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1. ~HAZREAS-1 EERMANE, HEKNT:

(1) 96 FLEGIRIR 1 3k, EEHIRAZRELS-1 NiRRTHEH{K MATBI;

(2) BSERE 1R, 5ml, HAE0.05%8-20 #0 1%4- 1055 3 5 [ i) PBS &iMiH;
(3) MIMEITIER 1R, 10ml, HEMAZREBD-1 NinS TR PAPCT Tpg/ml;
(4) BBHRIARTIIER 1 4R, 10m!, HERIRIRUEYBERICHEIRR 1¢6;

(5) FEMIRTAE 145, 20ml, H & pHS. 0 ARG -ATHRBL EME AN | LS

(6) #£1E7 1 #R, Sml, 4§ 2M H,SO,;

(7) 20x%3%& 1 #1, 50ml, H BE& 1. 0%1iE-20 BY pHT. 4 TEBRER 4B i,

(8) WHER2E, SERAZRELD-1 /X NimREER PC-1-e2 R T} 400ng;
(9 SFE_BR 3 K, 8k 2ng;

(10) ABHRYE 1 3k,
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AZREQ-1 EERIRATE

K g
AERPREFRBFERVEATEY, B—MATEEBRNAKEFSEES-1 28
AR RO ELISA XTI S
BREK
EREASHIREEZ TS (autosomal dominant polycystic kidney disease,
ADPKD) ZAXRERMBIEHSREERERZ—, ERAEME, EHFAEENARE
73 1/50071/1000, fELIKLYH 1300 FAZR. HIFERVUMSRMEHITHELEFEX,
REEERE, SERENEEHNERDARSRIB. ADPKD 3|20 S i85 S
RIGTEHERER 1% L. SMBHEFRREEEX, TREEEEH, BERERBIE
B, SIRZ . RERBEY K. BIBHEE. MAMKE. LHBESRESE.
B,?\_tiéia‘ ADPKD HIE RIS B EAT B S B —Frt, BIRIBERET. IERRH. &
ERBFHETERYLIZH. BEEEEARENERFENERNAR, KWFEHREMN
FECEEHRE. BESCHERBUIAE, ERAEZHE. HERERIEEKKS. BREY
Bi, BETER_EITEE— ADPKD BYKIRIZHTIE R, BUIFE—1ER. HE. 5T .
R FN4F R AR R 1S BT ADPKD BYAE 5 7%
LZEAR
XF ADPKD 2 HF 16 SR EIKAY PA07 ZEEF () 4 SRER PROZERARTSI
Y, H 857 90%BYREFR BT PO IR Y—E RER-1 (PC-1) MEHIINERE
FRE. BRUL, ATLLBITESHMNE S PC-1 IS8, #1515 ET ADPKD. PC-1 2E—14F
8¢9 460kD RIFEREER B, B 1 NMEXBIMEIMNX (NH). 11 MEEXF 1 NMEX/ R
KRR (Cim) HK. IRFBBNASZ ERXNEREFRET PC-1 BYFEINERS X HATIE
EHMEBNAENEEN. KEUMBINZE N HE TS PC-1 TN,
AEBPAMAZEES-1 N ﬁ%iﬁﬂ%ﬁ%%ﬁﬁk%i%ﬁﬂ N %% R IR, X
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AWk O ESEL IR MISEEE (ELISA) A%k, #IETIUAEKIEL PC-1-ELISA KT Z.
AR EE BRI AKED PC-1 R E. BERIKET PC-1 SEBMERHEES
ADPKD, 4R BBriaZAiIRE— I EENSEKIE.

A% BRFE T EXTI A PC-1 N im B =K MATBT (B B EERRE L) iR
PC-1 N im % REHiE PAPCI, ATHIEFAMIMERIMIEIA PC-1 MM N imRESER
PC-1-e2, ZERSEMIMM T PC-1 B9 467202 (U BB E . B MR B PC-1 Nix
B8, FElllEE PC-1 EF AR P AIKE.

AZBRTIEEMUNT:

1. 96 FLEGHR#R 1 b, HEEHMH A PC-1 NimB B IR MATBI, B#HIKRE Sug/ml.
2. MRBBE 1R, Sml, HASE 0 05%1i8-20 A 1% MERERM PBS Fiif.
3. MMIRIIER 10, 10ml, EEHA PC-1 Nim% SEEEHIIA PAPCT Tug/ml.

