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39 3002 (1889-4148) 335 21
40 3162 (2250-4200) 317 8
41 3226 (1788-4248) 155 7
%2, THEE NEHFAR-IE
EREN p—_ Rk
25-26w 18 (M7, F11) 148
27-28w 13 (M5, F8) 119
29-30w 14 (M10, F4) 123
31-32w 23 (M11, F12) 106
33-34w 54 (M32, F22) 124
35-36w 192 (M100, F92) 254
all 314 (M165, F149) 874



Fz3. TestosteroneE A& (ng/ml) -BI#REDLLE-

BR xR
HE B# B G  PR{E % EAEGHE  hR{E
(%56 )|
KgE LC-MS/MS 4-6 48 0.13-0.91 031 43 0.03-0.18 0.08
[0.06 - 1.01] 0.02-0.20
Tomlinson RIA <10 36 0.29-3.31 0.66 36 0.09-1.08 0.21
(2002)
Pang RIA <14 29 [ND-2.4] - 20 [ND]
(1979)
Kulle LC-MS/MS <7 8 [0.06-0.78]  0.20 6  [0.06-0.78] 0.21
(2010)

F4. Dihydrotestosterone E 4B (ng/ml) -BE¥RE D LLER-

2R ZIR
BIEE B # E HEAEgmmE  hRiE Lk AR hR{E
[8EEH] [#6E)
VN LC-MS/MS 4-6 48 0.01-0.24 0.07 43 <0.01-0.04 0.1
[<0.01-0.27] [<0.01-0.04]
Pang RIA <14 16 [ND-0.6] - 12 [ND]
(1979)
Kulle LC-MS/MS <7 8 [<0.03-0.20]  0.03 6 [<0.03-0.03]  0.03
(2010)
5. T/DHTLE R A
BR ZIR
HE & B# BilE EAEGE  PRE Bi% HEEHEE  PRE
(%56 (%56
AxEt LC-MS/MS 4-6 48 2.7-9.4 43 43 24-17.2 5.6
[2.6-14.2) [1.4-19.0]




B1. FR20FE 2. ER21ERE

RSB BISGAEAGAD R {8 L8 HERREH(GAR DHEARBMAIPR{E
cortisol LI ¥ % p<0.05 2 ERBHEIL
GA (wks) 25-26 27-28 29-30 31-32 33-34 35-36w
o 1Ofx % * R u
g g0 i e e * P<0.005
g A £ S0y pl——
S 6  SGA g 400 »
- B AGA 5
2 4 é’ao
Eo 2 & 20
0 £ 100
35 36 37 38 39 40 41 §0
TR E RSN
Femi S
ron * PR
o aldosterone p<0.05 s F Y (wks)
e *
L
£ 04 . - bSIEEMEL
= - - _ - . _
£ 03 GAwks) 25206 27.28 20230 3152 33 34 35-36w
9 ) *
50 0.2 2 500 : ~ *P<0.005
? 0.1 g 400 = .
0 S 300
35 36 37 38 39 40 41 gzoo
AR & o
% o LN —
pregnenolonefSE¥  * p<0.05 Tl O P
ENVrx % & & & % e A I LI U SN N
| 60 & EBE (wks)
5 50 o il
S 40 W SGA cHME—HDER
oo
w30 N AGA
E fg ZEREY 2526 27-28 29-30 31-32 33-34 35-36
0 ERARE (B (B (B B () (o)
35 36 37 38 39 40 41
EheAM BEAA (+) () ) () (H) (=)

dERERA SWE—I DR
ERBMEBLARD LR
19 '139

= ',L’_____,\/ /o
Py 0%
10-11w1 e —
Y A
N

)
e
2 8-gwt— @y 9
E o B
Hg) 6- 7WA———— - ’)),,’/
o &
iH W
& o
/o,b /,,"b /bp
5 AN AP
BEEH (wks)
e FEREMA HBE—HIOBES
R 5001 94 R
2 4007
g ]
&5 300 3
£5 200 5%
I
OE 100

o

APV b P

AN A
EREH (wks)

