1,25(0H),D BEITWIFNGE AT LR LA ER
FEIRDONR T, LALRAS MBD4 /2777
~eTRADEORBFBNZOWTHE X BIREBIOE
ERERABIZEOREILIER.MBDY Sy 7T o<y
ATEAERL LB LR EROFRBIOEEENE
BB LB ERE BN T,

RIZMBD4 /o7 T ORI ADBHEERD DR EI
EFRLNITHEMT, v/ 7a7 VAfETICK
MBD4 c:iéﬂmsﬁzwt%ﬁuﬁlﬁﬁué;hét%lé’ai%{z}
FORIEERLT, TORR, AT L& L
MBD4 /w77 b= ADFIZEBVTH BICEERN
FRIAENEE TEESEEERESN, 20

9% MEPE (Matrix extracellular phosphoglycoprotein)

[ZDWT, UTAZ AL PCR ICEDIBREI TR .

v ATaT L ADRERERIER, MBD4 Sy 7T U R A
FICBWTHEILREN EHTAZESHBENC
Ay R

D. &%

INETOMRRBEND, £FI D HEIZIVE
AR MBD4 /o7 7T h<7 A2 1 o (OH)ase E15
FRBUIZEAITIH S, PTH #c k0 Er 45
THRFEBIH ORRIFRDOONELDD, MBD4 /v
TRy ATIEMEIEERIIN T, 1 o (OH)ase &
BFRBICRTS PTH ISEEOEKTAEDLNT
W5, SEIOBFZERER T, @R IREEDO MBD4 /v
TURTATEMLHP AL T L, U PTH,
1,25(0H)2D BTV T b B AR LB LA B
EIRDONRNEDD, MBD4 v/ T AL
FARLHBELEEREOREBLIOERENEGE
IR L TOBZEBLNC AR5z, Lo T MBD4
HEA DABIESISHLTIE 1 o (OH)ase EinT

REEHEENL T, EELTHEMED, €4 D

RNEFERIBEITBNTS MBD4 (IEAEL 5,
BRHEEEICHIET 2R F ThHAZ LRI,
Tl A 7T VAN OFE R, AR L ERL
MBD4 /vZ T UR=TADEICEB W THBICHEELD
ERTHENREFEMO—>LLT MEPE A3
EEN 7, MEPE X Phex (phosphate regulating gene
with homologies to endopeptidases on the X
chromosome) D EH LU TRIESNINES L I TFH
AR RIRL TEY, C KiZHD ASARM EF —T7 7%
NAROR LT REAEFEE LAKRILEE &2 Z
ERHEIN TS, Lo T MBD4 /I T UMD R
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BAS BRI AN EME (EHRMRE R ESR)
YRR 22 EEE Sy R SR G =
BRI 31 BB MHEY > MUE B TR OB RER)EES

wAMEE B REE (KEIRFRERSER 77t RERETR)

WMREE TFE, Vo BARR T CHD FGF23 212U EL T, PHEX <° DMP1 728 | #BEOBRMERY - MiE
BES THVERRRICRBEL QA e Rai, VARG 2B HIlaD EEMD RSV TS, PHEXHE
BEEE R BT H-3< X e (R RY o MIEMLSDREELIDIZR TP FGF23 B2 & fE% R 23, D
BEFFITEAL TR, 518l XLH <o RHREns CThd Hyp LOBEEEL - 0UCE IS, B3t HvC,
Vo AHERE S FREORBR AU, Hp w7 AT (WT) =7 A0 EEEEHEL . collagenase 12
IAREBEOWL KR EGTA YIBIZLDBUKAE T ALY, Bl L OVE A LIS TE
READIZ HEBEL | S T-#EE% real time PCR IZXVEHTLT-, BHMla~—21—TdhD Sost DFREUTOUNTIL,
Hyp, WT FEIZE RIS 32558 CHRUOVRIRA DT, Hyp <V ARIMIBIZIITD Fe23 DRBIL WT
AREE LB CEBIHINL T, BRI Z 1T, B AR SMERRRY v MUAED BLE(E 1T, Bl
D=—Hh—EEND Dmpl (22T Hyp BSGHIR CRIROBEMNAZZD b, B0 47453 5/
BV THREIOH AR, ZHDRERN D, Phex DRSBETEIIT Fer23 DFA25T Dmpl OREBEEIAEE
T T HEERS L, BB R BT AT DD 45 T RO TR B B R A R S U T,

