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w%ﬁﬁib CAF Y VMPENA ) — =0 TSR E Lz,

AT CRE TR SRR, BRiA H ARk NERE
S t“ﬁ%m%%ﬁé n, HEEIREI TOIL TV,

BREY AT L
R P BEFLREODOHDEDRM % 5 i il
4
REEEROOHBZEOEA RRABFPHEFHS
iR R R | EE ARV 053 E0BA i
1% &
Berrag, | FAK g =
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AR R O e REACH BB E O
AT — = TR EE (BT

[FUIC
WA PRI EAH S (LT TARZ ) T, REtRE

MEPRAERE & CGRARER ARHE &) O 2 15 C,

1974 (WEF149) 429 A %> 5 #E R O A UM O G %
2, T VBRHEEETHL T 2=V N VIRE
BLOEREY AT VRIED 2BBIZONWT, W%
SEHEABICE DAY ) =V FRBAE LT D%
A—=Fay FREE b AFY UIES X URER
WEREECTH DT T 7 b — AMAERAE DEA Sz,
V77T4EDP B IE NS OFRBIKT 28R A 7
) ==V TEANSELS N, RSIH G
(Bitatt ER) DOt % 2T CHRLIRERE AL OHB
WOFREERE T HE L 7284 I D W TR M 2
FREARNRE LI2 A2 ) —= 0 7 BRNEHER Oy
0%) #FEMTHZ L ko7 LT, 198043 H
2 HILFEREFRIMEREAC T E (7 L F ViE) ASA 2
V==V TRRELTNA SN, & 5121989 (FROT)

1 H 5 BIERMUBIE BIBED R R & 2 > 7278,

199346 ¥ AF Y VIMHEASA 7 1) — = ¥ TR
B SBENTz, 200042 SV ZER IR EERE CHIZE L
PHHERIZOVT O SO TFEZITTAZ ) —=
YT RFEMTAHIEIIRY, ERROEEIZOWTIX
RN TCTHA L7228 o3 XTI OWTHER A 7
)=V T RERERDIT) X9k, BEIIEST
Wb

FLGSRI 5, 7 3/ BRAHRE OMEEE LT
EM RIS CTH B A — ik, FECHT B
DAL LCRA 7 kB KOOSR O A iR
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LR RS AF I AAKEEELE

LRANT—FEHCTAY ) == TR FERL T
7275, 20024F B O I X BT A R 0 T R A A
T, HA) = AL SRR AL
PIRRI BN T\ 5 HPLCHE b L UHERS L 238 A L
T, BEZITWBIEIIE > T b,

ARTIE, 20044F BE DS RV EE O A1
A7) == TR HFLIILT, IRETICRS
THRENIZZEZE ORI W TEERRE & i L
THET %0
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H%o
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AOU—ZVIHE

A7) ==y 7%, HNOFREERE T A L7
WO SRS, WA E Rk S N72HER A AR
Wz AT, 73/ AR E CIZHPLCHE: 2 H
W, AT 7 b — AMYE CTIOERE SR 2 & NZH063E
I X ) BRI AR T AR 1 M7 — k2 HWT
A EIT 720

WA CHRE 2R L7612, F—R T
A AT (R2), R CH REATFEO Sz
WAL, HrAE RN A L 72WE B O E AR I FRER I %
fHEL 720
(DASEFEDA 2 ) — = ¥ 7 ik

RAEEEL, BEIR2807 A E Rt RIZA L ) —= >
TERFERL, [F—Behx HvCH L - KA O 1
WA 5 IR E TOMERBHARL, FHRIMKHEE S & O
AR A RII TR L7,

LRI TR 2 7R L 72 b 013 1,74761 (1.88%) T
B, [tz 7R TR 2 7R L
72 D13 63351 (068%) T, 3UHEAMA TI1L6261
007%) 2B MEZ 7R L7720 1R 6 3R E T ORI
ATHERFEHEZ R L CTHRIMZ K L 72 0 02323141

(025%) C, FHHRIAKIE L 7o 2Bl 2175 724
R, FEE 2R LEPTRGHER I B mAE 2 E L
725 DIX 1811 (0019%) Tdh -7z, BRI CTD
FERAORR, BELBMSNAEASTHEL TIZ
ZFOFHMPHERRENT-DE, BT = VT T =000
KE2HB L OUDP-A 7 7 b —A-4-ZE X T —ER
IE2FI T > 720

