Bt (E % B B % &
%0 W X E 4
pkdl Vv 77T P XA T AW
BT OWE

~pkdl Vv 777 FF A5 ADMEN —
FNRLNBEOESR

MG ES BT S RENE (Autosomal Dominant Polycystic Kidney Disease :
ADPKD) IT BIGHBHREBDOF TR LHENE < (] 1000 A2 1 A), ML & bICREBE
B L, EITHICBEENMETL, 70 FETIHIENBERRIMBOIKEATHY,
IEELE, MBRER S SESERBNAERZELTEHEBTHD. BERISREDN
HY, % 16 PAEEH (16p13. 3) IZTEET 5 PKD1 #EmF (LAT PKDL) L% 4 Quafk R
(4q13-23) IZTEET % PKD2 BEFHIELEEF L LTREIN TV 5. ADPKD D REEMKFTF
CLTHMBERIZEAY —b v FRAREShTWS, Thbb, FREeaEEEEENE
RERDEOEREMIA) O —xtD PKD BEFORENEET I, EHREFEFTHDIIFTO
1,5 —xtD PKD BEFICEHMBERNEZY (Y—Ev b)), ZoVY—ty bERBILE
RIE ERMIANBRAICE ) 7 a—F VZHEFEL, TORORMENILEL, EhBARE
BIICEBIRERICED EWVWORHMTHS.

TRETWLEOND pkdl /v 2T b= AOBRENRHY, pkdl ~Fu< U ATIER
BWHRNZ2L, pkdl /v 77 U h= U R TBEMNTESI LY~y MRREXFL
TW3. LML, pkdl /v 779 b= R ILHFFOOICHREBETHY, RIEIK
BREOBBAIZIIE> TRV,

AT, XYt b ADPKD IZEWVEMEFT L& LTpkdl / v 27V D ESHREE
oy AHKDO 8 MK ERAWVWEEESX AT (pkdl /v 777 & AF)w U AL ER
L, BIRFERBFORBITZITo.

DT pkdl BEEF D7 V2 2 D Bgl 11 #HIfREEREALIC GFP BEFE/ vI7A4L,
TV 6ETERERTVA SV UTHEBGEFRBERX LI —F v T 4 v IRy ZF—&ER
Liz. ZDE—HyT 4o IRy F—%BEFHEALESHilgL C57BL/6] X D 157 8 /M
BB EZRAWTT SV A —va VB THR AT A& Wiz, C57BL/6] L REET D
L TCpkdl ~T YR EEBE. 20O pkdl ~TF <Y ARLERELTpkdl /¥y 2 TV
h~woAEERLE.

pkdl ~NF O RIBICERELZRD o7, pkdl /v 7T U b~y ATEHBRERZ
%%&ﬁﬂi%waéfﬂé@éﬁﬂf'@%o7’:. Fe4E#E 14.5 B (LAF E14.5) £ CiXB &I

ZHT, E15.5 TV BEMMPEEISNZ. /v 27U by ZA0OBBIITRECIT WD)
Ltl:iﬁz LTKEL, BHoBREZBD.
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INETOHERY pkdl /v 77U b~ RIBAEBRFETHY, BERERIZBITS
FHRRITBREEE THo-2), LY b ADPKD IEWERBRET A YA LESL BT
pkdl /) v 77U bR ATy R E{ERILT-.

pkdl /v 77U b2 U RERICER LI Z —F v T 4 VIR ZF—DxF <A Uit
HBEFOHDENA T, VTR FILBEMRI I T 4 VIR F—%
ERIL72. pkdl ~T B/ v o770 b ES #MEIZ, EEOTELERLEY—F T o
IR E—hRIGFHEAL pkdl / vy 27U FD ES#MBaEEBZ. ZDpkdl /vy 7T Uk
@ ES #flif8 % C57BL/6] & D 157~ S MMAHILZ AWV TEA X AT (pkdl / v 7 T T F¥ A T)
v UAREMLTE.

pkdl / v 77U M ¥ AT URTH, pkdl /v 27T U h~w U X LEHRIC ELS.5 LV
BREBDZ. FATEOBVWT YV ARRENEATHYBERFETH o720, FATH
DEVWTIVRAIRET 6 »y AULAEBETEIZENTER, 2IEDXATTIADI L 22
PLiZRE AT, 40 TUIXAEZ AT L.