A TIREN WTRETAZEE BRYEL,
BRI B MR I ED, BREEI
HDIAEN MR THD, TF, FRherEE#En B. AR A%

PEAY > ML D98 (ADHR)SC IR B AL AR > L
FEMEBEALE(TIO)DEES T Thd FGF23 122
T, X R AEEREEMEEYV MEH<DH (XLH)
DFEST CHBHPHEX R0, H Yk S BB
U EMEL BIRARHR) D BE L4 7 TéHD dentin
matrix protein 1 (DMP1) 23FMIEIZFEEL TWAD
EAUREN, MIEY B IR B OFE BV TE MR
DEELRFEZRZLTWAIENREBINS, XLH
22 ARHRZEBW T3 FGF23 fE EF L THED,
ADHR %° TIO &&64Z FGF23 BEE MR M e &0
BSiH5, PHEX R DMP1 OSRED HELH
FGF23 OEABMEZG LTI OWTIALD
2R TR, RBFFRICEWV L, XLH 05 )L
Tho Hyp <UALOEBEL -7 3FHka, & Hiias
WCU R B E B G T ORI EMICAT T2
Lz kv, PHEX, DMP1, FGF23 ORERER)EBEIZ
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1)

2 RENLOIME IR, B0 BB
XLH OFFI)VC, Phex BIEFO 3MANCKRE
BHTD Hp~T AR ERICAWE, Hp~T AR
WZRBWTHL, B~ IE R St~ T e fE 3
REA LRV MESE AIRCEEEZE T
%o A EIE 20 IBEOMENE Hyp ~7 B {528
f BB A Ve, MR BB ISR Hip <
DAZOWTEE, MY A& O FGF23 fEOH|
EEITO, ARV MSE, & FGF23 MUEDFESR
WL, FGF23 ORIFEITIE, WA/ AD
ELISA F e fER LT, Hyp HHUWITEHR~
DALVEERICEEFERM D, B,
collagenase AL IZ LA EE DOE/LE EGTA ALHE
WWEDBRERBEL, HFAT 7 CleBET 54
R ENR 228080, B2 R OVE #ik
EALEICIGU TBBRICHBEL 7o, HBSh



T RO MR IS B IR, B~ — A — &
BT OREBICIVHER L,
2) BETRBBAT

FEOHFETEBEL-ARE MR, 5

Bk RNA ZHiHL, TagMan®I A7 AL 5

real-time PCR AW TR FHEBREZRFIL-,

F72. E18.5 DFURBFEIZBIT OB TFHR

BUZOWTHRETEIT -T2,

(PR E ~DERE)

TRTOFERITL, Haxhesk (KIS R
BERE IR OB ERTZBSOERD
HEIAToT,

C.HIRER

R e A RE T LOEBEL- MR OWTE
Fa~——. Bl — b —BEFORHRE
RRETU =5 Fhn s, Bk o J5 12 10 BR R A9 L [E14R
L= gL ] 05 H(Fraction 1-9). Fraction 3-5 23§
IFHIRICHE YL, EGTA IZLBBUKERRLALIZ I
EX &7z Fraction 6-9 IVEMMICH Y T2
R IT,

BHR <O X FE Hyp =7 2B RXMROBEF
RELLBREFTLILZA, Bflila~— b —&&h T
VW5 Sost DRIEIZOWVTL, Wiho<=o X 2B
Th. Fraction 6 LABETELSBIL TEY, £ Fraction
BT ARBL T F MRS HypHRaoR <
HERIZE Thotr, —F. Fe@3 2o\, Hyp H
SROMALIZ BV THREDOERAED LN, EBIZ
BURIRNZ 82, Dmpl OFEBIZOWTIL, B
R CIE B IR IZFE 24 95 Fraction 6 AR CE\ V3 H]
EROTN, Hyp B CIIFF AR IC L3
ARBBROEBAROLN., BHROAZZLT ., &
TEHBRICHE XS 5 Fraction 3-5 I3V ThEVWV IR
RO, I BFRIT LV Btk ThHS
Pit-1 DFEBIZOWTHRFILIZEZA, Hyp Hifaiz
BT HARRRI LB U TR 2SI BB 88N
LT,

Hyp =T AR ROF M, FHla TR b
Fgf23 X2 Dmpl OFBHMMBHE T ZREHZ 5
2B, Mk E18.5 DIE{FE L0 RNA 2L,
BEFRREBRFILT, Genotyping (2K Hyp Th
BIENHERINIRFOEICB VT, BHAR
(FOB LB T, Fef23, Dmpl DFEIHILIZHEMN
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SEIOREND, Hyp <V AIZEIT% Phex DHRE
DIERIT, Fe23 \ZMA T Dmpl DRBIEHE L5
TIEBRHDNER ST, Sost DREBUT SV T
genotype [ CEAME/ARZD RO LN ED D,
Hyp MBRIZ 331D Fel23, Dmpl DOFIBEAEINL, B2
ZE FEAR O BE TR o RRAET
IZEBLDTHAHZENHEEIND, XLH OBEICE
W IR RIZ R DU RFIREHRIE #3 D O
HRMH FGR23{ED LRIZHETHEEZ LN T
AP, Hyp<TAZBWTRIEFI LD 4TI Fg23,
Dmpl OFEFRBEMHBEL TZZEh5, Phex D%
D, BRETICEBOTINLOBRFORIBH| I
BB LARBESIT, IMAEIAD Fef23, Dmpl D%
HIEBOKRE~OBEEOFEICHOWTIL, 5% KR
FTALERHY, XLH RO EFHICBWTEER
TERERMET LB HFIND,