4. BEIRHUATIIER 1R, 10ml, EHEBRIELYEBERICAIFMR 166,

5. FEAIRSTEIR 1 . 20ml, H% pHS. 0 BEREE AL B RAIT EUE (HO,.
6. #2iFi% 1#E. Sml, EH 2M HSO..

7. SR (20X) 1HR, 50mi, EHE 1. 0%MLiR-20 Ay pHT. 4 BEER B LR IR

8. FRfEG 2%, BB PC-1-e2 5T 4 400ng.

9. 4$PEhR (OPD) K3 K, 8K 2mg.

10 SEERHR 1 3K,

A% B F SRS T HEURARRTERMAKEHRD PC-1 ZER
FiEiERBEARIRA XIS

B AR

A PC-1 EEHMIXFE b F i F A& & R K IR
1. iREREEINRMESER PC-1-e2 M &

ITESERAAPC-1 NIHEAER PC-1-e2 £, ZEBMET A PC-1 FSMEN

#%89 flank-LRR-f lank XFNER45 WSC XA9EE 467202 ﬁ’ﬁ%&;fz?ﬁ%, ERETE 97%LL L. %R
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HREORFETZIZIER 2003 F 9 A 25 HRIFHAMEF “AZREL-INGRSER
PC-1-e2”, EHEAIFSH 03151184. 8. IIGHEFIETI2E RN T:
(1) Hl&E A EFHLE RNA

ERErsERORE A A AL, A LBERARR RNAIEIRTE, 188 M R EERAL
7ERERE RNA,
(2) &5

FRIB 2 ANH AZE PKDT cDNA F%I (GenBank L33243), RitFHE3IH.
E3[%: 5-ATAGGATCCTGCCECGTCAAC-3', H 5'3% 5|\ BamH | BE){ & GEATCC:
RE314: 5'-TATAAGCTTICGTGGGCAGCTG-3' , X 58I\ Hind 1B [pAGCTT).
(3) RT-PCR ¥4 PKDIe2 R

PILAYSEL S RNA A4, B LASI4ET RT-PCR #1843 PC-1 N iR
flank-LRR—f | ank [X#0%R4> WSC (X &Y PKDT cDNA [F%1 PKDIe2 B[H, H 24K 474 bp.
(4) HJEEFIALIK pQE30-PADIe2 FNTIZE M15/ pQE30-PADTe2

RSB RFRILEK p0E30 ({E([F Qiagen 2 F =&, EIFIEIER SR EERmEB6 D

A AL EYAZEBEF D) 0 PRDTe2 E A 55U BamH | F1 Hind[[ISNERY], 1§ R#BEY) =407

ElU S A T.DNA SEIEEGEIE, AR LETEXBE M5, HiF L FEERANIBLT BanH
1 Hindl[IWESEIFN ONA RIS HTETE, BRFKIAHIEA pQE30-PADTe2, TIREA M15/
pQE30-PADTe2.,
(5) BEERQ PC-1-e2 MIFFFRIX

TF2H M15/pQE30-PKDIe2 7E LB 1SR &P 37°CIEFIRE, KL 1. 20 {RFALLIRME 2
XYT 3555 E R, HIFHEFHZ 0D BN 0.570. 6, MBABEIKEFIEE (IPT6) ELRE
H 1mM/L, 32°CiBEBFIL 475 0T, LR EFINi-NTA Agarose Fi{LfE, 1T SDS-PAGE EBik.
BRREMREERS TEN 19.0kD, BIARBAER PC-1-e2.
(6) A ER PC-1-e2 BYLH 1L K& SDS-PAGE 24

ACELIESIE (5) BRRABNER, B WL RERBIE (pH8.0) FEHRBE
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B, JBLES 50% Ni-NTA Agarose ({Z[E Qiagen 2N &) RS, FH 8MFRE pH #5E
iR (pHE.3, pH 5.9 , pH 4.5) SEFIFXMAMEER PC-1-e2. 12% SDS-PAGE H1#f
BMEEEPC-1-e2, REHBERMAN, LHMAEASHARSEAM 47, 1%,
(1) MEERQPC-1-e2 MEFTHE

