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TRPP subfamily and kidney diseases
ZHAO Jie, YANG Wei, LUO Jian-hong ( Institute of Neuroscience, College of Medicine, Zhejiang
University , Hangzhou 310058 , China)

[ Abstract] TRPP subfamily is an important member of transient receptor potential family. It has six
transmembrane ( TM ) domains, a large extracellular loop between the first and second TM and 24
ankyrin repeats in the N terminal. TRPP subfamily includes TRPP2 , TRPP3,TRPP5 etc. There are several
differences in their structure, activation mode and function. TRPP subfamily is involved in many
physiological mechanisms and its abnormal structure can lead to the formation of polycystic kidney. This
subfamily is also closely related to gustation. In this review, we summarize recent research findings of

TRPP subfamily and its association with polycystic kidney diseases.
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( By PKD1), PKDIL1 ( Bff PKDI-Like 1),
PKD112,PKDI1L3, % PKDRE], XE&EHQ S5 S
—REAFESAR, I +—KEEES, X C
WRFET HLIF TRP EH K 6 KEBEEK
g,

TRPP U XA F I ¥ & E W26k
TRPP1 A TE BUlE , i &5 TRPP2 £ &
A8 %558 F, TRPP2 55 TRPP1 %275 o]
USBRALZBERRF, EREARE,
TRPP3 5 PKD1L3 L8] DT p MR UK 1 %
1A1¢) TRPP3 7640 I A0 B 40 L R 5 o 02
EHEEIER, TRPP3 &5 /1N B A9 5 A 70 08 3
YA E" , i TRPPS EBHARER L, 5
5%#R7Y, TRPP1 # TRPP2 ZE(KPYS 2
Fik, Wi H bR A A & AR FERX,
F—RBEF-NZEEFREN EF FHE
B RERESEFHTREA LS BEFATH
FEARMERE, A4, ZLEEEAE -1
HMERX, BAEES TRPPI 4K
g,

WA % %®'F (adult polycystic kidney
disease , APKD or PKD) & — &5 I, ) 88 3t P 8t
895, AUETE A HAT RS KB I h 4%
iE, ALK ERE—KEH, T4 R85 R
Bk 1% % 1% 1 £ B 5% (ADPKD) f & 6
PREarEiR 41 % % 5 7% (ARPKD) , ADPKD %
KRG RR, RIREH 17400 ~ 1/ 1000, 51E
AR E, PR R ERA R TR,
AR B E RS , B2 5 BT A I
fiR3E | 45 W 58 F0 N 3 Bk 5F AR AR
ARPKD Z L FEILMJLEHER, RWHE 1/6
000 ~1/40 000, A5 FE R TR H o Bk, A L%
B R—ME AR EREALBRNOER, i
R BEEDTFEYE BEBBEARANRE, &
AZEBELFILFIFNEST FEAHRE TEER
HRHER"

1 ADPKD

BET A 1k, KEZAIAE ADPKD MR HE A
iFh. PKD1 #1 PKD2, PKDI EE M RE R
85% ML RS RHER, BT HE K PKD2 &
AFT N, PKDI EMLF ALk 16p13.3, %

BEKEN 47 kb, BFH 46 ML EF,¥%FEM
mRNA #714.1 kb, PKD2 i F ALK LA E
4q21-22, BHKE R 70 kb, EFH 15 MIEF,
M mRNA 2924 5.1 kb, BT 914551
BATY N EZ®EH-1 (polycystin-1, PC -1)
FLEEH-2 (polycystin2,PC 2),