B, BB S 7z 4B % B OEEAST S L
7% o 72 1ABIH 3BT —EPED FE L B S, Mo
BN OV TR ER A ORI RBES B ONTES
T, RGBT TS B,

(2) BEERIFEREL - SR d X O e ERRT & D i
KEPIITAFIZA T ) ==V TE BB L THH
RAEEE L COILVEMDEERNA 7 ) — = > 7R
R4 (P156) (IR L72e #HEN2768822 \725 7 =
SV N VIRIE266), T = =V T T = v E 221,
CA T T YR GEE T = = v N VIREE) 1,
RED AT VIRGE2P], LR 2752616 A5 A —
Ty FRIE2H, HT 7 b FF—ERIBETH,
UDP-#'5 7 b —A-4- LY X 5 —B/RIBFEAL A5
Raniz, £72, MEBMAICHEH L T2 HPLC %

F2 FERMRFEORE

MREE EEERTHME 1RBRE 2RRE 3RRE
7 12V N UREE TR HPLC &Y HPLC" 2 HPLC": 2
KEYXFURE AFFZ HPLC %" HPLC" 2 HPLC": 2
A=7iay TRE QP> HPLC &Y HPLC" 2 HPLC": 2
I8 A7 bh=2Z = 2=
T AT R—Z1-UE ] KA N5 —ik KA b5 —ik
$5oh—2ME TB 557 h— 2 RE ., WHEAFWERE)  BHE (FEEHE
R —3
mE AZI7b=ZA1-1) LB IEXAS—HAIE IEXAS—FAIE
= (#HZ7b+=27) A AT
i O HPLC: &&&AHEI/OX NI TT 14—
@ i, AACKHH S LEFRAL THN. BEIRIL T I OERER
@ V2, FEHTLEHEL T, BEMERT7E N MUV - 1 F T —FER.
xR3 AXMRBEBEOX IV - THE
(2004 %)
HERRE o -
® 8 BER 1R 2% TR a0 )
RIS (%) RS (%) FaEER (%) a h
TJIZIVTS=> 92,897 210(0.23) 84 ( 0.09) 8(0.009) 28 (0.030) 4(0.004)
[ m G2 92,897 599 (0.64) 216( 0.23) 34 (0.036) 64 (0.068) 0
AFAZ> 92,897 349 (0.38) 73( 0.08) 9(0.010) 14(0.015) 2(0.002)
HZI7 =X 92,897 227 (0.24) 91 ( 0.10) 6 (0.006) 122(0.131) 12(0.013)
KA bF— 92,897 283 (0.30) 169 ( 0.18) 4(0.004) 3(0.003) 0
mAEE 92,897 79 (0.09) 4(0.004) 1(0.001) 0 0
& &t 92,897 1,747 (1.88) 633 ( 0.68) 62 (0.067) 231 (0.249) 18(0.019)
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EOGMFEIZE D A7) — = THREELIO
RBEEIETH LY MV VIFELR], &7 VF=
YIAE1BIB KO0 Y VIE3FIASE R ST 5,
199341 A 7 ) — = ¥ IR RER P SR Sz e
AT v MAE 207 % N 2 % & ARG THF S AR
HEEREIZEEIBATH 572,

K512, BREORETOIRFEEZR L, 7=
=V b VIRAEIZ 106493 1A, B 7 =)V T T
= U IME % B 72 38 AL 57684 AIZ 1 ADEIET
BHo726 UDP-H'5 2 b —A4-T ¥ X5 — BRI
1Z5204 NIZLATH Y, #F 2 bFF—EBRIBIE
12393231 AIZ1TATH Y, A—7uay FIRER
1376308 N1 NDFERFETH o720

SEI BRI OV T, REOIIEIEIRER
JE SR RE T RS R T L 72 1977 4R 527 & 2003 4F &
TOZRERD L O, R7TIFEREERB LV
FERBEAIR L2 ZRIE, BIMG 49049 80% il f4 C
Ho7zbOH, 1985EFEEITIL100% 2Bz TV be &
DT i, 2000 g LU OEARE RO 2 EERR MO Fns
EENZEIIL LB FEROIZITEFNARA S
) ==V T RSB LTS EBbs,

®5 ERMAHBBEORRE

(1974~ 2004 £F)
"B BREH RERH  BRX
7 T 2V NBREE 2768822 26 1/106,493 }
- _ 1/57,684
S7IZITICMAE 2768822 22 1/125,856
Ex 77 RZE - -