E &5

Phex DEERETESNY Fe230 7258 Dmpl DRBL
WhEbL 6T ZENRE, BIMAA,/ B
BIIDINOD5 RO SRR B 2RI X
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BAFBR RS (BRI ETRITEFER)
YRk 22 SEEE SRR E
RECFOEPFREAESEERE TS REEORE (1)

FEsEE  PIAERE (ROMREE Nt A —ER)

HEES FHRE A3 D, OS5 RENT. BTk CYP24AL 28, P& Tid CYP3A4 SR \HileS
MEZHEL TS, AT AR B IAAFT47ZFE SXR 1T, AT 7 BN ERIZR T2V NMEF
HEDEBER- T, FHBCHE ICRBL CYP3A4 OB FREETEL TV D, FlEEDY 7 7"y 5
TADAEDT = )73V EF— VOB, EHOERIDIFECRE C SXR OfEEG% L CYP3A4 DEERF
BEETT, FORE. EERE IV D, REPTUEL ., BEIUEZH R TIENHON TS, HEEEDH
ez, B iZEFITRIMHEL THOONTOAT B F VN T F LI U F(ATBCNZ SXR OUH U RIEHED
bHTLE RM LT, 72, MTIBE S Bk O RMIE MU0, IBE RROIBFEMISTD A,
ATBC 23 SXRZATL CYP3A4 B T-RIRATFEL | BERIEMA IS 2T L& LT, £z, FyMIATBC
EREMENR 5 5 EER) Db, ATBC ICXABERFHEN+ ZHBICRRIICALDIEE R LTS, S5 EIT,
MR 230 D, BBMPE AV DEFEEE LT CYP3A4 BEAEET L, ZOIEMIZ ATBC-SXR 1EH
EFRIIRTHDIEM, siRNAZ V= EBRD OG22 o7, PLEDS | BEIFINZE IS5 ATBC 13
S DIEREBIAL T, BERRAIC CYP3AL DEERFEA -3 LEZOLND, I ERIZEBIT AR Z
v Dy REOTTEL, BRI LD DN MRIROAR T8 | BB B EL FIT T It "

60

A TRBH

EHTIE &3 D, DS R-REHE, BT CYP24Al
2. F- B TIE CYP3A4 ZnEMRHBER N EIT
BE5L WD, ATaAR B/ NLFT A% SXR
WA =T 7 BN BB T2V MO
EERF T, HgeiBE ICRBL CYP3A4 %2 MDR1
LZOERYNHEERCEY B OB T RBLAH
LB,

FFEC M & TSXR~DFE A EIT L TCYP3AADEE
RHEEEETEA b ENY 7 v
(RFP)RCHL CAMAERD T = )V EHF— L, 7 ==h
AV ERER T, EHERE XD, ABBTIEL .,
BELEEZB R TIEN OO TN,

SXROYN RiEMHE ORHBREITFEERIE#2
UDMERADIER T2 UE BN E T D T RetER
HD, BEICFYWEOFIIISXROV G RELTHE
AT 5L00H50, FOEZIDRHR B RB~
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DEBIIFRTHD, Boxid, BRHENH 7 2F v
N7 F N o= BEATBC)BRY T K ELTSXRETE
L. BBE MR RMICCYPIAMADO R FHE TS
TEEABNNCLTE T, B, EHERE£#ID,T
551,25 KB b Z3 D, DCYPIA4R BRI T 5%
B ZTOATBCEOMAMERIZ OV TRET L,

B. IRA X

1. UZVZALPCR ENBE AR : LS17ATHE
B, eI E S ARk - HepaRG,, FLC5, FLCT7
ZIEELE 4 OB EORFPE-IIATBCHEIE FIC
24 hr 85 & #% . Cell-toCt ¥ v ~ (Applied
Biosystems)% AV Y CcDNAZFRRIL 7=, CYP3A4L
GAPDH%E%SYBR GreenlZ L5V 7 /L&A LPCR
W CHIE L A Ct#E CGAPDH mRNAZ% T
CYP3A4 mRNABZHIELT-, UV REMZ 20
REETHCYP3A4 mRNABZ 1L L TR L



2. siRNAIZEAEZIVDEAEAE (VDR) BLUSXR
HEl  LS174THIK2IZVDREH BV MESXRO BT
XIS T BSIRNAZE AL, FNENOFKEEZH
BTz, ENHORMALIZ, ATBCH DV T1,257KEE
{EEZIUDEHML, CYP3A4DOmRNARSIRIZ D
WTHRET L7,