0‘\‘\ ) ry
A& 3 Y



3. 1% 4-6 HOEHERMFE T. DHT &1L T/DHT LD BRI
B3a

f Testosterone ’ Ed3b

DHT B3¢ | T/DHT
p<0.001

p<0.001 p<0.05

ng/mL
ng/mL

| B |
1 1 100
I e
0.1 0.01 = 10}——s
° <0.01 - | % - w“ "'I%

0.01




BAEF BRI RIS (EEAMRE T ARITE S
SrERTER &

FEt ) SIAR REVED )y TSR, BRI

WA B BT

[ESRBERAEE 2 —

G TIUATTEER BN IR R

CEit-3=)

FE LAY StAR KIBFERW T, FHD STARZERAFE L7z, ¥R StAR OFEHIHET ¥
B3, BIEEEEZE L TRY | IEHIEREROMRA & & 2 bz, BRITROA TiI ACTH &~
JE, BIBMEIERUE & OERIEESEGN B 0 | £ OMEZEN LB FATALETH T,
FETHE) StAR KABFED B 1 TIIIMRRI BN TH D03, (SRR EORFE ZE> Z 03D
o7z, Fio, ANETIRBL L BIC THREBRBRICHEE, #TL,

A. BHEEN

Steroidogenic acute regulatory protein
(StAR) %2 =2— K95 STAR HinFREIIE
RAEFIE VR4 MBERBIEDRE TH Y | AJE
BAETL, AREH O ORIBAEERIS A,
46, XY fAETHLHEOMEREETH LS
NTEMR, 2006 2B ZRIET 2RI
ReltEFFHREONMEREETHERT
STAR &= T2 )3 [FE S fUBaker BY, et al.
J Clin Endocrinol Metab, 91:4781-4785,
2006), StAR KABJEIZIZEERINZARME AT
B EDRHLMNI 0T, AR TR, AH
DOIEH LAY StAR KIBRE D5y TE=FHY, BRR
HIFRAT 21T > 72,

B. WAL

s FRREE 1R, SHEIRIRED
2F% AP ET e i R RIERREIK TIED 5 K
Z T (BT 56, 7260, FF2 T
S B BN AE RO T EB 3 DRI, 16 »
Ao & Z2MERE TR,

STAR EnT DM : STAR BT D&Y
»% PCR & CHIWE U, PCR FE ORI %
B — 7 o RIETIHRE LT,

B StAR ORSREMRT e L7258 STAR

IR AR STAR cDNA (¥ 2 PCRET
A L7, BPARES L O R StAR LT
FAIREF2 7T7AI K (VAT a—/Ll
PHEIMES -7 N Ry BTl 7 K
L/ RV UEEERRRS T AINR) Lt
12 COS- 1Al v A7 7 av L, B
BRPOT VIR a w2 lE LR,

BRARAISRNT « BRERIGHR & 1% TR AT L7,

(TR EE ~DELRE)

B THATIISEL, SRR ORIRHFEZEER T
AR SNI-HE - FEEE AV CRIEERT
HIAT 272,

C. WrFeRcst

STAR = TFHEMT : R188C/Q258X R NF
% 1 T. L157P/R188H ZENFH 2 T,
Q258X/R272H & B B H % 3 T,
Q258X/R272C RN FH 4. 5 TRE ST,
R188H Z#, R272H ARV I UR27T2CER
. ZHETICHREDRWVERTH-T,

75 B StAR DORESRERRHT : R188H, R272H Bk
U'R272C 2R StAR DIFMEIL, TN FhEFAE
RID 37.4%. 32.4%F 110 35.0% TH -7,
FEARAIFENT : BIB A RIERF O R AR 1 ITR