1

KES XF URE 2,768,822 2 1/1,384,411

A=7N0Oy TRE 2752616 2 1/1,376,308
I8 2752616 0

A7 b—ZMfE TR 2752616 7 1/393,231

1/50,904
mE 2134205 41 1/52,054}

*6 ERMAHBREREIRERSICHER

(1977 ~2004 £ - BASBEAERHERERSFRIEZR)

REFE HEH (N) SREH(N) 2= (%) BEH(N)

1977 ~1998F & 30,183,468 28,433,394 94.2 3,938
1999 F & 1,184,302 1,214,344 102.5 72

2000 F & 1,178,829 1,236,516 104.9 59

2001 F£E 1,171,081 1,219,784 104.2 69

2002 F & 1,141,103 1,199,062 105.1 83

2003 FE 1,121,370 1,183,571 105.5 70

& st 35,980,153 34,496,661 95.9 4,291

i 2,000 U TOEGBEROBHRMOENZREBCEETNZ I LICLY, 28
EIZ100% EBABZ ENH B,

154 WA ) —= 2 7

JESERERFERO ZNE TOMFTT, 7==)v7r
N Y IRIEDSE RN/ TTH00 N TH L DR LT, A
ROET 2 =VT 7 = VEE &5 RARIE 1/57684
NERRBNEZH 725, T2 b—AMFET
1321/35900 AZAF L TAER1E 1/50974 N & R R H
maERLTz 72, RECBIFLBBRTORRE
1£8846 N1 A& LI S A, ZofRi
JE57 8 R IE R B R 25 20034 1S L 7B R 38 A 3
9000 A2 1 ADEIE & IR FFRE SR TH - 720

(B) BEAT > T B IATOREEE B S 2 5Tl
RETIE, ELWAZ ) == 7 %479 72012,
DITISRAR D H 4 OFEEEEH 21T > T b,

D) 5 HiH%eR % BT T ) R
REENSEA LA F VW 5 5%
HPLCHE: THIBENZ B & R L 72BRIcxd L CTld, 5%
o 1T Cdh Biifg s u~ b 75 7 1+ —HPLC
ER LT, ARIILEO T I/ BENEL, HE
FEOm EE2 K-> Twb,
2) BERHE (MRS 12X B H T2 b=, HTF
k=1 Y EROHIE

7T b — AMAE DA T 2 HEF R TR
Pea R LRI OWT, Bao/ FETHLHERK
AREDHIEI L R T, T 7 PR,
T N—R1) yWEERL, T/ BREREE
FEOm EE2 K-> Twb,
3) BEWAKIC & 2 A5

BRI H AR RFEE AN R A & 5 S 7z B
B ORI ERILS M7 I0E & SRR %2 VT, 7
3 BRAB TR COM A AT o 721G 7 3/ BRfE L
HPLCEEB LU A — % FHvCllsE L 72 A K
WHOT X BRIERE % LT, HPLCER AR —
HOEHEITo TV b,
4) H4 RS R P

19774E 12 A » SIEER I, HERAZ ) == 7
% ZEE LW 2 RREHERI LR L AN E A LS &
LIGEERZIToTHB Y, RETH ZOREEHS
2SN L CH 2 0EIE TREEEHZ 21T TV 528
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HBIHbN ORI BRI TH 2 LFHEis
TWh, 72, 199FENSIEHARE R4 Y ORESE
HESRAITOND L1220, HARD S5O
ERERISEIL S NT, THUIZBIML TV 5, Red
axZIC 27 AIC1EOHEETTbRL T 2
OREERIZSIN L C2TEPRB L T 528, B
BT o T BABEEE BRI R bR
&L TEVEHiZ 2 T 5,

HHDHIC

OAENZBWT, 1977 IRER O LB TH
NFHERRBREER ) —= 71, Bmsh
TH S sl X7z, & OERE 2 JIRERE
DIIEE T H720DFER< A - A7) —=>
&, BIREA NIRRT 5 -0 BRI %
I NFFOBEFRBER, $RI0 S M7z AMRUME C AL 4 IE
L RAZ ) == 7L, BTkt yy— &
Wr&n7zBREIEL BT 2 HMERIER, 25
DN TN 3% LIRS HATEBER, B & O
Y THRETT AP RN H L TEEIESE L T
72OT, R LELT 5% ORBEFESLD
FEENETHIENTEEER D,

