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Fm, BREARERE. RONNRR, —RAEHE. mENERR, EEERESD. FURHESERMRR, mMEX—
REFEESMERRAZNZE REBHRR,

ZE, BEARERRE. RONNER, —RAEHE. PENKR, EEERES. FURHIEKEERD
&R, MEN—ALBEESMERARNT LERBNSRR.

REXEERSHYERER (FDA) N%KLH, 2REMNFERKLEF7,000 B, HALXKRHEN10%.
EHRFENFBECEBE2.512, BEDIES50% AJLE, EMAEI7,000 ZHELFF, XEAET10% 89K
BEMENBTAYMELTR, EXBAZNRETSEMEBREYEL, HASREANRE, BEALD,
IERIXEHEES, BLESNEZRNEELESREXMNEFRE.

EXMFENRBELESD, ARFELAFR, WALAREESHNRE, SENNMREMESLAEET. BRE
I ENFLRHMYRENEISHN, NTRIENAARISRR. GMERWRURATIRIENETHE
WEBAUGEITHIES,

01ZNH/NBARBE BN N R iR BIER 5T

=l: Fgf23-R176QEBERE /NG

FREAEMHREMEROZE (ADHR) SHAAEMBERREF23 (FGF23) F1763179 R EERH
ZERELSER, FEBAERNFGF2IKFIFLEIES, REHOMIZM, MB T, ADHRAIGKREI A, JLE
BERHREZEXZUANTERBE. 8VM&/)N\, BARS L FERRFEZSEZNAERE. 2H. BRRK,

¥Fgf23-R176QEERT/NE (ADHR) 5HERWTNEETHRIEKRED, KIESEEREHWT
FADHR/NR B EFgf23 MRNAEEA S, LT, KRHKRENADHRNS A RBEERE MM SR IEE
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(Fig.1) , XL RIEPADHRTOgER— MBS ERSHEREERTENER, Fof238 MRS
BFE ] SEADHR[1],
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s ot S e 5

ceosfcaceacacdcadasc Control Control
cAaG | . L e P =

2 2 2

0S/BS (%)

B 8

]
i3
8%
> 'E'E

Osteoid thickness (pm)
N

2

23
is
:
3

Fig.1 K& FIREX S HFof23R /N HIMADHREER

ETFLUEHE, BBEE2019FN—TIGKRMARTS, XYADHREE#1T T A2 A NORKERETTHA
MR IRKlE. AEaTHE, EARBIDEN=|SJLENMBEHIEREL, ERBENRE, HE
o MR BN = BEMBERER2)].

02ZEMH/NERE AKFISTT iR ERRE

TPl: G6pc-CKO/ME

BERRR (85 12, 18) HRERefREEER. Hb, BRURKIE (GSD-la) SHAEHES
BAERBSEMC I EER (G6PC) INRERRKRRILS|EN, MERIMNBYLHERNARRA. ERABTER.
SRERIMGE. SEIVE. SRERIVENSARIVES, GSD-laFAEEEEFFMARE (HCC) FEKK
HIATARREARIE (HCA)

19965, BEIREIET GopcRbR/NBREMARGSD-aB B EHRELERE, XENBREULIFETENTER
RSTERE, WIDEEUFE]. 20065, HRARN2ERIIGopcER/NRL FHIBG6PasedIBREX
W& (AAV) Bk, EREI, SRERTHGopcRIRFNRNRFE2EAML, RALAFEFREREITA
[4].

BRGopcRMRENEFRRE, AAMGITHARTEOPRRE, RNAYHAIETR—ERE, B
ELBMREEN T IR REGopcRbR/INEEE (G6pc-flox5Alb-CrexEBL) , LS-Gépc-/-/Ng&, 1FA
MRAFENKERIEEEZNEBELTREE (FINARTE) NBELHYRE (Fig.2) [5,6], RIEH—IR

LEmABREYMRRRHERASE www.modelorg.com 400-728-0660 2/9



\ IR E
\\ SHANGHA.I

MODEL ORGANISMS

MRELFFALS-Gépc-/-/NERR T EASMEAEmMIcroRNA (Exo-miRs) {EAERAREHIBITTREME[7],
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Table. HCA onset in LS-G6pc™™ mice

Number of mice Age (months) Mice with HCA
4 2-4 0/4

2 S5-7 0/2

- 8-10 1/3

7 11-13 1/7

3 14-16 1/3

6 17-20 2*16

Mice were sacrificed at different months of age and HCA onset was
evaluated. Knockout mice start to develop hepatic tumor at 10 months of
age. Wild-type mice do not show nodules up to 20 months of age (data not
shown).