T, Fima ORIEERIT. 6 » AB 4K TH
o7z, FEAEIR & LT, REGBRILEND2HIT
D DIV, ENLIMI TR L USGEEL - S )3
1 FilF o> CREH bz, BIRAERIERFORE
AR AR 2 1O~ T, 4 ACTH (324 Tl
THot=m, aLF ) —IIEENHIEETH
STz, ML = AFIIIER D ERLEEE
TR > T, MIEEMREIL. FEL - T
iE LTZIER] 3 2 & de 2 CIER T - 72, B
DOIERIIFRO Do T,
BT 5 HID Y 4 FIOSMERMIIE  BHRIC
HY.EY O 1HITIIRRIOERBESTZD 5
iz GEB 7)., 2+ 2 FlOAMERRITIER 4ok
CH-7,
BT DEERFTR AR 3 107”9, BRABET 2 f
GER] 7, 8) BLOEEWEMIZEL-H+
161 GERT 1) Tk, ZRMEBTEERICIEL .,
AT L7z, BB T 2 Bl CIIERERED HER S
7ro BEWHERNE L - LF 16 (i 3) T
I3, SRS ERICR R, EITL, 125 6
5 A CHIRES A DT,

D, # £

5 %% T HICRIE LT STAR Bl FERIT
BE~T OEEMERTHD, FHR 2 TRIES
AT LISTP EEB LUV O 4 FRCTRIES
U7z Q258X ZRRIT, WIS RIMRIR U ARA
REZRGE CHEtE S TR Y .. StAR EMEE5E
2WH 7% 9 (Fluck CE, et al. J Clin
Endocrinol Metab 90: 5304-5308, 2005; Lin
D, et al. Science 267:1828-1831, 1955), F%
1 TlRIE L72 R188C £ HiL, FEdiHaYERT
BEiCHE SN TRY ., EEEHARO 22.3%
IR TS5 Z EVREN TS (Baker BY,
et al. J Clin Endocrinol Metab, 91:4781-4785,
2006), % 2 TlREEL R188H £R. H%
3 CRIE L R272H BE, % 4, 5 THE
L7z R272C BRIX, FHROERTHY | &
ZEARID 37.4%. 32.4%. 35.0%I4K T &4
5o LI=3-T, R188C &, R188H £ R
R272C BRI LN R272H RS, SRl
L7z 5 5% 7 BloIELAERBOFE CH

HEEZBND,

AlalRE Uiz e A StAR KBTI, BB
BERITEROOLNT, MIFEREITEFTHY.
MAFEL = ARMEIZIEF 2> b i $ TIala < 4
M5, ML= AEENIERMERTIL, 94
BHa)Fasf RODWNIHRERSh TWb L&
Z b, BRFTROATIE ACTH ARVE L D
BRI E b TRECTH D, Mz, L =7
HAEEE & BDIEFTIE SE LV F oA N5y
WARENFET D EHB 20N, BERFTROAHT
VIRIBMEIZRE & OERINREECTH D, Lizh
- T, FEHHA) StAR KABEOHEZWNIIL
STAR BT HIVETHL L EZ HLS,
FEHT ) StAR RAEFED B 1 5 Flo/MERH T 5
HRITH DD, 1 HlITHRIOEERREEZED 2,
L7=m3- T, FEdTHAY) StAR RABSE T HAL
EEEZEOBINGET S LB N5, BEY
LG CBIZEL WA B 3FTIE %
PSS BARIZROR, AT L, FHEREREFD T
FICHIEREREIHEE SN TWS, LIz - T,
FEMTHLA) StAR KIBAE B T OMEMERED T4
ITHBHIBFTHSE B2 LD,

FE i ) StAR KARSE D 20T 2 DS MRS L IE
BEMWTH Y | BEFERMUEE B LT
WAL, RS BRI 3k, AT L,
HHEDSFRD HAVD DS, TFEME DNV TISH D
FRETH D,