LB AER PC-1-e2 B Lowry SEEE, HERTHAN 1.5ml BRELE S,
EE/E PC-1-e2 X274 400ng, RARAERTFHERTFERAFETH, BI4CRE.
2. HRERREH

HRBEBRAE 0. 05%1iR-20 1 1%4-MER ERAIELR (PBS) il (pH7.4).
HEHIAZENT:

(1) BL#) PBS LEifi& (pHT. 4):

NaC| 8.0g
KH,PO, 0.2g
Na HPO.[J12H,0 2.9g
KC| 0.2g
E)3 mE 1000ml

BpHIEE 7.4

(2) BedlE 0. 05%At;8-20 #0 1%4 M5 3 E R #Y PBS £:MiF

ntig-20 5001 |
HMEHEH 109
PBS mzE 1000ml

SEMK 5ml / ¥R, B ACRF.
3. BEFRILIKLAERRIECH

BIRTELEGRICHERR 186, MWBXE Signe 228 . HZIIARRA F0IsTE
FRIETE 10,000 EE A TP, B 10ml, & 4CHREF.
4. RMHRRECH
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(1) BowIaiBs Bh—4T4RER BB 1R (pHS. 0):

0.1 M#7H#RER (19. 2g/1000m! ) 24.3 ml
0.2 M Na,HPQ, (28.4g/1000ml ) 257 ml
W 3% 7k 50 ml

(2) BEHIRMFIEIEA: 721K 100m| BEELELAT4ZBR EL 2 I P N 30 %H.0,160 1 1, &
D%, 5 20m, B 4CREF.
5. #&bHRYBCHI
R 2 M HS0.. BUH,S0,22.2 mi, ZEI8/0N 177.8 ml MFEk. HEKEM
5ml .
6. JEI&E (20x) BYECHI

MRS 1.0 %120 B9 20 X PBS &M% (pH7.4)., HECH|S XM

NaC! 160.0g
KH,PO, 4.0g
Na,HPO.[J12H,0 58.0g
KCI 4.0g
nti=-20 10ml
K mE 1000m!

WpHEE 7.4, K 50ml / . HEHLIERF QATHIRERE 20 ZHE.
7. BATEREHIR MATBY BYHI & R 96 FLEGHRIR B9 BTN (4]

BIAIR A RIREILA PC-1 N if B SE BEHLIR MATBT IUiKIERY g 16, S TE 97%kL £ ).
HAIETRARAZEHEAR, FFIER 2003 F9 A 25 HRIEMHARES “MAZEER-1 N
i% B TEBEHIIK MATB1 ", EFIERIES A 03151183, X. PG HEHKI & ITIRE RN T:

(1) %4 Balb/C /MR

BRTENARIREER PC-1-e2 IEME T %G HEM Balb/C MR, ZREEENR

£ M AEHAE 1 : 6. 00071 © 10,000 BBN AT AT Bl & AR HAIR.

7
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(2) BTEFEIIR MATBT B &

BY b ik %o 9% AU Th &Y Balib/c <J\ER B% Bk 4H BRI7Z B8 2 — % 4000 (PEG 4000) & T 58
BEEEsmARtk SP2/0 HITHRARRES . HAT IR MIEFIMA LA S M. FIEIEESE gk i
RIS ((E3E ELISA 35) ik 550 PC-1 N iRiiRM 2T BUMRe, BUUARBREERIT
TEE{LIESE, BRIRE SR PC-1 N in B S EHK MATB1 BB Atk 781. RES
%Ak 1B R BAIEM TR R /RIERE, FSrEEK, MEUEK, BEFEMERIZE
1, BEIA{LEY g6 BUHAIK MATBY . JFIAIREUR T IR /513 MATBT JRTF43. & - 80CIRTFE
8. kB FAZT A 96 FLEBHRIR

96 FLEGHTAR I B 43 NUNC 24 7], MR SHFMEHAZENT:

(1) ELEFEGHRR
© EHEIFHREHREIDIR:

Na,CO0, 1.59g
WHEKME 1000ml

W pH{EZE 9.6.
@ BREKEWRIBETEMIK MATBI FTHRBEELRE Sug/ml (Lowry ZEBE
), BEENWERKERFRESIIN 100p] #ITEHK, B4CiIR. B#ITEER
WMEHEATEICEETEREFES A
(2) #H

