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ABSTRACT: Polycystic kidney disease is a hereditary disease with a number of fluid accumulation cysts, abnormal cell
proliferation, infiltration of interstitial inflammatory cell and reconstruction of extracellular matrix. Autosomal dominant polycystic
kidney disease (ADPKD) and Autosomal recessive polycystic kidney disease (ARPKD) are two major type of PKD. ADPKD is the most
common PKD, its incidence is about 1:500-1:1000 and half of the patients developed end-stage renal disease by the age of 60. However,
the incidence of ARPKD is relatively rare, about 1:20000-1:40000, Most patients die in the stage of infancy. Currently, there is no more
effective treatment method for the PKD patients who developed end-stage renal disease, except kidney transplants and dialysis. Early
diagnosis and treatment is vital for slowing the progression of the disease and prevent end-stage renal disease. The establishment of
polycystic kidney animal models is of great significance in the study of the pathogenesis of polycystic kidney disease and its possible
therapeutic drugs. This paper reviews the research progress of animal models of PKD, including the classical spontaneous PKD models,
chemical induced models and gene modified models.
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1 PKD B & #E LB EEE

11 FERR/NMRESESEDR
1.1.1 cpk ZFE E/NRER
kinase , 5 R M4 2R 1 1840 ) /I BRUEE Jackson SZ4R % C57BLYJG6
ANER FR R IR AR — AR epk BE R ARTE N 2B A &
ShIRRL, i P AR P (B, cpk 4l T RAEZHEE /N
AR, AJE 1 A A RVR R R AR e . 245
cpk /I ERAOE BUIRAE ZEMTTATE S BEZR D, B B e I T
/NG G BB ERE , 9 E I opk 285/
b B A L 5 S, c-miye (c-fos K cKii-ras S5 J5URE B R A 1Y
Jon s FEE 3 1 AR 1 A AR M 7 R AR AR A L R TR A
JiiZ2 ik E-cadherin il Na'-K'-ATPase % Jy 75 [um s (2 i) )
FOEP, SITARASH ATFIT R B, opk 4iATF/NRE I M2 #E
EL W AN (2 oy & 9 M2 B¢ B A1 e vT OIS /N 1 3
A a3 A e R L T B3 2, 25T B VR AN MU EE 1 24 ) U
e N AN = g e 3N N P L R TN g i i /LR R TN
Wt 22 48 1 i 2 — A ore 24 LA st 2 Bl e T T e TR
B AL A, HEDN D AR (7 A S IR & & v WA AR DRI G
%% ,ErbB4 (erb-b2 receptor tyrosine kinase 4 ) /& —Fh 3 iz 4 K
TG, RILAENR I ke & S . TR
T ErbB4 FE [N 5 2 28 B J I8 1) ¢ R I & IR IX AT i
cpk 23 /N EEHIE K, X R ErbB4 SLH i 33k v 1T 2%
cpk /N ERURRAS R RS, Z 5% epk /N BB sAiF o i) &
I Ay =X 5 e A B AR AL, S B e e - A e,
T A R T e 2 B B AR IR R 2 —

1.1.2 pcy 2 E'S/INREER pey /& Nphp3 (nephronophthisis
3IEFEM G pey /N EURTEME IR KK /MU & & LY i
pey HEPH S AR TS 22 48 B /N BT, ORI ) 22 38 B i 7
JRZENS A AF L 40 JEIHS . IRAGEE 15 K, B IR B 7 /)N
BYIR, 3 AT, B BEAC A IXm ENVE R . 30 S
B, SRS FRA NN, 340, pey SR 52 A DBA/2 5§
ICR i /NIRRT AR pey % R/ BT, mT LA
2 B TAER IS KB pey /INFUBEL T B AP cAMP
SN, Ga? Yk BEREAE , 45T/ BB ) calcimimetic )R-568 J5
AT LA B ) cAMP 22 /KF 10830 1 20
B, JIE LR 114 JRE T it 2 % 22 98 B HL AR A TR A2, AT
R pey 4G /N BUA A 4 B IR 1 (Periostin) B [A S
FERLINGUE IEARBUR /N, BERECEE /D, mTOR SEHAFH AHOC(E
SIE BT, XS5 R R BB AR LR TR pey 20 E AR
1 B A AR A SR R S R A AR R 2

