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RTHERHATELHIC%2E (K1A, B). ZOFBIT 6 KEH
BHCIEHAELCLE ) 720, B 2720 0%

W) LIk A.
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Leftyl JEfAAE FI2B WV CIE, MBI IEZE D Nodal 234
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THRER & HFRTRBEIN L2, WIHHEREICBIT S
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THIEFPELPIZEINT, Pin2 OFEBHIEL, 5
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EAERICBCTAREN 2 ZEHEZH> Twab. ZR T,
J = NGO MR IR LE TR Nodal & FIL S & 51
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TRAEAMNFICHEHL, =7 M) TIEMPZTTRBLT
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&35 E, HIRAPIEIEICIE Nodal SEBAHBL L Z2wvid
TTH 5D, FRIE, Nodal FEEFHMB PRI ICH N
Nodal BEHEILH L TWE I L2 FHTL2LDTH - 7.
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512, Gdfl "ROMRKFIRIE Gdfl # BB IETH, &
BHANI L AF 2 —8NhBends, /— FNTGdfl # BB
o8t MMM P IEZEC Nodal SERASFE SN2, 2
NODOFERM,S, / — FHED Nodal H3EEL LI H K 52
W2V 7 FNVEANSIZIE, GDFl EAT a4 <v—%IEmk
THLERDDLE V) ZEHFEINS.

9. EfIH, ThEHHMUD I EAMBAREDHE

CZTHEMBBRMAEL S, &9 LT Nodal (ZHIH P
DM IZFTHRETBEDEAIH? Nodal 73/ — K
THERHATLDOL 51X, EMZTTRELAMNIDZFDY 7
FUIMEEEIN TV THLRWIEITTHAS. TOEZD—D
X, Y A Cerl-2 LY T 57 4 v ¥ 2 Charon DIFNT
PO LN o725, WKFIZ, Cerberus/DAN 7 7 3
V=BT A5WHTTHY, Nodal LHEFT ST &I
X oTZDENEEET S, Cerl-2 3K EH D <
AWM — KT Nodal £ > CTHRHET LD, GHOFEH
DEME Y &) EAIERBRMEZ R L TW5. Cerl-
2ER<I AL, N —varvEldhoTEAD
BHEFHNL 2 EHHE SNz, KEHORO MR
BT IE Nodal HIFEB L 72H, D) b OFEIIE AR
T Nodal ZFIFEBEPRDOOLNTzOTH L. B IEH
W CTld Nodal & Cerl-2 DT 5 IS S, HlD
Nodal DiEEPHH S NTE Y, 0T & AEMERF IR
B2 T Nodal DM T H7-DICREELEZOLNSL. ¥
7574 v Y 2 TOMRNTTD Nodal DI ETH S =
EARENTWVE, /= FOMAMETH S 7 v 3=z
&, Southpaw (¥ 7 5 7 4 v ¥ 2 ® Nodal D — D) &
Charon 25BEH: L CEARBRIZFEB T 5™, Southpaw 1%
7 N =R THBL L 712 A MM IR 3E C A2 A FE R RIS

825

SB35 A%, Charon (&7 v 78— Ja#HIE D Southpaw % Il
T52ET, AMAREIREE T Southpaw 35T % D
EHNTWBZERHLNI R o7 ¥TF T4 v all
BT Southpaw & Charon I \ZELRHTH Y, Blo
K12 Nodal {EEDIEM ML BLE L T2 09 Ltk
Wy,

EHIZ, T ADMEN DS / — FAM O Nodal #0ifil] 72
FTIE, IELWALWHPCEIZIEIA T TH S I EATRE
n7z. ZZIZ, Ak L7z Nodal DRV F 4 TN —T & 2 A
TATN—=THPRELHEGLTVEZEDBHLNIIHR -T2
DTHDH". Kk, ELAOMBHIEEEZ Nodal H3FBT 5
DRiEEMi<cd vy, LMo P IRSEE D Nodal 5B L
) %. X7 AOLMBB RS Nodal FEBLR T 5 — %
JRFTIZEAT 5 &, ZDREPTH S WAED Nodal DFEHBL
MRIT 4 TN =Tk o THMEBIHRET 5. B
LA, FO XD HALELE L 22 IR A B B 3E o
Nodal DB L 2 WHER A I 7z, Zokllon
filix, M@ Nodal IZ& > THEIND Lefty ICE > Td
S5ERTWwWh, ZDZ &L, %I Nodal #58BL L7207
MM OB 2 IH T 5 L 2RTHDOTHY, FHE,
EFEOL BRI P IESE T Nodal ¥ 7 F V2814 5 &4
TR IREE T D Nodal ZFEBBHMB L7, 7 XTI,
J — RIS D /A7 xR 7 Nodal % 52 V) CTAM TH I
Nodal FEBAEEEN L1280, Lefty %ML THM D Nodal
FEHEMPIHEINLZ LR 5.