BEFRIRIRE AR 1 >GRER® 3k, SR 35 a8, BT. BEFL 2000 AR
(pH7. 4 B9 1%BSA B9 PBS ). 37°C:EEHH 2 NI 4CH&.
9. PR TIERAYE

BN A RIBIA PC-1 N 35S SehEHIK PAPCT (HEE7E 95%LI L), AiRERER
PC-1-e2 REHTEZ AR R BB AIMIBE LR . Hbl&iZi2i¥ R 20034 9 8 25 H
HIFMARERN “MAZRERER-1N ﬁ%%%ﬁ%#ﬁflK‘PAPm ", THERIFSH 03151182, 1.



200310108725. 4 oM P /10|

G H B &g I2 iR T

BREIAMMESERPC-1-2 R TREZE I REMFE=XA% (RS540 AL B,
C), BREBERZIMFMHNIE 1.5X10°72.0X10°, BRlE, BEENEMRET
lgG #ifL, BEIAILAYD EIEIAIKPAPCI. LR, BIIER Lowry ZEE, HERETLR
BRAETH, B -80CHRF. BHMALIERN, BETHARREERABRERES
lug/ml, 5MEEREHR 10ml.
10. $pE"hz (OPD) K

3H, 8k 2mg, WA LBEXZEMRARE.

APC-1 EBHMIA TSR KA ET

BIKMAPC-1 FEMFREmRLZ, IZHNE. AEEEHLMA PC-1 E2 /WA
HIOC ELISARTEMXRE—F . BIMRMESRUT:
(—) HEXEFAESH
1. SRR BETERTA R 20 X K RANRKIE 20 B/, HiAcHEE 7. 4.
2. [EYNRIR. BRATHE P iR SR ETRI® 5ml, MDA 2mg OPD k5, BN 40%4B 2 — f% (OPD) -H0,

B, IRABTFEEECHl, BCRILAMER.

Qe Ry 7 9;: 3:::E 5 4: U v
1. 4G PC-1-e2 BRETREFNNAE

1% Pl B ST R HLIK MATBT BLAEIFRUBEARIR AR 3R, BR3T5 4%, BT, B
KEBRIZ— TR ERRE PC-1-e2 ZTH}, % 8 1NK/E: 1000. 00ng/ml . 500. 00ng/m! .
250. 00ng/ml . 125.00ng/ml. 62.50ng/ml. 31.25ng/ml. 15.63ng/ml. 0.00ng/ml. &¥h
SRERY PC1-e2 NREX 100p | AOAE ik MATBI iR B ILF (BFREMR B8 MEFL). 37C
BEIRE 2 AT,
2. AR PAPCT

IS EEARIR B SRR 30R, R 375 o, BT . EEWRER PC-1-e2 RIBEFRIRFLF
I MR PAPCI 100pt, 37°CIREIRE 60 s34,

9
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5. BMEGERIIK

YGEEARHL A R E 3 R, IR 3T 4. BT . EBIRINEILMBSIRIAA IR (R
RIS FCEBIRICRIFIMR 1g6) 100n], 37CIRERFE 60 F 4.
6. RaRMRAXEEEE

BESFRAE A ERRE 3%, BR37s ot AT, EEIRIRETLIIN 40% OPD EHER
100pt, 7EETHEE LIRSARS 15 8, ERRINRL 15 K40/, SFLi%hn 50u) £IER, 5
80 A R ESEXH MG ZE 0Dy, 18 .
7. BIbRAERL

LAkRAES (PC-1-€2) SKE 1000. 00, 500. 00. 250.00. 125.00. 62.50. 31.25. 15.63.
0.00 ng/ml JE44R, LUBRIRE R 00 BET BER AMERR, ELIRRLMEE, @
AR, ZHEETTRRKIERE. ZRNERE 8 NFLBA TIEFREES, LA
88 MR RIRA .