DX, WL EREND L LeERITkK
—ENTZ VAT ATITONTELFHERRA ) —=

Y E, B REICBS T AR E B OFETH D Lo
TWhe BOBIHIE 1974412 LEOEEZ AV
SRR BRI ZE S 2 LD T2 B2 T,
PR~ A - A7) ==V FRREEOEREDT
RCPRETEIbONL IR o7 TDDIC
BIROBW L BRVED o722 L1300 &
LT\w5,

bbb, bYEIIBIT 5 BT REFEDTRED
ERZE S Do ThDE, RERBEE
e 25eE & L bIc, TR EOTRES
EIZRT 2L OFHDONADEBELE Lo
THASNTZBROENPHEN ETE 2L BT
Who LAL, 200L4FE3HICHTAER~Y R - A7) —
=V THEOMEEAS LS T, ToF
SENE LT BIRERICEERES N 272012, £Ho
FEDFIRTE BT IR L 9 2 B EE D2 L 5 T,
BAENOR IR ARG\ A T OEDPET 5 2 L h°
fERENSL, bOETIE, EFEOEZTEENH
ARTY, L) ICEEEZ T TELY AT LN
R IN T2, ZOMPUIFEL T AT AR
LoD, BEOMEARL & HICEERSIETH D720
WCHTAERY R - A7) ==V IPRELTET A2
LEREHLOD, FE2EL,

®7 EXUAHERERERAB S LURAE
(19774~ 2003 - BAEHBERANSRERSTRID

= # 1977 ~ 1998 FE & 1999 £ 2000 £ 2001 £E
]
RERBEH HREE ERBEH HER RERBEH HEE ERBEH HREE
71V NBREE 371 1/76,700 12 1/101,200 11 1/112,400 15 1/81,300
W ¥ R E 59 1/482,100 1 1/1,218,800 3 1/406,600
KEVXFL RIE 158 1/180,000 6 1/202,400 4 1/309,100 3 1/406,600
HZ7U b—X M fE 802 1/35,500 37 1/32,800 34 1/36,400 34 1/35,900
N £t 1,318 1/7,900 55 1/22,100 50 1/24,700 55 1/22,200
2002 & 2003 FEE &5t
T = - " 5
RRBEH RHRER RRBEH RRR RRBEH FRK
TV b FRIE 15 1/79,900 21 1/56,400 445 1/77,500
" ¥ KR E 1/399,700 1 1/1,183,600 67 1/514,900
KEVZAFL RIE 1/599,500 4 1/295,900 177 1/194,900
HZU b= M E 27 1/44,400 17 1/69,600 951 1/36,300
R st 47 1/25,500 43 1/27,500 3,840 1/9,000
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®4 FEANAXEAHEBERERE

(1974 ~2004 £ %)

¥E= g
F e ERm igﬁg REE N
1974 . . X .
~80 405,861 1,790 108 HIS54 ;PKU5;TYR2; T-TYR 6 ; DEATH 1
1981 114,335 463 41 HIS18 :H-PH1:TYR1;T-TYR1;T-MET5; T-CIT 1
1982 114,421 363 37 HIS13:;H-PH1:;HTYR3;T-TYR1; HMET 1
1983 112,860 200 29 HIS 11 ; EP 1
1984 110,648 159 34 HIS17;EP 4 ;H-MET1;T-CIT1; T-GAL 1
1985 106,874 172 33 HIS14;PKU2;H-PH1;EP3; ARG 1
1986 103,531 170 22 HIS10;PKU1;BHs1;EP1;CIT1;HMET1
1987 102,373 201 26 HIS11:PKU2;H-PH2;EP1;T-CIT1;T-GAL 1
1988 101,487 181 34 HIS12;H-PH1:;MSUD1;EP4
1989 96,220 171 25 HIS12:PKU1;H-PH1;EP2;
1990 93,874 172 30 HIS 14 ; PKU 1 ; EP 2 ; GALAKTOKINASE 1
1991 93,894 182 23 HIS 11 ; PKU 2 ; H-MET 1
1992 92,324 196 27 HIS10;PKU3:H-PH2;EP2
1993 91,885 114 6 PKU1:HPH1::EP2
1994 95512 83 12 PKU2;EP2
1995 90,104 92 11 PKU1:H-PH3;EP1
1996 91,678 75 8 H-PH 1
1997 90,793 80 10 PKU1:H-PH1:EP1
1998 91,756 111 18 PKU2 : H-PH2 : EP 2
1999 90,759 136 8 PKU1:EP1:H-Met1
2000 98,101 120 8 H-PH1 ,EP2
2001 96,027 117 8 PKU 1 ; MSUD 1 ; GALACTOKINASE 1 ; EP 1
2002 95,631 161 17 H-PH2.EP4
2003 94,977 188 17 H-PH1 ,EP2
2004 92,897 228 18 H-PH2; EP 2
HIS 207 ; PKU 26 ; H-PH 22; BH4 1 ; EP 41 ; GALAKTOKINASE 7 ;
2,768,822 5,925 610 MSUD2;TYR3;CIT1;HCU2; ARG 1:H-TYR3; T-TYR5; T-CIT 3 ;

