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1. —MAZREL- EBANRTE, HERWT: |

(1) 96 FLEGHRHR 1 1R, EGHRMAZRED-1 NIimLTEHIK MATBI;

(2) HEBEER R, 5ml, HAE 0 05%1i8-20 #1 1%4- M EH ZFE A /Y PBS B3R

(3) MMIRETIER 14, 10ml, HEMAZEED-1 Nim% wEHIK PAPCT 1pg/ml;

(4) BEFRMRTIER 1R, 10ml, HEBIRIEUMBEIRICHIER R 126

(5) JRYIFHBER 1R, 20ml, HE pH5. 0 MBS EL-AT4ERG R B S FNIT F AL S

(6) £81Ei% 1 R, 5ml, 77 2M H.SO,;

(7) FEZFA (20X) 1R, 50ml, EAE 1.0%1iR-20 A pHT. 4 FHBEERLE iR,

(8) tREFR2E, B84 PC-1-e2 KT} 400ng;

(9) BE_RH 3R, 8h 2mg:

(10) HAHREK 1 3k.

2. MHEKX 1 FIIEMAZREA-1 TERNKHNEERNELEAEMRENZRER
FEIRZ A
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AZREL-1 EERNKTIE

2K sy

FERSREFREFRUFERGE, B—HATEELMWAFAEAPEZRES1 28
RO AE T ELISA IRFIZ .

BHREAK

FREFSHREHSRER (autosomal dominant polycystic kidney disease,
ADPKD) RAXRERHBI L ER REFz—, EAMAMIE HAHUHEENELFE
A 1/50071/1000, ELIKHE 1300 FAFR. KIS R HITHAEHIEX,
TRIRE R, TEBENERHRLZRALKRMERIE. ADPKD FEMERB S FHE
RGBT BE RN 1050 L. ZHBEEFREER, TRALEEN, BERREINHE
B, SIAZRAT. RERBEY K. EHEE. MAMNKE. CHREBERES.

E R _EES 3 ADPKD MG RISENIEHF LR B R —trfE, BZIRB\REL. IGKKRM, &
ARBRERTERMEIZH. EEFETNERENZEFRERNER, LIS
FECIEFHE. BERSHERRYIE, ERAKYG. FREREERKS, BIEE
Bi, BiEKLIEEE—1 ADPKD KiKISETIERR, BYIFE—NEE. AE. HTHE.
ORI R IR IS BT ADPKD B4 770%

RPN

YT ADPKD 2HF 16 S EIKRY P07 BEF () 4 SRR POZEFERETS|HE
B9, H 85790%RIZERBTF PhOI BYSRREFY)— S WER-1 (PC-1) HIEWMIERE
PR, FRLL, FTLUBEERHENEAES PCc-1 BEE, #1528 ADPKD. PC-1 B—/14F
%) 460kD HTSIEMEER, B 1 MEXMENE (Nim). 11 EREF 1 NMEXS /AR
¥R (Cif) A, MINXFIRBEMXS ERXMEBEFRET PC-1 BYRIMNED X EITE
%y EES. ARMMISN XA N H T PC-1 TR

ELEMAFHAMAZRER-1 N REREREMNRASRES-1 N IS EINK. X
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XA OB R G MMISEIE (ELISA) Fik, HI& 7 Wik L PC-1-ELISA FIE,
RiZIAFIEEERMAKAED PC-1 WEE. BITILBEHEDPC-1 FEMERHIMESSE
ADPKD. AR BR5&ZFIRE— M EENSEKIE.

AEBIRFIEFZIXFIAH PC-1 N i L TEHIK MATBT (EBHEEIRR L) F
PC-1 N in% SEfEH{K PAPC1, AT HIZAMIAENMEITA PC-1 I N mBSED
PC-1-e2, ZFMEERBXME T PC-1 BYEE 467202 (U EBEETRE . BT HNAER S PC-1 N im
BIEE, #MATLIEE PC-1 EFHERPAIKE,

AERAFEEMINT:

1. 96 FLEGHRAR 1 3R, HE G A PC-1 NimBETHEHIKMATBY, BIHRE Spe/ml.
2. HIBEE 1R, Smi, HAS 0 05%tiB-20 F1 1%4 MiERERAY PBS Fidik.
3. MMIIRTIER 1 #R, 10ml, HEHMA PC-1 Nii% sTEEHIK PAPCT Tug/ml.