RAZBBIXFIZEN ADPKD BERIEEXBLEKBES PC-1 EEMHE
—. KRR R &

2MFAE 4CRFEER, KEFOH (4T) 3000g Bl 10 H4h, Ig&EmMB, 9t
E-80°CIRTE. M TG, BREMPIRIRA, E 4C, 3000g Bl 10 540, UE
L£iEF HRETF-80CIREF.
. ADPKD F3E R IEH * BB ARG H PC-1 BYESHEN
1. EFH
(1) %M. I8 20X A RKM 1 20 #5%%.
(2) FpEdRiRECH): ERAIEMRERERMA 2000 | NFEKER, PC-1-e2 BRKEN
2ng/ v |,
(3) EMITAERMBES]: FAATE OPD FMANEYHREDARE, SRINEER Smi,
2. ¥RESRIINE

B IR LR L8 7L B SR HRER 1001 |, BT 1 LIRS PC-1-e2

10
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R 1000 |, REOGHAMEEBRE 1000 I BEF 27, KMENEBEBREE 7 7L,
B, NETIPRE 10001 FE, SAHAH 1000 1. F8FAATHIE. 37CIE
ZERE 2 /).
3. {RRIRARIINAE

BB REFNHERILET, BEEEREISIMAFUHERIL, E#E19% 10001 /7L, B
EXTERFLMASAHARAERR. MEFEIVCIREEE 2 /M6,
4. EhnA iR

1% DREEARIR RN 30k, BR3T5 a4, AF. EEFRRETLIMA 100u! &
ik TIE%, 37CIREIRE 60 94,
5. idnnBgtRIUIK

1% EIRBEFRAR B SR 3 0k, Bk 375 £, BT, BIESHRIUIKIIER 10001/
flL. 3TCIRERE 60 7744,
6. RERNEAEEEED

1% _CIRBSFRIR AR RIRGE 3 0, 8k 375 ¢, BT BBARIR S FLAE S T {Ei& 100!,
EEHRLRSAES 15, =BMNEMN 15 9%, E7Li#Mm 50u L%, 5 9 BEs
BAAR ISR AT RS R 0D 1,
1. BRITESH

(1) Itk LIRS PC-1-e2 BYKE (0.00. 15.63. 31.25. 62.50, 125.00.
250. 00, 500. 00, 1000.00ng/m! ) AtE4ER, BEFROCNIFHY 0D EREZ R{ERAY
b, EIibrEls. EAREMRZ LD, MEVERKRENAS, NS 0D EthkEz
&,

(2) (KB AEREMNENITE: RIBENER 0. ERRTHERE LAFREMLE
TR PC-1 8. WMT BTl 00 FI9{EH 0. 201, #&M#ER 0D fEH 0.54, BE
ZTR{EREH 0.339, Z{EEMREMLE LT NAY PC-1 &85 82.68ng/ml.

F % iR H & REE K IE RSN

11
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1. MR ZRFIERD Pc-1 EERYLMSERE S 370pg/ml "1000ng/m!

2. EZE: 4% 60ng/ml BY PC-1-e2 MIAMMHRF, EULZEA 98.94% (n=8).,

3. AWER: Fi9H5 12.02%.

4. HtEESR: FHH 13.15%.

5. BRI 40 ADPKD FRiGARASBLRLME A 91. 25%, 443N ADPKD HUEFRAGLERE S 91. 67%.

6. HRM. HNIERERRERMN 90 10% HNEFEAMFEFEH 88. 7%
ZIGKK A, ZRFIERM 110 HIIES AFA 101 {5 ADPKD £& M7 PC-1 LAK 114 fIiE

# A0 120 5 ADPKD E# ki PC-1 BYLERINFE 1 Fi7R.
£ 1 MEFJRHE S PC-1 EIINEE YL (X£s, ng/mb)

FEgA ADPKD &% P
m:& (ng/ml) 98.76+37.36 (n=111)  53.19+16.90 (n=101) <0.05
RifE (ng/ml) 47.31+35.71 (n=114) 222.10%+146.22 (n=120) <0.05

n: g%

R1ERER: ADPKD BEREPPC-1 EEMEBESFTIERA, EREE (p<0.05=:
ADPKD BEIM;EH PC-1 R EMERFERA, EFRE (p<0.05=. LIELERKA. #
AA% R E TR N ARRAD PC-1 MEE, XIEFKMN ADPKD BEEEK S M
BRI, MCHZFEEEESEME, AREHEZFREHRT —1TEHHEE.

12
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