H-MET 5 T-MET 7 ; T-GAL 2 ; DEATH 3 ; NOT CLEAR 269

PKU=7 2 ZJb4 NUBREE  HPH=S7 1 IV 75 = VMfE ; BHe=EF 77U > RZJE s HIS=& X F ¥V MfE;
CIT =% ML P MfE ; MSUD =% -7 >0y TBRIE ; HCU=REY X F URAE ; EP=UDP #57 h—R-4- TEX 5 —ERIBIE ;

ARG =7 X¥ZCME ; TYR=FOY CMIE ; (H-) =5 ; (T) =—8B%

BREER

1974~1975 2IBB 71 =)V4 bUFRIE;
1976 41EH 714 NURES
1977~1993 5IEH 7=/ bUBRIE
1993 ~1R1E 418 7T ZIVA bR

156

PHERA 2 ) —= v ik

REY XF UREE

KEVAFURE  A—7N>0y THRIE; #57 b—XME
REVRFURE ; A=W 0y TRIE; #57 b—XME ; £ XF ¥ M
REVRAFURIE ; x—7N>0y TREE ; H#57 b—XMIE

SRS PR R 200647 b
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HRUERHEREIEOHAENLA 7 ) =27
304E D b Y

FUsIC

{69 7] A 7 S KA AU 849 i (nborn errors of
metabolism, IEM) ORMIZEHZ By & L7z [eRK 1M
RHEFAEEOPER YA - A7) == 7 (MS) |
A, DODETREIC L o THRA S N7-DI1x 1977 (BEFT
52 DI L THD, FELIE, ZOFERTZ - A

7)== (MS) a2 T ABIGSI0 S, W

B, ESTHEOHE TRl b TWEYY, MSHBIE S
NTCIEDFEB L 72ALEL, DT 7T ADOR
Lo TWDT I RICHFREE, FHIC7 =7
N Y BRAE % HUNZZ ORERE R L7200

DHECBIIHERAIV—Z_VIRE
HHIEOFAENL MS TH W, & 7z IEMAFEHIZ O
T, FNCIIEAE A GHRITFEIE T, 19864EA25 1%
K55k 3V 7 B RAME— R OBIREZ T > C& 72
D2, 1990 CERE2) SERohE Tl RN
BEOWE100% A I V7 FHRICHE S LTw
729, LAY, KFATIIEAZIET D DOTIX
RVIDPHDST, [TIA4NY ] D%/ HET
2L OWTTAGBEREZORBI I LY, #H
2 L7 K o 72 HRIZ 1992 4R 12 2R T H - 72D
A3, 20004E 11T A FUEICBEIN L Twb Y, 2ok
RIRILTIE D 7%, 1977 ~ 20024E 1 2% 3 v 7 s
B SN AFEEOIEM (7 3/ BRAH B EAES
il & B R BT L) ©, B X OVES74 B 1 IRE
D O 2 ON B OME R A R1IIR T,
WG A7) — = TZBARECR L7z "W

R T II RS ER 2006450 #5357

KM H #
LR RERFRF IS
7N BB
HABTRILL > 5 —ABRBHE

OIS % Wi 2 &, 7 LF Ve GERMERIR
IRHEEREIL T E) . 21- & Fu & 5 — BRI ek
RIE R EETRAE O —Ff) O 2FEEH O3B O3
JEDSE C, FAUIHARD EAFEDIEM O 1T A &
I, LAL, ZOHTPKUBLUOE 7 2=V T
T VMEERED &, #9677 NIZ1I A NDIEDD ),
CNFTIIE00BI% 8 2 5 BEDES SN, F—fT
b L BIFRAE R ST, (G EREIEI
ECEN o7, Tz, RIRGHIEZOMOREORE
BIFRUGEICORE CHG LTS 2 LAl
THLIZEIN TV 5,