4. BRARIRIAEAR VR, 10ml, HEBWHMRIFUYEIFCHFRR (6.

5. MBI 1 AR, 20ml, HE pHS. 0 B A -ATIRBL AL R MMIRFITEMHE (H0.).
6. £&IE& 1 #R, 5ml, HJ 2M HS0..

7. % (20X) 1R, 50ml, EHAE 1. 0%ALiE-20 &9 pHT. 4 BEBSELLE il .

8. IR 2E, BE S PC-1-e2 A T# 400ng.

9. 4PE_B& (OPD) H3 K, BF 2mg.

10. S4R4K 1 3K,

& R FEBIFRASRHNH EURAEAFERMAKEHERP PC-1 TER
FEERREREA RIS

RSB AR

A PC-1 EEHE MR H & b ik 7 89 5 & R KE
1. fRERERRNMSER PC-1-e2 MF|&

FREREANAPC-1 NS ER PC-1-e2 5TF¥, ZZEAXMMN T A PC-1 FEIMX N
%89 flank—LRR—f lank XFNERS> WSC XA 467202 (U S BB E, WEE 97%LL L. %#R
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HREEAHIEITIIIER 2003 49 A 25 BRIEMEPER “ASREA-1NBRAES
PC-1-e2”, L H/HIES K 03151184. 8. IMBHFIFZEEIRMT .
(1) %l & AL RNA
ENFTEEROBR R A B4HER, B EEERARE RNABRFIE, RS AMRHERMERAL
JEHREUE RNA.
(2) BHZIY
RIBSHBIAZE PADT cDNA FEF!| (GenBank L33243), igitH &34,
E514): 5'-ATAGGATCGTGCCGCGTCAAC-3', 3 5'3%5|\ BamH | BG4  GGATCC;
RE5(4: 5-TATAAGCTTCGTGGGCAGCTG-3" , H 5'3# 3| HindIIBEHI{L & [AAGCTT].
(3) RT-PCR # 18 PADIe2 B &
LLABEL R RNA B8R, A LiASIiEE RI-PCR I 18488 PC-1 N i
f1ank—LRR—f | ank [X #1&R4> WSC [X i) PKDT cDNA [R5 PKD7e2 B E, H 24 474 bp.
(4) ¥EFTIAEHIK pQE30-PKDIe2 F1 T2 % M15/ pQE30-PADTe2
SRS EARIAHIK peE30 ([ Qiagen AT =5, HFIZIER 5'i% 2 ELELHD 6 1
A BRRIALEBLFET)) F0 PKDTe2 EE 5 3 A BamH [ F0 Hind[TITREGY]. 18 A BG4 B2
Bl /5 B T.DNA SEIEBGIERE, AR BETSABATE NS, K FEHBRKIBIT BanH
[ /HindIIXXEGLNFN DNA FHISHETE, FERIEFHEA pQE30-PADIe2, TIEEH M5/
pQE30-PADTe2.
(5) MAEERQ PC-1-e2 MiIFBRIE
TF2H M15/0QE30-PKDTe2 7 LB 15FE DR 37CHEFI®H, KL 1. 20 (FFRLLEEME 2
XYT 1S5 ED, PHEIEHFTE D@l 0.570.6, MEAEFRAEIEE (IPT6) ELKE
# 1mM/L, 32°CiERFRiE 475 /\BF. LHEEFNIi-NTA Agarose Z{L/F, 1T SDS-PAGE Ak,
EBTRIEMMBEERS FEA 19.0kD, BIAFMEER PC-1-€2.
(6) BAAER PC-1-e2 ML {L R SDS-PAGE 4 #f
4CELKESE (5 FEREENEEK, LWL RERBER (pH8. 0) TSRS
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=i, BLEES 50% Ni-NTA Agarose ({#[E Qiagen 2T ~=M) B&. A 8M KE pH #/E
ZE il (pH6.3, pH 5.9 , pH 4.5) EFEFHMAMEER PC-1-e2. 12% SDS-PAGE 74
MAEEPC-1-e2, BEAMBAMSN, ZMABEASERLERM 47.11%,
(1) MEERPC-1-e2 IFTHE