C.MABER

EMGE BOROLSITATARR 2 553 L 1,25 KB ke
Z3D,RRATBCEBFRIRICHINL T24 hrig, VTV
%A LPCRIZTCYP3A4 mRNAREAEL7-, 1,25
KEALE #ID,130.1-10 nMO% I CREKREN
WZLSITATHEAR IZ B ACYP3AAD R B A NI E 77,
D% EIL. ATBCOCYP3A4 mRNAFEERIEINSHH L
MR TH -7,

VDRIZ# § AsiRNAZLS174THIIRIZE A 454,
1,257 KB #I0 D,y i L HCYPIAAR B M A R 1T
FIEEAITMEEINSL OO, ATBCIZ L A8 RITIE
BB 2otz — 5. SXRICHK T AsiRNAZ E A4
5k, ATBCIZ L ACYP3A4RHIE M RITIZIE L
ZIHEIENEL DD, 1,25 KEBRLE FI DUl L D%
RICIEERREDH LN T,

D. EE
BHICIEL, I T LRV AAREIRT L OB
EBRRAL, ARCOTR+ 572/ EE) 0F

BWBEID BER B - PR E T TR THD.,

RFP 7z /UL —)b Tx=bAf N =¥
VU EOPRSEOBEMIIE I D fEARE%5]
FEOLUEAMERIGEDRR ERBZENHSNT
WA, 2L, ZhHO RN SXR OYH A FELTHE
AL, Pl T CYP3A4 BB RELEZI
D R#EZETTESEIENERFRES 2L TN,
fERE A 2 MM RFP #NAR$2 & M 1,25 /KEE{b
43 D BEMETT5E10, FIURERSE
SRS D72 R ASE AN CYP3AL 2EER T
42 BB T AL B ICEELZ TRV
LEZHND,

Fxix, ZNETOHFENL, EEIRMHELTHE
XN ATBC IZIE SXRUF U RIEMNRTFET DL,
ATBC % SXR OEREIEWALA LT CYP3A4 DF
WREEETHIL, ATBC OERFBTIERD S
NTBE BV TRENCROONLZ LR ELH
ELTEE,
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S EIOHFEG, EMEE Bk aE Ao ZR
ICRWT EZIDE &M VDR /LT CYP3A4
BEFRETHIENHALI LR ol F2, ZOEH
U DAERIE ATBC (245 SXR 855 EME LA N5
YERERMSILTZb O THY, WEBAEMEIZ/ER
THZELRLNER T,

1,25 AERILEZI D, IZXVIBEMEICBITS
CYP3A4 BEIMPFEINALOBGIL, BB S
Ny AR A S TOWBEEMRIZRIT 553
DIERIZEEL C. A0 FEHE S IGE RETICFET
HZEETRBETHLDTHD, LILRDBL, ZOL57%
EZIDIER &IZIMSILT ATBC 28 SXR 2L T

CYP3AARFEET A4, WETCBITAE #3IUDIE

FORESAED N7 AT EE ETERRL,
ATBC 28 1,25 /KB LEZ3 D, O RIEHEA LA (RS
LA AR THOTHY, OBy A ERH
WZRIL TS D BB AL -5 28N Ra XA,

INETOFHR L OBRFNS, ATBC 2E5Lrdh o3
BT, FORRKBEEEZARTIE—HHIZOHH
20 mg HD ATBC Mg HIBRSNAIENHLMNIC
2o TNWD, LIR—FZ—F oA Tid ATBC 78 1uM
LA LD E CIHLM IR EE M OEMNE RO 2L
b, R OBICEIRENTIB AT, BRER T
HERED ATBC BMERTAAREMLSH DD | £
OEMFNREENBEINS, 5%, RElICbT
By h~D ATBC #5121, IBREIREIZ T 1,25
REBLE#32 D, RS EBICTTEL , SHIZITE
BORDEEITHEIDEHOT A REED
TUKZEBFETHD,

E. #55R

M O OEDTHHATBCILSXRE ST L THS
BRHRMICCYPIAMOBRFELZ3 BT, 5
eI DTHHLBKEBIEEZIVDbER,
ATBCEIIMSI LT LRIz 1T HCYP3A4D T
BARET D, ZORREIL, B LRI RIT 51,25
KRERLE ZI DREHC I AEHER R 4 DIEAR
B L COBREBIDRHDIEERET LD THD,
¥72, ATBCIZLACYPSAMEMEDFHFEMN, ©#ID
D BRI COEREZISIT2Z8I280, BALIE
MoD N ARIROIE T 2L BREICELE
P RAE T RIREME DS RIB IS,
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