XTF ADPKD - FRIFHLH HWEH 2
EZNEEBUT 2 HEHE - O KITHE
B R AR R A R b, B R AR
MIRREEFAA BN, ADPKD B % BARE
WAERART, BREREGERK. XEER
—Xf PKD B EH P H - MRELH,HXA
RUSIEREM, RA &5 7ESM R 5 ( Hn /&
R HERMEAT,.ZERTEEHAGEA S
8 PKD, W ZRITHFE R LW EI AL
WL, ARaMREH R EARE T
ZREGRENHBIMBAL, QHFEBIRE
B AN R LA SR AT B
BHFHABESE-EFANREINEN,
HIEER, AMIEBFENRELXIFBRM K
%, AERESHYIRE, BEMRE, 7T LURZE
RERIR M, PKD RN RE I/, A ELKLIEH
HEZFHRME, CEERILESERAE
NE TSR TR T ESESNRE, &
T B0 M 9T L

HYRIL I R, HRE B AEVLH AT
SREBEFMELE, TERIE Pkdl ZEHE /P
B, AT LAt B2 )L F A 26 ADPKD #5595 4%
fiE. i FE ik Pkd2 W LAELTE B-Raf il ERK, 3
AR E AT R E, FES/NRE6 A
WA REEEM  TEREK30% ~100% i)
A PKD2 & B E R K, 40/ Bp AR
st FEREILFHEEAN C KR
i A2 PKD2 cDNA % F, 2 H 3 PKD #
MR ERLHE

PKDl /S EBE RIS REO-1 (XK
2 PC1 B3 polycystin-1) , B & —MEE AW
EH,3L4303 MEERR, HA 3074 MEER
J&FHISMI N K 35,1 032 MEERATF 11 K
BEX, ZEA C KW FHREM, & 197 4
HEM, Hh—BRGK IR IE- B IEX ., 25
HRARAR, A C KB iEXEES
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EZHEA-2 HEIERAMIRAL, IS A
MEXBBLSEHEAREHEAEMA"Y ., &
C A B ATEENLAE, i 54252 BB A ¥
B A BERAML. MESEEE-1 M N SmEMRS,H
PEE 16 NMUEREOREHNER, KA
PKD X 3#( PKD domain) ; EX S HFHINE SR
HRHEEFY, -1 ESERERNKREE
EEAREX, B4, F—B 1000 M ERBK
WABSBEEOARER. SMEIXE5E
MW RRERRERN, ERA MK
HEEANDIE, S8E0-1 WEBEXRH
BFEEREH Hh-BRE53REH2 WA
FREE. SBEQ-1 0257 &84
KR, FHER e emEasit. TREQ
-THESMUIR B —4 C EABBKZHREHK
X, XM, SR —1 150 kD
C &K ¥ H B F—~ 400kDa £ N 3% H B,
PKD1 B /I B B BF Aok 0 o it 2 P 2 B L I
B VEREY, XM NREEM AT, EHE,
RERIAT WM EZREL-1 WRE/DREE
BEEE 28 X, XBEREHSRANLEE
B-1, A& — M EERIE AR EXHE
SYE“ BT A ABTY)T B9 R

Lal Z AMIBFFE %M, PC1 B9 C K5GFT LA
FEHYI BB AME R, X BT A fE
W Wnt A XA55 8, #ilifAE T EBMNER.
SriEH sFRPA RHIH Wt {55 ERAES
EAFH—,BERREEENH Wnt 55
EHM—LES, XTEBET AT A5 WE
£ sFRP4 3R L FH6¢ PKD H1 i) B E A H I
. SEEH-1 A CKRBEARENS B
EREALES, PClL CRBMHT B ENE
A, ATEE T A E FRBEEER, &
SRR W T B R ERM T HRE
BOZEMBEFRMA™, PCLEKS E-4H
BEEH,o.B. Yy EXREBEARBRESY, 45
BFikERMEH,PCl1 fl E-BEERAHOE
R R P 5 55 B MR B [ B, R X B
EHF B EE#E ™, 7£ ADPKD #,PCI/E
FEEHEEAOEAEREHR T, —B 0 E-45HE
BEAWERT N-EREEE™,