DX, BT X AR T — 7 0%,
MS D% 5§ 5 L CEELEEZ L TEY, L
b, MAEHETLLOTRERVIZL Db ST,
[ NIEHREEE 2DV T OB S, E~OWHD
RIS D LB T B Z L idud ThiRA L

1 ERMRBMEREZOHLERTR - 27U -2 Tk

” BEr it
; = .
& EH ZEsERE"
7 1 =V b FREE (PKU) 319 1/92,345
* =7 1 Z)V7 7 = CMfE (HPA) 187 1/157,529
%538 (PKU & HPAM#AET) (506)  (1/58217)
% ?% BHa R ZHE 17 1/1.743825
),; & A= 0y TR 40 1/670,702
= KE L XF URIEE 37 1/796,161
5 H59 h—xMfE I 33 934,192
2 o 66 446,333
ME (2fFHRmHE) 216 136,379
EBO sLFE
% é ?E (1979~2000) 7,869 1/3,800
Bg 21-EFO*X5—URigE
) (1988~2002) 1,098 1/15,800

* 1977 ~ 2002 45% 3 )V 7 BB DHREF]
FRg) —Z 2 U BIREE RS E (1977 ~ 2002 EDFRIAE) THMEHEBR L
Br G ORREE

MW7) — = g 157



FhRIIR SR,

7 12V MUBRIEDETRRGHE SRR TUE
W7 z=Vs b VREOHRKNE A ) == 2
7 = = )4 b ¥ JRIE (phenylketonuria, PKU) 1
B1RT L)L, BHT I/ BRO—DTH D
7 = =)V 7 5 = ~ (phenylalanine,Phe) % F 1 ¥ ~
(tyroshine Tyr) (ZZH3 A ) % %2 FOf#sE, Phesk
ik {LE% 3 (Phe hydroxylase PAH) DGR T o 72
D12, I Phe i AN L TR E 2 & &
HEARFEREIR % 7280 2 BIRMERETH 5o BEAD
MA Phei& 13 2mg/dILL T TH 525, 3 L WEE
ECIEY, M A Phei & 2¥1,000uM (165mg/dl) PL
Fo¥a&%PKU, 21 L) S RVE;4 % nonPKU
hyperphenylalaninemia, (non-PKU HPA) {24348 L C
Who REEBOIEIRIE, MAPhe KT X852 L
Lo TFHINL720, FOKTIL 196050 55T
ARMSA ThI, FHERORRP SIS h
7275, DISET S 1977 4EFED O NI X B4 HrER
OMSHHIIG S N7z MSIZIZ, FAEROMED S AHK

(BRI L 72D Mg 25 & 41, MSBHZEREIZ I,
FA)—FIZ Lo TT I VB2 ME LD, F0iE,

A u~ b 797 4 — (HPLC) 7 EHdED
e EOEHDIREE D SRR ST b,
(2) PKU Ot

PKU DR OHEAN L Phe EEUHIBE (SR ASRE

FHRINHIRR) & AEdmifeRy, BRIEH ICLER BRI %,

Phe % & % e WY (2B PKURHRTL) »
O15252 L THD, DAETIE, MSHLEEIF
EIZ BRI R2 P D1 O L ) ZlbkE
e L CRIEMBIIE S N9, Z LT, 19904ERIC
), BRI V7 FHERICEGE STV 15FI0E
£ PKU 3 & U'non-PKU HPA |2 3513 % 4P
Phefli b IQ L Z I L7-2 25, 2D &) IZH#H
WIFEOMBEDRO 5NT, BIHIFER SN2 e
Do, FEEREGLZRTONMH TN LATREN
720 LL, R|ID L HIZ LV B L WIAFREEES Fv
T, HEUHBCIHA SN/ PKU, HPA % HulMIiff L

158 WA ) —= 2 7

R1 775> ORH

GTP
[amsrvs] [oroam] L

BH. qgBH,

Phet _K?)