1.1.3 jck ZEE/NRER  jck(juvenile cystic kidneys )/
SETE Tg.ple AL R/ BUS R A SRR A jek 2 PR 58742 T3 /)
LAY, jek HEPK PR Nek8 5 Nphp9 e[, (7 T 11 5
Yete fl0, HgE A BN g = e B NE R ERIE, T
PCI(Z#H 1 1,PKDI1 4ifthj=4) ) Fl PC2( L #EHE [ 2,PKD2
FER A1) ) I IE R Fik o /N BRAEAAINZ) S 20-25 JHiS, 4
JEIUE B AT 2 B R 8 i T A, 10 JE1 8% IS T UL BH S i 28 30,

cpk (calcium-dependent protein

20 R A, ERREOETT M, aE, DFEE K jek /RN
CDKS5 (cyclin-dependent kinase5 , 4 Jitd J&] 1 25 13 40 i P 1 i -5 )
F1 CaMKII (Ca++/calmodulin-dependent protein kinase II, 55 &
T/ SR AR AR B 1D R IAH A, T LA CDKS il 24
#y S-CR8 = CaMKII 11 ] 57 41 7T 4 2% /)~ Bl 22308 V5 o 119 g U

13]
°

1.1.4 bpk ZF'Z/REE  bpk J& Biccl (BicC family RNA
binding protein 1)3& K 45144 , bpk /N TE Balb/c 3538 &/ R,
R Y bpk BRI AR T B 2 B TR, bpk JE AT/
BL10 St L gmtt =i T B NEVI R T o AR
KRG FEWTE 1, AR A, 1 B BN AT R F i PET
WF9E & B, /LU P EGFR (epidermal growth factor receptor, 3%
A 2 M) IR, 45T EKI-785(EGFR i 2 2 Vi ity
)G , 2288 B /N B D B G s HLAET SRR,

12 FZEARMESTEERFREDR

12.1 Han:SPRD-cy £ & B KR #EHE  Han:SPRD-cy & 7F
Sprague-Dawley K Bl & B 24 HHRL, i T 5 SYefafk -
1) Cy( X FxN Pkdrl, Samd6, or Anks6 )J (K] & A 4 LR 33
LR A AT Y R B MR AR, iAo
A5 (Cy/Cy ) R EAER A LB /INED ol , W1 R AT AR, W7
SR 3 R ZEATET . AA T RARR R A AR 2
PERBISENR M BRAE 6 H W 2450 T, i e B 15 4 1 f 3%
B AAEIZ0 15 4, 38 2 RIE T NE . IR BoR
BEABARY A R T RS IR 14 TR L2 K % 28 11 (laminin) A& TV )i
JRF AR, S E MM SN FRE Z , PR L AR iR Y, JE ok
2RI 2 B8 B R B TR A A Qs 2t U TR R 32
T B R A A R L RE R TR, 4 TR K R 2-DG(2- i 41
AP BTN 5, MR 22 8 B AR W R, 2
Ja HE— W5 & B K BUB /NE dH i Y SGLT2 (sodium-glucose
cotransporter2, £ - WA M FEFZEA) RKikwm, T
SGLT2 #FPE A 57 14 4% 51 14 ( Dapagliflozin ) 5 , BT K B AY
5 Ty fith BH o 2l e,

122 PCK KR & ESHEE  7£ SD iR wERR P LI
T—Fh i 2R R R 8 SR, i 2 PCK KRB, N
Yokl . TR 9 S YAk 1) ARPKD S 5L A
Pkhd1 3% [H (polycystic kidney and hepatic disease 1, 2% 15 i
M 1)36 54T K AE R 58 A8 2 B 2 98 BB 1 7 AR
WA K A 4B 7= ) 2 FPC (LR 323 ), 78 F Ak FAE A fige i
M A Fak . FRYIE A EE )5 B IEA B M, it
RIR B FF 200 1.5 4F it BRFF A  E, BFo s 78
KRB B 2 384 5 A 5CA5 53 % 7 7 ERK (extracellular
regulated protein kinases )i , fE£F 4k fL A TGF-B (s fb A= < (K
F B)RIBI MM, JEAERBISE RIS T /N AEZ-131 G Y
ERK #II50) ) J5 AT E G2 K B 22 38\ gk e, T oIRGB 25 T
Witk R 2 25 S B A RAAE