<A BUT LGOI UE & G RS 5 7201,
)= ROV XRNVIZBIF S Nodal & Lefty 58la ¥ I 2L —
M AMOHTRAN Y TONAEY, ZOYIalb—Yay
TOIRESR IOV THGET R T o728 24, MRS
O Nodal ¥ 7 FVOATINGL %5 L, KA DOMARPIE
T Nodal DB B4 — A D38 5 & DA 70 4% B A%
Sz, EIETIE, Nodal ¥ 7 FVHRES L TwL &, w
M Nodal FEBAHR L CTHMMBESA L2139 TH 5.
CDOREREWEALT B 728, FoxHI % HIMPIESE T E X
BBy A2 ICBISE T 5 &, WA fAHIE AN B
L7z:DTHAH. ZOar7T4atVv/ vy 7o T,
FoxHI DRENAT 720D X5 RRBBABHILL
720bDEEZONS, BIREWZ &IZ, b FTEEGHED
ELAHICREND DL HDBHEICCFCT (& T @ CRYP-
TIC) DOZERAERPMM S N7z28, BE Sz A O
Mz D A BAF DIER A B - 722, FERMFE O 4 — 2 Tl
CFCI NTOHEEEGTHo72H, ToOBEFBEIC
NODAL ¥ 7 F Vi 5 Z L 12X 5T, NODAL /%
FATRIHLE-OND Lk n,

10, /—KFICHBTB/—Fi

ZZF T, /— NHEBOBETREREOMED RERZEIH
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‘ ir &

K3 <=7 AROMEE / — it

(Efez #e0%® H9w

C
J— K57
’ Ca++
O o
R L

(A) /7 — FEBOEAEFHEBEG. WROMAD ) —F. (B) KT

5 EME (RE) PROLNL.

(©) EFIVK. 7 — FIEMRE o TE

MO NVP A SR, Eicmashs. D) /- Featth. Ml

NEERSTHB7) AV I ) 7Y A 2L TnA5.

2002, OKki et al. 2007 %> 5 %)

PR IZ BT D HEFE 2 Nodal FEBA LR s, KA
I BIERIERICE S Z L 2FHP L TR, TR T,
J — T IO &) B OLA IR Z Enli$ 4
RYPEFEDEIIBRIDTHAHIN? WMENFNZDL)
BEADERIZESCHEELTWADTRRAVWIEDT A
FATIE, HPHIEBENRTWS, B MNTIE, AVEHT
F—IEMERE & N B B, S SCIRIRAE, R SER
FEME LA SN TV A, 1976 21213, BT o
TEEIPEDTHE L 22 B O BB E A V& 7 —EEREA
BE XN, ZOREHEOERIIMEIABICRE 2 EI2H
HEWMBEEINLY. v A TIE, 1959 4E12 50% DFERT
WL 254 U 2 AR~y X v B Sh, vy
7 —ERERE & O D 5 ST O BB TERE AR
LA, MEICRFIIRL SN G720 1994 4F121,
MIRE I O~ B0 ) — FIEHIE & FEBRIAEIET 5
#=E (primary cilia 3 L < {Z monocilia & FFIENL 5. 3A,
B) EEME AL TWAI LG SN, EAHBKED
BEDSFH SN TWDEY, 1998 4, B REBRP YT X
D) —FTRMENZ J—=FIHBEIPEE I NV
Kif3p R~ 2O 25, IEHE TIE 2 OMEIREF
B icHEE LT, ERmEokit (/—Fii) 24AHLT
WBZEDNRESNTOTHEY,

K& 0/ — Fiidsiize 2 B 7207 T AR O
EROFEELEoTWAEI IR, ANLWICAMED ) —
P2/ 32 & TR SN2, < ZRIE 0K
B cHEROEELZ L TBY, kolkize 7 — FHE

(Hamada et al.

