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YL BA) &Y E M £ 5 2 18 (Autosomal Dominant Polycystic Kidney
Disease :ADPKD) Xz £k & Lo FEMaF Ak & AT O FIa I K % Frif & 3 2 BB
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ADPKD OJFKEE T TH 2D PKDI B LW PKD2 BRIEII, &% ODEILTHEDTH D
polycystin-1 ¥ X T polycystin-2 (XB O RME LM OB EIZHIE L, Rk & 5E L7
polycystin-1 3 /L 7 LA F 2 F v X% T % polycystin-2 (R % =3z L AL &
N T LRERZEFICHERST 522 L T, MU R RMEROHFEG N1TIOI S . ADPKD Tl
polycystin-1 % 72 1% polycystin-2 OBERERE IC L W RMIERORE N TRy, %
DRI ND. RN LT AR E O T IX extracellular signal-regulated
kinase/mitogen-activated protein kinase (ERK/MAPK)# % XX 0" mammalian target of
rapamycin (mTOR)# ¥ % o il fa B FH AR 1 2 15 (b S ¥ % 2 & ¢ ADPKD O 2 a2 sk 12 B
boTWan. 4, ADPKD ORI E L TAY T L vy V2 ZREKERETH D F A
THEPEHFRRIZ R o2, RS 2 < BURF R TIET X To ADPKD & ICHISTE S
BFE TR, 207, =27 U4 T v % (Renin-angiotensin system :RAS)
PH S 3R I 2 B TR 1A 08 V- I BR 23 18 V£ % g5 (Chronic kidney disease : CKD) 4% (Z
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DFEfAHE K - BHEREFREMHI N RICE LTI —ED ARG LI TRV,
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ZHZBZDERLZ LI LT B2 TIE mTOR BB OIEMALIERA 2 o0 k87 2/ B
(Branched-chain amino acid :BCAA)IZ7EH L, BCAA 28 mTOR R K DOIEMACIEAIC LY
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1. ADPKD €7 /v~ U AT 2587 I 7 Wk 5 FE 5K
Polyinosinic-polycytidylic acid(pI-pC)Z & 2 HAIFHEEA Pkdl =T 4> a N/ v I 7T
U R~ U RAToH D Pkdifex/fox: Mx1-Cre ~ U A%z L. A% 14 HEH» Lk 6 HIH
pl-pC #4535 = & T, Pkdl #X%ES%7. BCAA 5L T T EHE(a—1r 2% —F)
EEREIKICHEM L C4BEmN G 22 E TR E L, ~ U ARBA B X OGRS 7 v



WCH 2 DB Lc. 778 REGHE L ik LT BCAA #5HIIE B L OHFOERE
FRARE 35 K OV AR AR A L DR HENFTRD Bz, Ki-67 Yeth iz LW BCAA BKEREICBWTHE
BIOHOZER EEMEOEEREZRO . Gkl xZ o7y T ¢
YLD BCAA BEHRBEII T 7R L B L C mTOR K721 Tixe <,
ERK/MAPK #% ¥ D&Mk &2~ L 7=,

2. ¥ A Pkdl RERIFME LM T2 0 A 2 iR

~ 7 Ak Pkdl 7 E R (Pkd17)RAIE LR ARG IZxH LT BCAA O H T & 5@ A HE
MEFOE A 2RI AT 2 MAaHE O ZALCHAH > 7 v o 2L & fiffr LT-.
aA Y OIRIMNCE Y PkdI JRE LR O BEEITMRE S, 24 212 X5 mTOR
¥ L O ERK/MAPK &8 OIEMHEL N R SN, — 0, ®EEEE L CHE L Pkd1* R
B BRI R A & IR X 2SRRI HivZe 22 o /2. mTOR PHFEIET
& % rapamycin, ERK/MAPK [LEHK T 5 PD9I8059 1 L N U0126 1T AEHI#E I & L E 9
HZET, 0 AL VFHEINT Pkd1 JRAME b BRI O HE 5 2 i) L 7=,
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[ 5k L5 R) 4 — 3 L REEIC Pkd1flox/flox: Mx]1-Cre~ 7 A% LT, 4% 14 HAM DS
HiE 6 A pl-pC 2 &5 LT, Pkdl Z RARSE. ~ U RAAEOEAEEOLEFEIZLY &
FEHAR, TEEARK, KEABBOIFICH VAT LT, 4D 22 IE CHE
L, ¥URARBAZ PLICHT Lo @ ERERIIMO 2 BBl T, BRI DE
Fe T R 5 X OV AR AR AE L DR ER RO SN, — F CIREAERE T mE AR &
bog U CHE R g RNl 2 R B K OSHRAR A L o Il LR D vz o 7.
EBERAEHCTIXE RO RAS IfEE KM T 5 L ENDIRF TV IoFT v ) =7 o8k
MERMA L L CHETHY, REAEN TS EE AR i L @O &
VANREE TH 72, MET7 VT I EITE B TEEZRD o 1.

[Z%2] %4 —# TlZ BCAA 7" mTOR #7717 Tix7e < ERK/MAPK #& & iEMEL S H 5
Z &, ADPKD O bR %2 7 L CEREREEICE ST 5 Z &2 in vivo, in
vitro O] F RN 6REBINTZ. £7-, ADPKD HREICE TS mTOR KB IO
ERK/MAPK & o B\ MO HMER SN, BCAA [TV 7 U A & LTHM SN S LS
b, FEREEFEZORKT V7 I v IEWRESC IR ENT EEHEOREBREBUEOTZDOIR
L L THOWOND., AFEOREE L v, ADPKD B 28T %5 BCAA 1 OELER 72
HEMENRBEI N0, ADPKD B2EHIZxt3 25 BCAA DL FITA Y v hET AU v b &
BRELIELETITOMNERD DL EEZ LN, F _ECIHEEZREAEAMNDS ADPKD 128
WCE I KON O $ER T AL, MR L 2R T 2 LR R S, B AE O SY
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WX DHMERIEELE VI EFOMS L E 2 515, ADPKD B # Tlix CKD o BE />
i E 72 AEEUTEE T 2 RICHEE T AT ThDL B 26T, ADPKD # &0 £< A
HOTET VAFIRERELTWHWDRTHY, KIFEEHEESHESHZ LT, ADPKD (2
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