2 LEMRE SIS RERE

% 5 2 PR 0 (I 2 %6 (1) 0l
A, a0 2- &3 -4, 5- ASFEEME HCL (DPT, extracellular reg-
ulated protein kinases); —. 7% iZ (DPA, diphenylamine ) &2 DPT [
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#EACH (phenol-11) ; QFF IR F R ERTR A4 (NDGA , nordi-

hydroguaiaretic acid ).,

x1 MERSEEIWERRLE
Tablel Rodent models of polycystic kidney disease

Model Inheritance Renal pathology Progression Extrarenal pathology Gene Protein Human homologue
Mouse
Cpk AR PT-CD R BDP Cysl Cystin ?
Bpk AR PT-CD R BD Biccl Bicaudal C ?
Jepk AD/AR G1/alltubules S/R BD Biccl Bicaudal C ?
Orpk AR PT-CD R BDP TgN737 Polaris
inv AR PT-CD R BA, P, SI Invs inv NPH2
pcy AR CD, nephron S ICA Nphp3 Nephrocystin-3 NPH3
jck8 AR C, OM S - Nek8 Nek ?
kat, AR GL PT S FD, MS, HC, An Nekl Nekl ?
Rat
cy AD/AR PT S Le Pkdrl SamCystin ?
wpk AR PT-CD R HC Mks3 Meckelin MKS3
pck AR CD, DN S BD Pkhd1 Fibrocystin PKHDI

AR:autosomal recessive; AD: autosomal dominant; PT: proximal tubule; CD: collecting duct; Gl: glomeruli; C: cortex; OM:outer medulla; DN, :distal

nephron;R:rapid;S:slow; BD: biliary dysgenesis; P: pancreatic cysts or fibrosis; PD,:polydactyl; BA,:biliary atresia; SI: situs inversus; ICA: intracranial

aneurysm; FD:facial dysmorphism; MS:malesterility; HC:hydrocephalus; An:anaemia;

2.1 DPT SN KR T ERE

KB DPT 5 A FIE 24 5 shii Al AR4ER =
AN AEFS 5 1-8 JE Z ) ) 32 0 A v, 3 £
T B R R MA MR RIEE A . BT 32 20 s U /NS
FERCRR G R B Y BRR 2R 25 1 SR B (heparen sulfate proteogly-
cans ) FIR s /b AR R R A Z R B H A >,
2.2 NDGA #FSH KR &R EEE

EH A @ AIKER (NDGA) . —25 5 DPT K DPA 444
BT ALR . I NDGA SRR 5-7 J&JG , BT ith/VE
PN, W, B RSN Rz BT IX M B IX AR 8t 2
IFE, FEHLRY 7= A 2 A R B A2 I, 7 TR A h AR
e, WF YIS S R SR A A R R R B
W2 IH R

3 FEEFBHS TG

3.1 PKDI #ERH % FES/MREE

T A RIAR T 2 B B R L], 7E PKD1 3L 437
B 52 SE AU , VEZ AT Ut PKDI 3L AL, ), A
{11 PKD1-PAC(P1-derived artificial chromosome, # PKD1 %
B PL AT Ye iR )RR i B 5] CS7BL/6% CBA /MR
N, FEE Ay 45 TPK1 Al TPK3 1) PKD1 55 JE R /N, i
J& 5T A i [R5 20 B R A4 PKD1-BAC (Pkdl bacterial
artificial chromosome, #5747 PKD1 3 A 4 40 5 A\ 1% 4 a4k ) 3T
P HVEST A C5TBLI6Ix CBA/J /NEREZHSON, By T3 25
B PKD1 #5KLPIRIUN, 588 PRD1 5 KL K 22 45 1 ARR (it e il
5\ ADPKD FE# #{LL, W] 1E2l ADPKD &L W52 i B