FEOFRIAE L TWD, ZoRREFHLT, bz
—HICHT I ENTELF ¥ U= IZREHITF, TOR
WCEZ B S LAt e /) — RAEIZE S Eh 5.
MR L CHmME IS AR L7228 25, Pin2 FEHOK
AR DS RS % Z LAVHIBI L7z, 72, ThETIC
J — FOBEORFEHS & T, FAMIERIZRE 2 kT4
B ANRSHMEESN TS, WEko v <7 2D FEH
BETAFEESNH, /= FTRIT 2454 =0 0—fF
(Led) 23— F3 58T THHI EAHMPLET. iv/iv
B ) — FBERABICR-TBY, /= FRIERST
2\ 728 Nodal FBOLEALMEDNT v ¥ 22 5Y. WEN
% (intraflagellar transport: IFT) 2B % BIZ T D% R
LEAMBRORFICORD L. Flz I, BB Kif3 %
polaris, wimple 72 £ D TFT B#BE{ZF OEE <7 AT,
J— FOMBEEEINE V., S5, #TEIE Shh D ¥
TFMRECHLETH Y, IFT OER <7 2 dHfiics
3% Shh ¥ 7 FNVERETHZ LIRS, IFTER T,
MEFZORRIZE > T, EAMERICETEEZKTOTH
5.

<y ARTIRAEINT ) — Fid, EAMEROL] X 4
ELTHZ B TEEOBMETH 2002 HERT 57290,
FHEY) T Lrd OFBIBILSTHR S NZY. =7 V)R T
BEAYE R, 770 AV AT IV TIRREOTETOB
g, ¥75714 vy aED forerunner ML (7 v 28—y
DOHIERAR) ICBRFB L-BEASBIE SNz, S5, Thb
DFINNIHE DR S N, EHMIERICB T 5~ 7 Ak
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J— FoMEMEMTHLEEZONDL., ThETI, <
TARD ) — FHRICHB T HLEMME DKL, €77
T4 vva, AFH, IHE, TITVAIIVATIVTHE
BENTBY, IO OB TKIREZE HES 2 EBREZAT
J &, EAICEEIELLZ L IR IN.

11. /—RKROERER

CDEHIT, L OFMBY TR E OKREH T S h
7205, FOKBHED LI L CTEAMERET X T
POWSPICRYOOH L. ToO ¥y MIZREUERED
e oBohs., @EIZ/ — FOMBIZES DT
3% L OFFHOMILCED S, BROEEE bIE
L7BEEA LTS, BIREWZ LI, AR LB
DIFFNIHE L TWBZ EDBH Y, inv R polaris KE<
AT AL & & D IS U BT RET L. b
FTIE, ORISR O H &R FO—>
ELTPKD2 7 u—=v 7 &N7. PKD2 %, H VY
T AT v AV E LTHRET % polycystin-2 (PC2) %I — K
L, SOPC2IFMBEBIZRHAEL TS, FiHo LEMEs
Beff§ 2 LELIBEITR S N DAY, ZoRMnc
KO % 5 2 % & PC2HRAFIIC Ca¥" AT H T &
DVHEEINT?, ZDXIBAA /=L LTOME
DFEREDS, ¥ T ARD / — FIZH RS-0 TH 57,
J— RNz, EHMEEZETEIMEL Led REL V720D
BEEED T D 2 FESAET 5 2 LBl S s,
Bz, EEIEZE R DI — O &R OBIAETE
LCBY, /— FiidhIuicfiEl 3 2EE B L > TR
BENTWABE I LIRS, TRHOHBEIZIZRIEY PC2
PHIELTHBY, J— FHEBICBT 2N AL 7 L
M LZE A, EMOGORIH VY T ADFADTE
BENT, Pd2 BR<I AL, ZOEIRANVY T A
DWABBIE ST, FBPIELED Nodal FEBIAHE KT
5%, Z0XHIZLT, /— FORENE OKIIGERM %
RNTHETE 2 WEIHMT 5 2 & T, AMoMBHNICA
WIIAYTFNVERASEDLEV)ETFAPRBIN
7.