WT L8 d D& ,pkdl /v 7TV NX AT RDBBIIKEL SEOEBERD -,
Ll pkdl /vy 7T U RV AOEBEBEVS OEFERPREFEL TV, ZOZ

Emopkdl /vy I T YU RRATZTTY AR, pkdl / v 7 T Y hw TR LB LTE b ADPKD
DEBIZLVEVWETF LR EEZ L.

REEMEBE T, A TERBENTZAOBRIZERE V2L, EEEENELLE-T
WD, FATEBRFHVW T RARZKRKNEHEOERZRYD, EERZHIRITILALESTWVWR
WREETH 7=, BIABFBETIXIZ LA CBRMELIIZL, EFEABAZOEERTFL TV
2, —EHOME CTHREIVPERATHo =, BREZERBTHIN, —HM/IAY —7THKRD
BEREREI LTS8 EREREZRDE.

pkdl /v 7T U FXRAS< T ADOBRBOERIZEB VT GFP DOFE % 8 Y BMBEIC TH
Hrilie.pkdl / v 770U bF AT AOBED KIS DR TIL GFP BB TH - 7223,
GFP R OMEZELRBIMLE Y. SHIZEBORME LEMIREEMICEET 3 L,
— DDRMEIZIBVT S GFP (AR & B HAMSIRE L TW. GFP It T 2% A
WTHREHBRELHITLIERR, SRIZE-TWVWARME LGP RETHMELE 2otz
RAET—TKLTEY, GFP BRFEMNTHHZ L 2R L.

GFP B{=F% pkdl BBEFDPZI VL 212/ v 74 E3FTWVWBEYD, pkdl BEFDOR
BT 2MTGFP BEL D, ZD1-®, GFP ORBELMITT D2 41289 pkdl / v 7
TUMNRATT U RADORMBEMBOBREZRET A ENAETHD. EREFEALTH
BDIEEAEDRME LR T GFP B TH o 7-2%, GFP RMtfifa2 S EIBLEDOh, E
ERME LR OBIREKICED TWARIEEMEN TR N, SHIZGFPBHEMIETHLE
FAREREIN2VWRAELZRDDI LN, BREAPEBINDZHIZIE, pkdl &=
FORBLEBITMLEPD NI T—DBUETHDIEEZONTZ.

SRILRDIHMRBREERBFOBBICHIT THFELZED TV 3 2T, ADPKD &
FOBRBEHEUFRBRBARLCICREEL LD pkdl /v I T U bX AT RIHE
WHERARETNANSDORERD DB LEELLNT.
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P LEREDOER
T E BB AW B K

B E & & #F K L/
B OE B KE AN W oW

R X &
pkdl Vv 77 b F AT AW
BN BRF DRET

~pkdl Y 7T b X AT ADREN -

M kBN B EE S R EME ( Autosomal Dominant Polycystic Kidney
Disease : ADPKD ) i B BERBOTTHRBHEENE ., Nk & & bITEEN
TEICHEML ., ETHCEBEMETL, N0 FETITHEENBEAZICH LK
BTHD, T-EME,. NERELRESETIELENERZELTL2HER T
5, HE. BREEROEFE LTY—by FEINE bhiTWwa, BREEAE
HEEERERBICBTSY—Eby bER, £TEBEMRICE W T—X O PKD #R
FORENEEL., RICEHE @ERLEEE2RHEE LEMR) TdnT,
EETHATITOHDS —D PKD BETICEHREENEZISENWDHDTH
%5, bbb, Y—bv hER ZUERMAE EEMR B RLICE/J70—-F )
WHEL . TOEDICBBKKR ICES EWSIRENL TN TWS, ZThET
WDONO pkdl /w779 MITADHRENH V. pkdl ANTF O AT
FHRAEMNEL, pkdl /I 7 I RITATEERNTESLZENSDHY—EY
FRIZEHEENTWS, LML, pkdl /v 779 b ABKBEBIED =D
FRIR RO FF O FRIITIIE > TR,