. PAH
® e

s s

PAAY  {PLA

D7 275 22 KEREEERR : PKUIC 1 3 EEEER,
@7IZNTPS=Z2TI/ RT3 RXT 25—t PKUTRES h 2 BERHK.
@FOvF+—t  MiEPheSHEICL > THEEN, XFZERNTEHL,
Phe : 7z Z0WV75=>

Tyr :FAY >

BH: : 7 S E ROEF 77> (PAHDH#EESR)

PPA: 7T ZIVEIE VB (RIEEB$KRIG, DNPHRISICESM 7R )
PAA : 7 = ZJVEFER

PLA: 71 ZJLELE&

K2 #HERZXIY—=2JTRREENEPKU, HPA115%]
61T 2 RIRBIEEDIQ L MPheiZE OREER”

Phe

(mg/dl)

40 <X> <Y>
mean 100.052 12.376
SD 16.002 5.382

| n=115

r=-0.491

24 B

16 |

sl

0 .
40 60 80 100 120 140

R2 PKUGBEIEIICH T 5 PheiiisRE

1. BEEERRBERRBRMAZTI (1977)°

FLIHA 4~ 8mg%
%hU2HA 4~12mg%
2. PKUREIBHUHEEZES (1995)°
FLIRER~%h R HAmI 2~ 4mg/dl
IR~/ \FEFIE 3~ 6mg/d
INFERHE 3~ 8mgdl
g 3~ 10mg/dl
ZhLUtk 3~ 15mg/dl

£3 T xIIVF N UREOHRETRRLE
BAE BA/NERTORE) ©

() NFERAZETREANE LTHBAZ EICKRESE, mF7=
77=2 (Phe) lEEBIET 3 & &EHICHAFEHAZET,

(2) 35 B Z LICHE—MIRE, MWELEREETI.

(3) EHIMICHIBEREMRET 2175 BT TIiET - TERX, 3mLUL
#I3AF - Ex—RK, 6L WISCE)

(D1 ~2FEZ EICHEEREETT O,

(5) M PheBIFE : A#EM I Guthrie % & HPLC %%, MiETIR7 3
/EEESERIC L ZAIE

(6) M Phe{ENFREEHE (FAESETLIRINHE)

FLIREA~%) R ERRTE 2~ 4mg/d
HREABE~/EREE T 4~ 6mg/dl
NEREBE 6~ 8mg/dl
FREAE 8~ 10mg/dl
ZhLIR% - 10~ 15mg/di
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TWBEL L ONEETIE, B8O & 9 il Phefifid
R PR7C, FEEE 2 R0 A BT E R TH 5729,
WK TIE 9T 198041213 PRU IGREEEED
FE LAYTHhN T2, OETY LIZR~R7z
AL E 2T, 19954 IZPKURERESTR2H O
20 X ) ICYpE SN, REIEEUCETIROBEDL)
WD Phe g2 L 72 L 2 A, BI4D L) (12
Wt BIA B % o ChHRAREIER O BFE oI+
PheiFEAMIT LCHB Y, IGHHYEHWEL 2
BNTWD T EATRENT,

MERAIU—ZV I TREINLET I /BAH
REEEORBAT%
(DEEBRE~DOT ¥ — M X 280
JEAETHEE - ARSI (- & b RIER AT
%), YA - A7) —= v IR (e EH

3 777 KBULBERERESIBICE TS
MishPheiREDZE(L  BAE B AmBNER)

(mg/di) (XH® R2ZHE)
50 |
® PKU (n=19)
30l SWREE : 21.5~51.4 (F1938.1)
o HPA (n=14)
m 25 PHRE  5.4~17.3 (F1910.1)
+ CAMmBIARIE T £2SDERT)
Phe 20
=
B 15

L

2 4 6 810 1 2 3 4 5 6 8 1012
(R) (&%)
F W

(REW) O

L) OZELTE L LT, HARSIX1977~19934F 12
FERSN, HER IV FHRITBERS N5 3D
7 X BRI EAE, AR 350FIOIERHHMEE 1k L
T, EEHRE A - MR, APHESICET S
T U= NIRRT 7210, ZOREEIRIO LD
THY, PKUTORIZEZERIZ, A—T)V 0y TR
(MSUD), HEZAF VIRiE (HCU) DEEZRIZHA
THBEIEL, EREIZR > THRE L2287 7% < %
WIEDFR D, LL, & ZG721076Tid4f)
AUEFEFFE L TB Y, MSOARMAVR SNz,
F 7z, WD THAEME RS, MSUD, HCUTH
MSIZ L > THFEDWLEL TVADZ EHSHRIT -
720 F 72, [AIRFFRHECEER O 25hEfT L 72 h A Dl b
DPKU, MSUD &% 18FIOES 27 > —
FNHEORZIIRED L) TH Y, BEHMEH IS
H - IEL TV I EATRENZ