251, /— FIROTEHEF 2 33 2 BT RA 7%
Ehiz, MRETLENLEREKI 20y Ok T (nodal
vesicular parcel: NVP) 7%, / — W5 & #ifld o THI | 5 5
MO THRT, /= Fifilcfeo T/ — FARANLEHR SN
TW/zDTH 5™, NVP DL FGF ¥ 77 F WITHRAE L
TED, ES5IINVPIZShh & LF /4 VBEERLTW
HIENRMEN. /= FOEMTRLNE IV 7L
DA, /7 — Nl L 2MEOWHM fIT L ) LD
b, ShhRLF /A VB 7 FNVHERIFETHIHDTH o7z
(¥ 30).
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12. ZT7 MURICH T DERRE

AR OB ORI OWTIE, FEICBT 5EN
WRDOENE., =7 PIEOANYE CHEHICIE, kA&
EPHPEAFENRICHHLTBY, BETHIATY— 2]
BLTWABIEFNMSNTWAS, =7 XTI, EANHRIC
BT LEMET L, =7 PV ICBWTRAEAIEFRICHN
LIENLNDTHL. FlZIE, ~NvEUEHOLAHTIE
T I FE e FDOZEENBELAIERN IS B, Lo
TOFEYYTFNIEBMPL DREBEFEL, DR
B BMP ¥ 7 F VIO Shh O3B 2 WHIT 5 L & b
Fgf8 D3 FE T 57, —H DLW T Shh & Nodal
PREAT LY. ZoNVEVEROELA IR BIZT 5%
BlLZ, S MBI R 35 C Nodal 235319 %728
B B,

% OFET /7 — FHFEREEW 2R & OKREHIBLE S
TWVAY, =7 M)BIZBWTIERERTH L. LNED
KIEALEAMIE DT X 42D L) DI, HElZ 7
R ZEHTI RV Lhiew, EE, ZokHk
AR T IR O LA FRFRE 2 I3 2 A X, 3200
HFTEDLDITHREENRT 7V 7Y A FTIVORFHT
WMiEEINz, 77UAYATIVR=T MY ROEAMEC
WL RTTHEANZ 2 ) —= v 7 Eh, H /K -ATPase
DREDS AR E KT T 2 el S he,
TIUAYATINTIE, 4HEHOR:SE CICTH /K -
ATPase o mRNA 2SELIEMBRICRET S LH12%D,
TR O EBRCTld mRNA 25K T 5., =7 FJIZBWw
Tlx, 2D X5 7% H /K -ATPase B DA IERFrtkiz A
SNV, BEEMICAELGIERETH D Z LA RS
7z. H'/K'-ATPase [3Mild N o H 2 Mg/ icHEH L K %
Wy ANz ZeT, MEBEEMLZKTEES. £2T, =
7 M) IR THIBEREEM 2R L2 2 A, AV E VRO
AEANE H /K -ATPase IR L CHAM L TW72DTh
b, X512, TOH /K -ATPase 25, Mlfasta v L&
BEOEGIENHIEZEAB L TWA Z EPHE IR,
=7 M RTIRAEMOMIEI AV > AREILM LD b
<, ZTOZLADIL & Notch DFEAZERME R DIL,
BBH X 72 Notch ¥ 7 F VA ¥ ¥ VEHiAM O DI %
HWEL 032 eHREN. w7 AREE, =7 MUK
WZBWTHA V¥ UHEiR D Nodal 388113 Notch > 7"
WIHRIELTH Y, MIKAL SV 2w 2 o IR Rk A
Nodal 8O IELFEIIDRN B E Iz,

13. & b W

FEAFRRICHEH T 2 BIEFARR SN TR L, LA
DOHFIIRECHERELTE. 20X BT b
TANCRMT AR, LA REOLER< Y AW R L
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POFOERBRZB LI ko TEL. 7 ADMEH»
5, /—=FiE v )Bud IohwAEGHRAIER ST
72 & 91T, AT FRD & st Fr & A A 3 AR A 2 1 R
BRE v, FHEEIWICBWTIE, MR IEE D Nodal-
Pitx2 O A — FIZRIEE N TV DA, EAMER O
WizowCTidfloEwd Rziroh s, 2ok oMhE

i,

HEEDOBREEZRML 72D DTHAI . Thed, §

RCEUHFELHEET 5 L) BREIFIET D725 9 ».
EOLRLMMABLENLEZATHA.

REiE, FHEBW OFAMIER OIS OWT, LR
PRELBIZ RV TEOLDTHAL. L OENH
R DOFTFORBIZEG LTELD, TXTOMLEM
ATETCVBLRTIIARWI L 2 TEREN 2.
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