*One mouse developed HCC.

Fig.2 AH4F S Gep iR Ba/NBRU& 4 AT AR B AR VB R e

03F Nm/NE RFIRE R R

2018%F5H, ERAMEHKEGLH T (F—HELKER) , 82121 M, XRHEFENRBWLESE
FHERBSEY, FEEERBRENREEBATREAAR8],

RIREMANNERHRR, BERLT—RINZLRNRER, UTERRIIE:
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Dmp1-KO 258k [ NM-KO-200634
R LR Fgf23-R176Q SEE [ NM-KI-200248
Slc34al-KO 2586 | NM-KO-200642
F8-KO 258 | NM-KO-00012
&EH
F9-KO £ 58k [ NM-KO-18046
BEEERA | & (GSD-la) G6pc-CKO £{FBRER | NM-CK0-200053
TR MMBERRBMERM | Flverl-CKO F1HaE% | NM-CKO-200054
X Gba-CKO £{FERBS | NM-CKO-200051
|gG4 AB X MR Lat-Y136F RRZT | NM-KI-200249
BEEEE MR Plp1-CKO £ AR | NM-CKO-200072
RERLE (BER) Bmp1-CKO M 8Ek% | NM-CKO-200065
B % MR R Cldn16-KO 258k [ NM-KO-200632
BEM S LB R Notch3-R170C SART | NM-KI-200254
MBI ST Nefl-N98S SRT | NM-KI-200251
REM R Tnnt2-K210del AT | NM-KI-200253
WEER A Dbt-KO 2588 | NM-KO-200633
RREGETT Sox10-KO LEBFR [ NM-KO-200645
Alport R & fE/NERARES Col4a5-R471X R | NM-KI-200183
RAMGEETE (RRMRRKRFE) | Smarcadl-KO 258k [ NM-KO-200643
Noonan £ &4 Raf1-D486N S|RT | NM-KI-200252
NEREEERFR Dmpk-KO 258k [ NM-KO-200635
BEENZTEREER Zmpste24-KO 255 | NM-KO-18011
HMAVEFRT RAE Dmd-(c.C2983T) RET | NM-KI-18026
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BRI EE

EHE: BRI EEAR/NRIER

202055, BB TR ERENREZHEZARERRNAY Zokinvyig R BiE, RSFDARLESE, &
MG T XL FEK88%! ELKTEEN, ERHRARERARNAREIES TERE. REENMRKAERR
HY% (progeroid laminopathies) EHZFEEHA (lamin A) /= Zmpste24ERE—FRFIRT5(#
MMEREZNEE, EEARTSERNEREEEEEENEREN.

BREMAEZmpste24BR/NE, KIMZNBHNIRE, BRENEHES, FESFHEE, 2—TER
NEREZIEERR/NEEE (Fig.3) ,
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BRE2: MRHENARE

MAwA—AEE R MINGERISH L MitRm, EXEMHEREERINEHREMERS, RN EELR,
KB AARMEMEELNME, SEREREHREIMItoILE "BAMT" B, RIFEOERFERUSN
EHFVII (F8) BRMMEFINRERESBNMARASFIX (F9) BRMEFRERENMKARB.,

ATHRMABEITHE, AEEVMBERATFBSFORRRIR/NERE!
ESEAELENHBERHERAT
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F'i’fii%*’]LTDmd%l’*E/J\LMEiDmd -(c.C2983T) ,

TR, NAEXNA—, ARERE,
FER/NRETR.

FRZEMEAR, RELSTAAMBBET,

KMZ/NBIMAOEZRE, FESHENALER

KMMALENE (Fig.6-7) ,
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