B MAER PC-1-e2 A Lowry SZEE, DR THAN1.5m BRELES,
EEE PC-1-e2 R84 400ng, RBEARTIEFETEZMAFTH, &EICRRE.
2. HEAMREERAYEH

FERRRR NS 0. 05%A1iR-20 F 1%+ MFAEARBBLE (PBS) £Z1MNR (pHT. 4).
HEHIHZNT:

(1) Bkl PBS £&:di (pHT. 4):

NaCl 8.0g
KH.PO, 0.29
Na,HPO,[112H,0 2.99
KC! 0.2g
XK mE 1000ml
VWpH{EZE 7.4

(2) R4S 0. 05%At;5-20 #1 1% 1155 FE QA AY PBS &R

ntiE-20 500 u |
4$hERER 10g
PBS nE 1000ml

S%RK Sml / #R, B 4CRTEF
3. EtRIUIR T AERAYECH

BRI E BRI E TR 126, WEEE Sigma 248, FRAKERAHERIERE
IR 10, 000 fERF M3 THREH, EiE 10ml, & 4CHREF.
4. ROBERREH
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(1) BLHISSBRE - ATHRBR AR LR M (pHS. 0):

0.1 M¥T+ERE (19. 2g/1000m1) 24 3 mi
0.2 M Na,HPO. (28. 4g/1000m! ) 25 7 mi
PUE ] 8 50 ml

(2) ECHIRDMHIER: L% 100m| REEEE -4 TIEBE R R P INA 30 %H,0, 1601 |, B
S5 %E, Bk 20ml, &4CRE.
5. &IFABIECH|
£IFA 2 M H,S0, BXHS0,22.2 ml, EIBMA 177.8 ml MFE KT, SEMAESH
5ml .
6. EFRA (20x) RYELHI
SOERAE 1.0 %AtiB-20 A9 20X PBS £EiME (pHT. 4). HEHIAEMT:

NaC| 160.0g
KH,PO, 4.0g
Na,HPO,[112H,0 58.0g
KCI 4.0g
nti8-20 10ml

X 77K mE 1000m!|

W pH{EZE 7.4, %MK 50ml / #H. HECHI TIEER RATERFRGERE 20 EHE.
7. BTEREIIK MATB1 BYHI & K 96 FLEBHRHR A €4 F0EFA)

IR B BRI PC-1 N i B 58 BEHK MATB1 IRARTERY A 16, SEF7E 97%IA L),
HHEERBRZBHEAR, HXER 2003 F 9 A 25 HRIFHEXPER “MAZRER-1 N
iR IR MATBY Y, ERERIFSH 03151183, X. IIFHBIFZIERAMT:

(1) %4& Balb/C /MR

RATEFRRMESER PC-1-e2 IRE MK T REHN Balb/C MR, ZRRBEPR

Z M ERYBMIL 1 6,00071 1 10, 000 BRI AT ATl & & se R Hdk .
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(2) BASTREIN{E MATBI HIHI &

BN L3R % yg A Th &Y Balb/c /)N R B A 40 AR 7£ B8 Z &% 4000 (PEG 4000) #FEFT5H
BT LMAEPk SP2/0 HITHRARES . HAT i RFMIEFFIE LA SR, F e SEBgEL s i R M
iRIE (183F ELISA 3%) TRkt 9 ibin PC-1 N iminiAp L B4R, BLUERKEEZHRIT
SIELIESE, BEIRE 2D PC-1 N im B 52 ALK MATB1 B9 X ELAREHK 7B1. IREHIF
%EE 7B AT EAAEM TR R/ N, BSEMK, MBUEK, BEEMBENEG
£, BBIAILAY 126 BUHIK MATBT . SR MUK T LIEF13 MATB1 5 T4, & - 80CIRTF.
8. MikEI#KFNE A 96 FLEGHRIR

96 FLEGHRIR M B /33 NUNC 2 8], AR EHMHAZTENT:

(1) BKBEFRIR
© BB QHME A

Na.C0, 1.59g
NaHCO, 2.93g
WK IZE 1000m|
A pH{EZE 9.6

@ BREREDRIGETERE MATB1 FTHHEBRELRE Spg/ml (Lowry SEEARE
), WEEAHRRFAIGERFIRESILM 100p) B#ITEH,. F4CIR. SFITHBER
WMEHETEICEUHTRESNA.

