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(The role of L-type amino acid transporter 1 and (pro) renin receptor
in cyst formation of autosomal dominant polycystic kidney disease)

T R EVESL R EFENN B (Autosomal dominant polycystic kidney disease; ADPKD)iZ
PKD1 F7-id PKD2 ZJF KB s L3 Db HED LV BURIEE R A THS. Mlm &I,
AT DI ID, WEEIZERL, 70 ME TSR ERA KPR 2ICED. BIE,
ADPKD (2B W THER THOWBNAIRRIKIE, /Y T L V2 BRSO ML AT 5 D I
THY, B2 REOMRILHHIEEAN DB FE D KO BTN,

<H—E> () L= RN ADPKD OZERUIZARIC -2 D502

(%55 & H A ]ADPKD OZEfa B FFICEE /2 Wnt/B 7 =R 8I235 B LIz, Wnt/p 7=
RO Wnt Z AR 1 RS BEEA THHT )L =% KK (PRR) L7 abh R 7 Thod
V-ATPase JVTERSID. Makita O THIZEIZLD, N7 rav AT 128D V-ATPase DR E X
Wnt/B 77 = RO 2 LR FEMR O TE 2| ST 2 2 ERALNI/R20, WntlB 7=
RO IE ADPKD D= 7210 12705 AT REME S RE S 7. V-ATPase FHE 3134 B MEA R
RIS HIZB W CRIEE 725728, PRRIZF H L, PRR EFERRIE RO BIEIZ DV CRRGEEL7Z.

[ 7G4 X0 B 08 s 1252535 Ksp-Cre Z VT Pkdl & O PRR DA R A>T
% Atpbap2 DX TNV )y 7T M AEVERIL, 1% 11 H BICBRBBIOMIT 21T 7. £, 1T
EOWRHZ polyinosinic-polycytidylic acid (pl-pC)& #5352 THMWE MR 2R ETD
Mx1-Cre Z T Pkdl 2 (N Atp6ap2 DX 7 )V /o7 7 kv~ AzAERLL, FERROTE Rl B A3 8
FHIRIHE (pl-pC 244 8 HD 6 ARG &, SERO TR LA i )< s\ ADPKD
IZEVIEWET LV ThOB I R CHE (pl-pC 241 15 H HH 6 HIR#&G) I2000 T, 7%
FAGL, FHEIVER 19 B EE% 22 OB K OTFOEHRM A L.

[ #5 51Ksp-Cre 12XD Atpbap2 D A& R ISH -~ ATIL, BIEDORMEEESCKEIEL 2L
72. Pkdl /w7 T M D TR R OFLEE 1%, Atpbap2 K AEDH LS~ CTH BERZEIT D -7,
Mx1-Cre |2 L 2HAIFHER )/ T I~ AT, BHIR KD Atpbap2 KRB, A% 20 H A
%CIT L. JETRIOAER 19 HITHEHIL7ZAE R, Atpbap2 O RKDA EIZ L > CHE i
DRI B TRBD 72 o7, BRI R ICHENX, Atpbap2 KICHEIZ B W TR MM A7 Al fE7:
EARAZFROT=73, Atpbap2 B AT DO FERLE ~ 7 AT B W TR EILOE D14 TldZen o7z,
[*5%2]Atp6ap2 23 17 DIRRIZ VB2 E H THY, Ksp-Cre % VT Atpbap2 % /v 7~
LHEBDRE R BE KIFLI-29, [FE7 /0TI~ Atpbap2 D 24452



LITREECHDHEE Z O, FHIFE )7 T I~ AT, IR RREED Atpbap2 /v 7T
MIAETH-T-. B R IHET Atpbap2 K DA EMITFEFISIIZAY, Atpbap2 BF AT FE
B~ AZBWTE RO KL +4rCldiel, BIREET VL vURELU TN TET, 2ia
HE RSP A RT3 5T L E LI t) Cldian o7z,

(R DA EICO Atpap2 O/ v T U NI DR BRI A E THS. Tl
Atp6ap2 LD B AFRGET 57291213 Pkl 351 5 Atpbap2 /o7 477 O3 AINC L2 il
Y, BIpLFIEERODIENLETHD.

<> LTI VAR —2—1 5 ADPKD OZaf ki b x D55

[ REHMIL BT N7 AR —4—1 (L-type amino acid transporter 1: LAT1) (&, SLC7A5
DEIEFEMTHY, FITHET I/ BROERECHED DI E B E A T4 e MEMRRICR L
TWABIENHDILTND. SHIZ, FEAIZIZI T LATL BEEZEIE mTOR £ O L0 HiiE
B R AEH DT ENEECRE S TRY, FlPUESSEE LTS T s, ADPKD D%k F
BT E LATL 33 BLL CODZENHRE S TODD, RIS EIT D LATL O EITH S
DTIEZR. FTo, LATLRAFEFKD ADPKD IZHB T AN RIIAH THS. 22T, LATLOEERITERL
(BT LB L, LATL BREFEDOAF ROV TIREELT-.

[ 771 ]Ksp-Cre % FV T Pkdl K (X Slc7a5 DX 7V )7 7o b~ A%VERIL A% 11 H H OB
DERBINZOWTIRHT LT, 61T, #i U2 BB R 2 O T ik g A 2TV O R > 7
A=V AEFHMLT=. F7e, MR, Ve AZ Ty T 4 T ET, Ml 7 VR
DEALIZ DWW THRAEL 7. F72, pl-pC 244 5 H BXY 6 HE#5-L7-, Mx1-Cre |2X5 Pkdl /
VI TR A LATL BESE CEAI X) 2B & 5L, A% 35 H H CaMli - o8& 5-8EL
4:1% 56 H B TR 2 BRI GHE 0T C, B R OIFRBEAF AR L.

[#& 5 JADPKD &7 /L~ AIZ$1F 5 Slc7ab K AHEET, Slc7ab B4R bhls U TR HY KL,
TR AL e 2 R UIEYE L 975 General control non-derepressible-2/activating transcription factor
4 (GCN2/ATF4) fREENEMHEALL Tz, F72, [RIRFIC MAPK/ERK RS TLHEL TU =, SR
LATL FREHKOB 5 LB CIE, B GEICBOTARICE EROEEAMHISI, mTOR &
HE IS T3, GCN2/ATFA #235<° MAPK/ERK #REEDIETEALITFRO 7272, B
HRETIZ, placebo BEE L TR K OFEIADIE I A B 2T EL 80T,

[E42]Pkdl X ¥ SIc7ab DX 7V /7T T h~D ZADFRHTIZ LY, GCN2/ATFA #% % & MAPK/ERK
REEDTEALSI, 7B BICX T D AN ARE I LV FENR D K T 27272 A = X L0
HINIIRoTo. F, LATL BEIEOE I 51250, mTOR R O#N 2/ L CE FER O
MRENTZT280, T B IBAN A FHE LR OELE T LATL 25952413, ADPKD O
T TR TR HRE G L 702 FIREVE DS RIB ST, A%, LAT1 FEROEY) & 5 B0 5 550K
FRLETHD.

(&5 JARAFFEIZ C, WFLEO 7 /BRI AE S & L CE 2272 mTOR %1 & Y GCN2/ATF4 #2#57)3,
MAPK/ERK %8 &8 B USRI DT RIS B T3 ZEMRABNI ot Fiz, TIV/BRORZ
AR AD ADPKD DFENAIE A AARET HI LA RSIL T2, 18R /EEHIBRIZ ADPKD (2
B ERAREMES B ST