1) StAR KIBFEDERRENIFZRFEEO RS
DT VIVIEFET 5,

2) FEdr ) StAR JHBRIE CIIRIRB OERILE
DO,

3) Y StAR KABSE CTld ACTH ARIE,
BRI RE & OERIAEEE 1385 5,

4) FELHAY StAR RIBIEOETEZKIIZ
STAR = THTOARTH 5,

5) FEMBLA) StAR KABAED B TI, SMERR
BN CH LN ASBERIR EOREEHS
ZENRHA,

6) FE ) StAR KIBRED B4z & & —IRMEK
DERIFFK, #ITT5,



G # ¥
AWFZ ZH W PO R E S

JNFERL - HRHEIEICS A BERER BRI
B - RIS AE, ERRRFEFRREE
BN RN - SemPERded, B ERS S
\RE# & — RN DR - EARLEAE. B
FHIRASAGY NEEL - BT RAEA IR L
E3r



/ 4

KR2

O

ome

FHS5

;E

1. e B StAR KRIBIED 5 KR 7 IEH]

=

#& 1. FEd LAY StAR RIBJE B ORI R 2 FIE R OB R AT A
&1 R&2 K& 3 R4 KRS
FERI 1 FEI 2 B 3 fEH 4 fEB) 5 FEPI 6 FEBI 7
51 g L2 x 8 & 5 L2
STAR BRIZF R188C/ L157P/ Q258X/ Q258X/ Q258X/
R Q258X R188H R272H R272H R272H
EEH 38 3838 388 388 38 8 408 4438
HAREE 2910 g 2710 ¢ 2730 g 3070 g 3350 g 3690 g 2990 ¢
RIEFE 6 1A 128 2508 | 188 4A | 1®8»A |486HA |41l 1A
MHRER BELE. BREB. | BFELE. | BFXAE | CFRXF | 2FLBE. | ERAE.
T R, TR
s E% E%® E® EX EX EE k5%
PR Eolczid) TR BER R By B




# 2. FEHHA StAR RABIEARF ORIBF R ERERFOBRERT A

EE W R%K2 RHR3 RH4 £
fEHI 1 SEH 2 fE{ 3 SEH 4 £ 5 fEf 6 SEB 7
BRERER 11 5A 128 2S5 HB | 2E3 A |23 AR |4M6nA [4K11 1A
ACTH
1910 209 3000 7500 380 >6000 4600
(pg/ml)
Cortisol
1.7 6.6 2.0 2.7 8.8 1.7 2.4
(ug/dl)
PRA
42.7 N. A, 5.5 4.6 0.9 3.9, 24. 0,
(ng/ml/h)
PAC (pg/ml) 52.2 410 41 13 46 64 59
Na (mEq/1) 139 127 134 138 138 135 142
K (mEq/1) 4.7 5.5 3.9 4.4 4.0 4.1 1.1
Cl (mEq/1) 105 95 89 106 107 106 109
BS (mg/dl) 104 86 63 101 94 N A, N.A
BIEEE EE CD N. A. IEE CT) | E® CT) | EE D) N. A. N. A.
NA., 7—%7L
7 3. FEdyBLAY StAR KIBAE A O fFealr DERIRFT R
E £ TR %3 RR4 EE 3
fE 1 SEH 2 fEH 3 JEH 4 B 5 FE 6 fEFI 7
FES 15 &% 10 5% 14 £§ 108 8 36 &% 30 &%
& (cm 163.0 128.8 150.7 131.5 123.3 158. 5 170. 6
(0.8 SD) (-1.6 SD) (-1.0 8D) | (-1.28SD) | (-1.1 SD) (-2.2 SD) (mean)
HE (kg) 53.0 31.9 64. 4 42.8 32. 47 61.4 71.5
BMI 19.9 19.2 28.4 24. 8 21.3 24. 4 24.6
Tanner 448 5 1 5 1 1 5 5
BREHE 20-25/ Rt 20/
18/18 6/6 - 3/3 -
(ml) 20-25 Lt 12
RAERE
= ml) N A N. A - N. A. - 6.0 4.0
BT
N.A N.A - N. A - 14 x 10° 120 x 10°
(m1™
E9E - - 12865 A - x - -