(2) $$iA
BRI EMA I XEERRR 3R, BR354,. BT. EEFLIMN200u AR
(pH7. 4 B9 1%BSA B9 PBS i), 37TCIREHM 2 /NI 4 CTHE
9. MM TERAECH
R ARIERA PC-1 N iR % STk PAPCI (HEE 95%AL). AfERER
PC-1-e2 REHBEZXAREHBIRRMBNOE LY. EHl&TI2i¥R 20039 A 25
RIFMARES “TASREB-1 Nin% TEIK PAPC1”, €F|/HIFSH 03151182. 1.
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ARSI & TR T

HaTEFAMRBESER PC-1-e2 ETRIE 3 AMFEZXA%R (XS5 54 A, B,
C), BRRBERS ARMBRIRMIE 1.5X10°72. 0X10°, BEME, BAEHRTET
lgG &Eit, BEAUMZREREKPAPCI. ILE, BiIEH Lowry 2 E8, DERETL
BRETY, 8 -80CKRTF. EBRKIERN, BETHRAESBERAEARBERES
Tpg/ml, SEBEHH 10ml.
10. $BE_B (OPD) F

3k, §h2mg, MBELBEXEYRALE.

APC-1 EEBRMAN ErrE M

BIAMAPC-1 SBHIFRERE, XBHE. HRTEE/RIA PC-1 FEH Wi
AL ELISA RFIZRY X —F . RIKZEESENT:
(—) XTIy EH
1. %R BATE AR 20 X R RAXLEIKIE 20 (F#HEE, HiApHEZET. 4.
2. [RWATE: BUATHEETARG TR Sml, AN 2mg OPD F, Bl 40%48 3 —f% (OPD) -H.0,

B, IBRETFEEECH), ECRIBNER.

(2D FREM%REIL
1. #RHES PC-1-e2 RUFRTRFNMAE

B A TR MATBT B IFRIBBARIRAE R AL 30k, BR35 e, BT. AR
KBERBIR— T EREE PC-1-e2 R T#, £ 8 1~KE: 1000. 00ng/ml . 500. 00ng/m| .
250. 00ng/ml . 125.00ng/ml. 62.50ng/ml. 31.25ng/ml. 15.63ng/ml. 0.00ng/ml. 4G
SR B9 PC1-e2 HREY 100p ! AOAE Lik MATB1 kG FLP (BHREM 8 METFL), 37C
BEBRE 2 /T,
2. EANEL LK PAPCI

BRI AR 3R, R3S oM, BT, EEFNER PC-1-e2 RIBGIRITFLF

£ FLHNEE N 4K PAPCI 100p), 37°C;REIB S 60 44,
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5. AMESFRIIK
BEBFRR A SRR 3R, B35 o, BY. BIRRSILMERATER (&
Rt F I DEEFRICHERSK 126) 100u!, 37CRERE 60 941,
6. BN REAEE BN
BERFRIA R 3R, B8R 375 54, BAF. BEstRiRETLANA 40% OPD R
100ul, ZEMHF DIENRES 15 ¥, ERBXRLN 15 SohfE, BSFLiEM 50u! £1EE, 5
5340 A A BB EXAS T SR E OD.e. -
1. BIRAEML
LARRAESH (PC-1-€2) K& 1000. 00, 500. 00. 250. 00, 125.00, 62.50. 31.25, 15. 63,
0.00 ng/ml AHEAHR, LIHBLRE R 0D AT BIERANLIE, ERIFREER, &
PER . R MERRER . ZANNERE 8 MLBFERIIIRER LN, HARm
88 MHARIRA .
AARBIXTEHN ADPKD BERIEE X RAEED PC-1 FEMN %
—. KRR AYEI &
LMREAR 4CkEIH, KEF LI (4°C) 3000g FL 10 Héh, WEME, 9%
F-80°CIR7FE. X FHREFAT. FREDBERIRA, 9% 4°C, 3000 FL 10 574, WE
& SREBETF-80CHRRE.
. ADPKD B& R IE 3T BRLE (k& 51 PC-1 Y EE N
1. &R
(1) FEZM: 18 20 X RFRAAMEKM 1 20 TR,
(2) WRAERBES: EFRAMEREREAMA 2000 | FEKER, PC-1-e2 FiRKENA
2ng/ 1 |,
(3) EMLIERMES): ERARSE OPD FRANEYHEBRAPER, SHNEFRE 5.
2. GBI |
BEFRAR Ligtr/EFL 8 L, BFLE S MEMBRR 1000 |, BT E 1 FLINER A & PC-1-e2