AETIE, £t b ADPKD IGEWEMETINE LT pkdl /v 27D b ES
Ml ERM< I AHED MR ERHWEREEGF AT (pkdl /v 27D b+
AT) IURAZEML. BREEROEFORFTEIT> k.

pkdl /w27 7 RFASTIRAILE. S KV BEEREZEDE. FATROE
WA GRENREHTHRERETH> N, FAT BOBNITVAREE T
6 » ALALEFETBZENTE 2, SUADERENS FASHRZHETLE F
ENHMTTEDLDICRDER THUBRETEELE T ARRHANFAS R
AT &g 3N/, AR T LAY T AIIBBNIEEICKRELEDE
EREELUTHESSER®L, MEADEHY., BN ICIIREREETRELT %
ENWHEEE ED T,

B SHBO KAl /I TIURFATIITARRBNT, FATEN/ENIY
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A DB IBEN DI, EH RENEL B> TNSE M, FATROFNLT Y
ARANEEOBIEZRD, EHEEEIIEAEE S TOURVWRETH .,
SRR R TIIEIAB TIIZ EAERMELIIR, EEERNTOEERE
LTWeh, —HOME TRE(NERATH /-, BREZEBTHIN. —
ERMNR ) — THROBEREZREI L TWH B LRI E R =,

pkdl /w7 RFEASTIRICBITS GFP ORBUEITITENTIZ GFP #&in
F% pkdl BETFOIVV I/ 974 3FTVBED, pkdl BEFOR
B3 58T GFP Bt L1535, TDkD, FP ORBEEMTITHIEITLD
pkdl /w7 7T hFASITZADORMEMBOBENREZRE TS ENAJRETH
%, BIEFRL TWBITEAEDRME LM T GFP BB Td > 7248, GFP
B 2S0ERDRDON . EXERME LK BERICED > T 1
et R I N, . —DORMEBEICBNTD GFP M & R ot
BELTWIZENS, —D0 RAEIR. 2kl &b DL EORME R M
NS 2BZ EbRBINSE, 51T GFP B THERIER INLNER
HMEZRDHBZENS. BRERNBERINSZDITHE pkdl BEFOREEE
HIZASNHD N H—NHRETHD EEZ SN,

ULRNSHBIITBNT, pkdl /I 7T EFASITAOERIIE b
ADPKD EBFICIEHITI-#RBZ & D ADPKD OB ETIELUTHEICERTH
BZE. TORIAERNT S JETHRRBRER ORFEZBALLIL 2
~L.

HELBHITBWTE, BIESARBEENS. 1) BRI BRI B RINIZ, 2)
BEEEMELERZERLYSMN., 3) A ReybD ORI — S {035 25
NAE3DOM, IZDNWTOHEBNH- =,

KNTRIEEZ HEZEMNS. 1) TR, ERTOBRZ KT S/, 2)
SETE-IFE. BEEO BN TS GFP DB TH o720, 3) MEIRTRO K REE
DT BRI EN RN H DN, IZDWTHOERBNH- 7=,

KANTER/NMNLEIRNS, 1) FASTUATIREL TFEAZRIBININZ TR
T BH B DN, 2) SEBAZMBHL TN, 3) SEROBHEIZDODVWTOHEBND
oY AR

WETNOEBIIHLU TS, BFEEIISREYICEZEL.

BRI BITHDRFANS ., SRIIBREABTOERSBAVHFIND,
4% ADPKD OB EREFF. REEZ AT 2 LT, Z8MTAARETINEY
ThHdEEZ SN,

BEZRFIZX. ChoORRZE<SHEL. KRFERBRITHT SHECR
BEMZ EHHEHRFEENEL (B OBMERT 5ORKIRERER T
2D EHE LR,
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