAZATRERENSHZE, ANERET - 1MEE80RE, MBS
LIFRETE KRRAZR/S 7R O] BE(RIFIR A BYTT 2 9% .

Genetic Rescue Strategies
/ . Motor Function
Tamoxifen
CAG-Cre-ER —— | Synaptic Plasticity ~ Adulthood
@ pMECP2 KO model Rescued in = .
the whole body  Cognitive Function
loxp loxp
—p~(Stop ) Pp—{_Mecp2 }-
/%moxifen Motor Function
X  hGFAP-Cre-ERT2 £L——""3 Adulthood
Rescued in Gila | Respiratory Function
Mecp2 lox-Stoply
Motor Function
Chat-ires-Cre Anxiety Issues
Rescued in X .
Cholinergic system X Social Interaction
X General Health
(b) MECP2 Duplication model
hMECP2
loxp loxp
//'Ij : Social Interaction
amoxifen
Mecp2 10Xy X UbcCre-ERT2 LT o Adulthood
Rescued in
Q“ the whole body
MECP2TG X Mecp2 loxly
() MECP2 Duplication model
(hMECP2) .
el - Social Interactiion ?
. Anxiety Issues . Adulthood
Targeting hMECP2
6 MECP2 TG Monkeys g Repetitive behaivors
Current Opinion in Neurobiology

B 3. Genetic strategy for rescuing defects in Mecp2 mutant mice and transgenic monkeys. A.
Genetic rescue in Mecp2 KO mice. B. Genetic rescue in Mecp2 transgenic mice. C. Potential
strategy applied for Mecp2 transgenic monkeys.

¥Mecp2 TG/NRHTEEZEHNEBROEMETTZNER, BT EMecp2 TG/NESMecp2**”, Ubc-
Cre-ERT2/NE R, HAthEEFLIEE, MeCP2ERIKEZEEKTE, HRARKI, KHE/NE (8-9F
#8) MeCP2ERKFENIREHRK T Mecp2 T/NRIMRERMERITH, XRBEDET AN FHRAASD
BEMOEREN, MNFASDHE —BENREERShank3tEMEXtBRE, Shank3EEER
FShank3FEL/NEPNERKE TR SHREMES TH, XEBMERBEMRFHESEEFERE
SEFOTH,
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BfZRIRJRIZ: Qiu Z. Deciphering MECP2-associated disorders: disrupted circuits and the hope for
repair. Curr Opin Neurobiol. 2018 Feb;48:30-36.
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