10
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Rig100u |, BOGHAMERBE 1000 | BEE 2. KIEMNERBEZR 7L,
&E, NETFHD®E 1000 Fk, §FAH100n 1. F8IATANWNER. 31CE
&RE 2/
3. RERRA RGN

BRERFVERILET, BEERESFMAFINHERFL, #2192 100u/7L. BA
M RILMA FEIRRAERER, MHEEEICERERSE 2/,
4. BInAE RN

¥ LRBEARR A EE 3%, R3S 0%, BF. EEFREEFLINA 100p) 5
PUATIER, 37TCIREIRE 60 4.
5. THMEEERHLIK

1% ERBEARE FAUREE 30X, §X 375 o, AT. BEMESRHIAIIER 10001/
fl. 3ICRERE 60 57 8h.
6. BRRNENEEERMED

LA BRRIR A EA MR 3 R, Bk 375 b, AT . EBtRIRE FLANEH T 4Ei%& 1000,
ERSHEE LRSS 15 0, EiRBENRL 15 40, |FLHI0 50u! L1EE, 5 S e B
BRAE 0 SGI E i A G FNF5 4 T 0D (.
7. ERITE S

(1) Biutrdefhsk: LIRER PC-1-e2 BIIRE (0.00. 15.63. 31.25, 62.50. 125.00,
250. 00, 500. 00. 1000. 00ng/ml) AtEL4HER, BEFR{LNBRY 0. BEREZTHER AN
245, BUEMZ. ARERE L, MBERERRENAS, NS/ 0. EHEEZ
5.

(2) {FBHFFHRENENTE: RIBEMNES 0., ERRTQERE LR EHE £
BHIEN PC-1 28, WEEFL 0D, FHMER 0. 201, WM 0D 1EH 0.54, HE
ZR{ERN 0. 339, ZMEEFRAERM L LAY PC-1 8% 82. 68ng/ml
A H BRI I E R AR X IEFR AV

11
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1. MSEE: ZAFIERN PC-1 FEALIETEE A 370pg/mi "1000ng/ml .

2. BIKE: J§ 60ng/ml & PC-1-e2 MAIEMEER P, EUED 98.94% (n=8).

3. #tRER. T 12.02%.

4. #tEER. 197 13. 15%.

5. SUERME: 0 ADPKD R AR A®IBIIE A 91. 25%, #ai0) ADPKD M E+RABHE R 91. 67%.

6. 155 WMIERARBEFEA 90 10% MM IEFHEM BTSN 88. 7%.
iR A, ZKFIERN 110 FIESE AF0 101 5 ADPKD B& 1M ;& PC-1 AKX 114 fFIiE

# AF0 120 {5 ADPKD 2B# PR PC-1 9L RINFE 1 Fi7R,
# 1 MERRAT PC-1 ML R (X+s, ng/mD)

EEA ADPKD S P
m:EF (ng/ml) 98.76+37.36 (n=111)  53.19+16.90 (n=101) <0. 05
R (ng/ml) 47.31+35.71 (n=114) 222.10+146.22 (n=120) <0. 05

n: B

R1ERET: ADPKD BHERAP PC-1 FRBARSTEEA, EREE (p<0.05=:
ADPKD BEI;EH PC-1 SEBMAREFEREA, EREE (p<0.05=. LILERRA, 7
AAZBRT BRI EEREES PC-1 IR E, XHIEAKALA ADPKD Eﬁ&s‘z%ﬁ@ﬁi
BRI RN, MiSWHiZFEREEESEME, AREWEGRRRERT —TBREE.

12
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