NA, 7—%7L




IBAFBRIFITE R ERIERETIRIEEE)
SRR RS

SR PRI ORISR & 7 D1t

WrgeorEE B BUR
ABERFRARE « EFRITH - ATEFEERFHIE - /NERRET -

EHU

fif

(e EE]

FERMBIBFERRIE X EHEEUNDOBLERETTZA ), BHEET LV RRTF o 0
(PHADDIRREROMRYT, BEERH Tl 21-/KE (L BERE K IEQ1-OHD) O E 23t L -,

Z DOFER SRR EIERIE DFAIEE T D—o>Th 5 ACD BETICITREEZZRD RN -7,
EHAMRERD PHAL BUCIE I R TV aLF o/ FEAKEEIIEE CX ., RIS OFRBE
FOREEEZEZ bz,

ERARRVIZ 1L 21-OHD O AS R OFMTOREE, BFTHEIZ-1.268D. &7 Ci3-0.78SD T
V. HAERYFETICHRESD Aa713-0.758D, 1% E TIZ-1.5SD £ T F35 2 & ANKEE L

Tz ABAT OA MHFEER EORMNEET S L Bbhi-,

A. BIFEEM
/NRIZET B RHERIRIERIIRF CTH D,

ZOERITT~TORA S b Ty,
FTBEDZN 21- 7K VEESR RIBE DR %
DORERIZHOWTUHRERIZAR D Z LR EE S
T3,
AEID 3 R CHRMEIBERBO R DORIBHEE
RJE. 7V RAT & U ARRE & TR T v
K27 a U iiEPHAD ORE & 45 = & |
M THAERY AR V== 22 50 BH
16WREARE L7 21- /KB LE%SE KIBJE21-OHD)
DREETHREBITL, A7 01 RiFeoiES
AT A LR AME L,

B. WigEh#:
ERMORIBIEER LB EN/-BET

StAR, Ad4BP, DAX-1, SCC, MRAP, ACTH-R,

POR BT 3_TEFE TH-o7- 4 i1 [Fi
BN OWTE b ACD B F 2T L7,
PHA1BIOFHERD I 2 Z /3L F oA R
SREMR) B TH D, PHAL BIDSHHE L 2

3= 10 BlizHVWT MR B FAHRT LT,
B PN A E KRR S DRI ES
T, ZHBUIZEHA L, EBEICCTREEZSE,
21- KB EESR RABIEIZ DUV O T 1 BRI
DIREEATV, BATRIZEIELZ 15 Bk
12T 14 2B 3 4 20 11 Z)RTERIZ,
B TOHE, FRSE L OZE, IHEEA%
B E R U,

C. W%

BIRMEIERL 4 510> ACD B(ETFHMTORET
WIRE & RS-, PHALRIGHL, 10
A 2 12 RMATX, R651X Z~T S
[FE L7z, 21-OHD OEHE CRAFEIZEEL
T B F THEREIZ1.26SD, ¥ Ti3-0.788D T
Holz, FlERE AR EEE Iy
£ SD 22713-0.758D. 15%F TlZ-1.58D F
TIERTLTWE, LNLZED#% 8 B TIZ
-0.18D & 7eof-, ZvaaFa s ROK5E
TR A8 U C AV NER DR OHES
BEIPANTH 77,