A,
3.2 PKDI1 #1 PKD2 EF K 2T S/NRES

o T A REST 2 2 I & L 3 R PKDI 5Y
PKD2 SLPH % T ADPKD g5l ; fiBk PKHD1 S 4 %
ARPKD SiBiml , f), FEhm il 50 0 [ R T 20 4 R bk
PKD1 3 [H 737, PKD /) BB B )5, 38 38 Cre-LoxP 54 iff
HARFES T PKDI B mi /NP1, 763X 28 PKD1 JE P @bk
FEH/NRA, 22 G F/ N R B R AR IR RS LT T 1Y
i TF/NRAER L LARET . TEHGE 24> PKD2 R iR 2
HER/NRBIRL R PKD2YS (WS25 J& PKD2 B ANFa A 4 3k
) INEURERCH TR PKD2 28 F 3, B
Pkd2* 5 Pkd2™ 858 J5 F= A i . HERBURER 5 A\ ADPKD HE
HAEARL, 5 B e DU TR ) B 20 2 P A e Y R A, B
o 2H 20538 580 /) U AR RS R IR 9 R B, L b A
1 PCNA ( ProliferatingCellNuclearAntigen , 1 58 40 A% i it ) &
IKEG AN B MBS A A /N B Y RAS (renin-an-
giotensin systems, B 2 - 1% BIKE RGBS , 4/NMRITST A-
SO( AGT antisense oligonucleotide ) Il Ifil & %5k & il mRNA
BRI , I/ EUE D i et

4 HEfvER SRS YRR

41 HOEZRERE

FIAT, BES IR B 282 F T W e 3 I 22 4 1 T
WF5E o FNZE Bt A S s AN TR A2 , B #5047 WA B
(EEEAS P AL B0 1 TE ST A S5 AR5 AR, AR iR 454
SR, FERERIAISE AT LLSE S A RS B A 7 i
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AR, WF 9% & B Wnt5a(wingless-type MMTYV integration site
family, member 5a) 2 —FpEARK A EHEEHED, AH Y
1S WntSa JEK Mgk X EA%ZFRR G (antisense morpholino
oligonucleotides, J& T4 = Q& LHEAL IR, 258 i BHMT mR-
NA #95 z FRA I B A92E R D ) A EE T WntSa FE K w5k
B £ 20 20 B AR R 3 S SR ST B IR 1) e B R . R
PRAEBE T f 20 T R I 5T 22 38 BT AR 2 s A Y (B AP A
— BT e, W T RISE B £ R AR D A L TG U
FBhW), FEEEE T TH 52 AR BRI K, S A 1/F 20 i A
AEREA N S BRI, FRIMERE R,
4.2 INBUSE S TR B AR

T MG 2 A 2 4 AR T 2 B BRI AT, AT
T2HE 5 N ILHAE TEIRAMIAL . (B2, i 's
WES A2 SRR, NFRLZ IR G, M52 s 2 1 el 5,
XFPLER AR T AR AE T RE LS T AAER 238 {0
HR S bt it 5 A28 IE 540 F ) RESE b 230 1 £ 48
R R AR 22 A AR IR A AR BT , FUB A A Y 15 R34
HEZNBEF R LEAN BN, Hel % AKE 2013 4EA5 % T PKD2
LRI 2 3 R T ADPKD(H L8 B 23 &
e ) ARk R 52 18, )48 PCR J Western Blot i 7 i £/ Y
WU PKD2 MR 3k, (H R B IR WL s B s,
AR WAEETE B, WTE 1-2 45 2 )5 W] RE S 2 i o 905 AiE e i
KB S 2 JEF R EARIER, 2015 4F He J 45 3 GH L 55—
AR5 60 R 2H i 5 R ZFN (zine-finger nucleases, 4745 4%
ity )A 7 T PKD1 SE R R i/ N A 22 8 AR TR, 43 43T 30 o
NE R, CT fnill 230 11 A W%/ NS N EA FE T 1
B3l xSl /N DR IR (14 G ST A IR A ST BE I 1 BB B 24
HIBIF R At T BT Sl i

S MNEERE

PKD J&—A " i gl NS e st (e Ve, H AT
= B 1A 2 Sl AR A 22 A R 4 A LR R T T TR
ABIBESE A8 T RO TR, AT T AR PKD 4T T
T e A (ER R TR S T 528 A B RN IR
SRR ARZ6)T T-BOMZG PR ik i il PRI o 4Rk,
SRAR RN B I 45 ¥ B DAy 30 1) DR Y S R B /N R g 22
B SR C 2] 0 T AH AL AR R R A AR AR
EWRMESF o PR, H R TE— R 2 AR BRAR Y 2 42 B 3h)
R AL Z 5 I T AT I T 2 37 SR e 5 1 2 28 5 5 )
RO FIARIRANEFE PKD Y A AL I 4 2538 iR 7 B,
R LA 2 22 W JUE PR S I
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