PKD2 MBI Y W EBEO2(XKHN

PC2 5 # polycystin-2) , & 968 MEER, KD
Ak 110kD, ZEEA-2 LRKELESEA,
BE—PHHRREMFFIN N K55,6 KB
X FI—ANE R C K%, BRI N K C K
#HUEFHRA, EFF 15 PCl REKHXSE,
HHCEKEOE—NEF FHR(ATEES
BF) HBERANRMNEEF. X
LRSSl T4 A P50 E M & T, A5 il R
X R L K5 PC1,TRPC1 ,KIF3A $&EH
AR . XTEBREH2 HTAME
f—EEA B R#HE, Luo AL RZE KN
BBREZHTHRIELLEEA2 A THRA
FERLE 2 ER B, £BEH2HCK
WMFEER RES, M2 REQ2 BMRE
HEBWEENRMNE, 2REQ2 426
ERE RAE, POERE LR EEK
o, B S R 2 A 2 B BERR AL R 2
ERSEAHEAEAMEET, TEEQ2
5 PIGEA-14 WA EAEAIBE IR T E MMM A
B/REENEZES, SZRES-1 WHEEIERN
R {8 & 1 B H% 3

PCl 5 PQ B EREARSERERS
WESHHETTIHRAE. TRERN, ZEE
H2 MR RN S S REH-1 KR E
BIEX LSS, AT LA AR E BT B
BT,

2 ARPKD

1994 4E | Zerris '™ % ARPKD {BUR &
A PKHDI ( Polycystic kidney and hepatic disease
D EMTF 6 Sk, 2002 FEHARB/NA
[FIA 0 7 B 2 e T PKHDI 3[R, A
114 FIEsE, PKDHL fif F 6p21. 1-p12, KEH
470 kb, 20 0% 86 AR T, R A mRNA
B AAREIBTETM 8.5 ~ 13 kb A%, &KH
FRFEEAE R 67 MAPE FHR, mEHEH
R M Polyductin 5f % ﬁbrocystinm] ,H 4047 4~
EEMBREAR(EPRF R 4059 MEE
M), s TIC K, XX & 80 ~ 100
MEER, PR EMAE M plexins FHEH
XX, Polyductin 2 fSMNELA A A TIG K .
TMEM2 [ #8 [X 1 DKFZ [ X , & iF SR
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i, MANR—BEMNE C RmHXIE,H
EWBENEONKM A R PCK BERR 1L &,
Polyductin/fibrocystin 76 R [F} I H SLR X F LA
FlL.EFWARRE ERE FERLIER
B RT-PCR 945 RAE B , 7EMH8 2 4L L
B SO E O BA KK ERES,
¥ 5% H-F HNF-1b, 5] A& # PKHD1 75 i | BF
JEE BB AR A B oAt — 25 38 H 9 KKk, HNF-1b f
A W] A=A AR R, T B S B e Rt
BEPhA X, FAMH BB ARE T Cre £
loxP 3t k% HNF-1b, ] L 53 PKHD1 At
B> 70% 4, HNF-1b S FERER LT L
LEN, CUAEBEREREANEHT .

PKHDI1 724§y H i £ fibrocystin, % &
HEEE4 M MEERNAKEREA, R
WAL 192 MERER, 5F 3 M E
MR E MM B AL AL S fibrocystin 55iF
ZEHEAMRGRHER, 5 - KEATHE
H %, M5B IPT/TIG ( Ig-like plexins
transcription factors) X 7 RON (HF, FF L i 40
MERKEFPUA, EES 5 T ARG 4
Mo HER fs e %53 78, TMEM2 #1 DFKZ &) 8
XAl fE4E S FEAMREAIBOK LA DHIRER
Eo MFEANEH, M EHEER R
BT, RRES EHEMARIREX , AR TN
%35 T MM S R E RS BT
BEAE £ , PKHDL] & PKHD1 f§— A
BEA, EMNTREK 8q23, EMRENED
# K fibrocystin-L, 4243 /4~ & R B8, 466kD, 5
fibrocystin 7 41% W R 1. & RFE S
—BAE5 Rk, —4 TM X fil— B M 40 9 19
C %, EWMISHX B fibrocystin {1 HISH X B
BA R, A LKL 14 A TIC X ABA
TMFM2 24l X, fibrocystin-L {E i — Ff %4k,
AL RS —RIIARNMESER, IFETH
LA B Rk, T RETE A i e P R E AR
m[n] R