D # £
AEERMRIBEIFEAGEDF T, RIFERD

FHRIEE, BEA & LR CODIEFIZ X
GRS UM, JRIRERIET S Z & ITTEi
Moty FEOREIZIL CGH 7 LA, kit
L= T L BRNTE LB 2 HiID,
F7~ PHA1 TiX MR EETFOERE 2 41Z[F
FELT, LLEHERO 8 #I i MR BE%
B T&72ho7, & MRIZIZET 2 MR O
REPRAIE COFRIRA T LIS ik, 15 84,
24 B OIBIE CIIFEENGRH bIv-hs, 30 1A
STIIFHEEMET L, HAERRZIIRBITEE A
ERROT, F0% 10 # A- 1% E TICHESRE,
LT AE—2Thhol, Lo T, BE
IRizAxbisd PHAL 2 MR Z5 XY, MR
DFFHDWINEDREIL S D & EZ HLD,
21-OHD TORETHOBETCIL, HAER 1
FCHEOMOPMKTT 5 ZEavrEh, |k
OHE L —H LW, BRATOZ Vvazans
oA RSB RN HILEERCNT T,
Bkl v &V, RERIET &BhET 50035 %
I TORNTHIWETH Y | B AT 1A
RIBERIZ W TATRAM b &0 TREDWAE
Th D,

E & @
1. MR &= 2% % 20 PHA CRE L7
2. 21-OHD BE T 1T COREEREDE
FTARAFEDE T2 L0632 EAVRST,

F. fFEadES
78l



(2) RIBDFHAE - LB O]



SRR e AR R )
SRS

A B DR WPBEITBE 9 55t

Mg e &R
TUNKFERAE N e #d%

(e RE]

S5 K7 Ad4BP/SF-1 I3RIBREIZBIT AR T A RRLE LV EEARRSIE L. B EBIBER
R CEERREI R - TV 5, T4 13 AA4BP/SF-1 B OBFRISRE IR A %R A 585
DRI = Y —FEE Lz, ZOESIEHVWS Z & T, AJ4BP/SF-1 %381 5 #ia%
GFP TT~UL LIz= 7 AMRFREIFIZ I VT AJ4BP/SF-1 2 0EIHICHIRT A IR 2=
72 g AR LT, ZHD~T 2B HNWAZ & T OV FEIE Rl IR ERE B
A ZBTERRIL - L CORENE R THZ L. @AJIBP/SF-1 OREE BETFR) 196U TR
FRENSEIRT 5 Z & RS Lz, 2O OfERIT AdABP/SF-1 2MERSE( O FRBHIE 28 U
BB B OMIMIEFE A I 5 Z L 2R LW, F20, @Rty —r = H—aFu,
Ad4BP/SF-1 DFERSEL T OEFE R G T D FEBRE ML LTz,

A. WIBEHK

Ad4BP/SF-1 Ba ORI RE M LERIZE
VT AMSRE AR A Z LT, BIBREDOSEA D
ZALEMIRTAZ LR ARE Uiz, REBRT

/O DARIIEIR B E OB TR

XU, FHELEREET 5 b0 TH S,

B. B3k

Ad4BP/SF-1 & T OB FREIBERE
Y — DK T GFP 7 5 VT
Cre-recombinase %> Ad4BP/SF-1 B 5% 384
BT TAI REERLE, ZOFFAIKEH
WTRF VRV z=y 7wy REERUT, B
BEREDv——BETE L T—EHDRAT O A
RALVE CEABREREFORIE in situ
hybridization & FfE4Lu eI TRRET LT,

WA —7 =Y — LR E A D
Bl RERZ T, EHRER TR AR ET 57
OO TARFFR T,

(R ~DEIE)
AEBRII N T VA 2=y 7= R BN
\CEETEEY TV AEHOSN, £ TOEE
BRI K F B BRI B H e > Ui T,
TR BARRGTUITMN K F IR E S OAGR
BlebDOTHD, RS L DNA F5RiZ
OUWTIL, M2 DNA EBREBESDRRS
B O ThA,

C. WFORR
(OISR EEIC cre-recombinase 2345
NV ADV =y 7w RER, IR
FRERBIBE~E M T DR, F DR,
s 11.5 HE TO~ 7 ADOMRITFEIB R EIIRR
BRI RE A~ T 2EER LT, s
5 14.5 BIZIXZOREN ZHE L TV,
OIAFRIB R EICEIT 5 Ad4BP/SF-1 D]
OB L- L 25, IERORIBRELL
AT, KD SRS R R RO 2
HLU7z, BIFAT 2A RHRLEVEAICRAIR