A& ADPKD iF & ARPKD, cAMP i %
ERARE T B b BT A0 M R A I R R
¥, 227450 PKD EEBIR T RASE 7 V&
MEBFESES, MBI E,
EEMALA/NRE L, cAMP B

57 Raf-1 04 Ras/Raf-1/MEK/ERK & %,
WM M4, SR, #£ ARPKD F1 ADPKD
&, cAMP BE#% %% B-Raf 1 MEK/ERK i j%,
BRAMMIEREE P, cAMP \—/MHAE 4>
MBI ELERTRHEE , XMERNEER
SRAESE TR EEZEHEXNY, £E£46/
F MM, PI 3-K/Akt & B BE A 7 cAMP K i
f#) B-Raf/MEK/ERK W%, B-Raf HBiRE{L
BEGE L 1M 9 B-Raf WS sh K, B8
FIRER AL Akt BIIE M, (R 40 fo 1 7
F1 cAMP R #i ) B-Raf FIBTE, £55 FRE/N
FHEERE P-Akt f/KF, 45 5 38 8 B 7
FIREAR P-Ake BUVREE , XTI 453 F ok B 9
PR A5 BT 738 T A9 BH A , REEE B PKD 41 g %
cAMP )R IE & B9 38 FAR L, 3878 A {11 PKD 48
OB 1 5, 45 85 F Yk BE PR cAMP 1532
EFE—E %R ™, 7 ADPKD fil ARPKD
MEFART, WRARSE TRES R
Akt B TE ¥, BH# cAMP K #i89 B-Raf f1 ERK
BB IE™, XS ELHERY, PC1.PC2 A
fibrocystin #RZE B HH45 2 F 5 T EE A E Ko
M — ) RER B EE FIRE, BiE
cAMP {2 45> 24366 3% o

FEEKE T (EGFR) St ok T R Y
B, SR XERIEE, #EERA
FHIM R E RS S EHE - By 40 g4 FE
iK', E49FL PKD SR LR R
W, E2EEKETFHERANFRERENEN,
B — ADPKD ) ##&RIE 3L, PKD1 A
FEHWIB> 2 3B ADPKD 2 M9 B, it
BRI T BB R MR A KRETFH E
L E KA 5 A
‘e,

BT &5, TRPP T KKt bk e &
WRFRI TR, BT A A0, A3 k8 i £
BERENREETHRE PRI ERZ S
F, 7E TRP K%, ¥4 TRPP3 ( B PKD2L1) 1
PKD1L3 333k, EATRE s BUREE ",
B pH 7ML, 3 B RA B3t Hsm A4
RERMER AR L, RERP - HHBLE
HEREELX, X MEENRIEEN XK
RL” , BPFE 8o B2 0 8 A B AR PR A WL R, AR
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BB B U R (pH /M 3.0)
ZRA SRR,

3 5 i

BA, % F PKD 5% B ¥ BIT Rk,
FE RS, A E X R I0LE B D BE SRR A
FFOIRERE SR AL B, DA R Xof R B IR B RO FUR
BHl%, EdE0ILER,XF PKD K FE
BhA & RS 5 E R RBUE TR KRR,
f£ ARPKD J7 1, PKHD1 % [N i) 7 8 & H 4 75
MEBANFRBIEANX WA ERA TEESH
IiR. KKK ILEER, {5 TRPP & iH T KK
MRESRARN—ANE R, TREBEENENE
AR &% E] ADPKD M2 B #i57T ,PKD
BRI Lt F BB R, 53X et AR
WA R AR L B B,
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