4 PKUEBBEERIC L 3 MpPheiRENE1L?

(% 3 V) BHB CEHhOEFIOAEREE FH+SD)
(mg/dl) [X#k® R7EHE)
40t

o SAMEAERETATDES (n=100)
O SARHAMEBRETHRDER (n=50)

BB
8

~., U
RaE =

N

o

T

-
o
T

2
§ § § § §
3

(REY) of
N
o

K4 PFERYR - 9 Y-V JTRREEINE7 IV BRABEEED x5 FEELEOPKU, HPA, MSUDIZHEITL 72

ERFIFOBLEICHT 77— MEE

Tror—FRECHITZLEOX B

ST & EUXE AT - MBCET 2RE CATLTHYEES L,
A & N =1E S . CES VT TEBHHOTHEI VY, INTHRVHIRE,
EE#H o EE#H KRS ’
i (%) i EBETHBHBBL, eIV ERE VO TRS,
- 2fEEFRICHE CREICDVWTERBR VLS 72, PEAM,
PKU - HPA 301 132 439 107 iﬁi*jﬁi* ﬁgﬂ -BAB CRIEb SV B LTV B,
oS ol BEBSEESTERLIEo L,
—— u CBCESTLATVS,
: g;gﬁ‘;ﬁ;&;Y ‘3% SRR E SRR RES
MSUD 27 19 704 19 L EETREE AR N
g 1451 JIAA— MDRBIZ“EZHRTED?” ARSI D
- 7RBR 1451 FETRTH B,
CaEEgEE T g 2ARBCBEETEEN, PoLErRATE L
HCU 22 15 68.2 15 - EEEFR, TEAG  4afl y g
(Eﬁ*ﬂﬂw_ﬂ?) PKU, HPA: 480l SRE7H]

1977 ~1996 F M s h, BFEBRWHRINIEBRICEH I TV A0,

R T II RS ER 2006450 #5357

MSUD : g 24, SR
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(2) BB OUER - HiE

PKUZ T & ORI~ ¥ — F )VPKU & fr &
N, eSS0 4 ORREEZAE L L 2 L)
1950 SHE SN TH Y, PRURTFHREFE R Z
T2 72001218, #EURAT > 5 it 7 Phe 3R HUHIR 2 17
V>, I Phe fill 2 AEAREEE I S SRO DD D B
Z D N9B0ERDERSGRETH S I Sz,

5 ORERETI, AR ik L A R T >
4BID PRUKT- B0 5 THIORERE T 25,

ZDH) LO1IFNEMSHERBITH %o 4%, PKUDA
T, MO 25EIIB T I LT BB ORI O
HPBLEII R ZDIFHL2TH Y, ZNHADHEY)
LREFDEER SN

FERAIU—ZVJCBIF2REBDRE
— BEEBINDOES5ZZHT —

WS TR A, AN E 2HERMS 7'u
7T AOBRIZIEERT T, 19744F5 5 BTG H AR
FhRbe AR AUNIRBEIROIED TS, Bt
PEOREE R S O 1 215 C, BN AR CHIES
LR ERRIZ, PKUZELT I/ BRAGHREE
DAY —=> 7 (FERFI 4500 FO pilot study) % B
L7z TLTC, ABEICLAAZ ) =2 7BthS
na &, HERUSOER CTHIAET HEM 1077 A
DHFERDO VKA AL L, 2000450513, HTHD
THAET 2 EHE RO ZHL T LI L2k o7
75, LRk (BICAT ) M) B L O LRR S
DA QUAREE) 2479 720 Tld7 L, Iwhatet
BT 2 HMNERITOBMOBRIC S, BT %
LIS LT b,

SHIC, HEHTHERING BEHE O, HF
HHAEE & DRI & - T, Ak (B2 HE
LA 2TV IEE THIAT S MBI L DR

B, BABIO B CERIMRGE) 2 EHEX LT 50

SRR A RS LC, BEOACEHICOHAILT
Wb, TORER, BEMEOBEL ZITHGWITO
B, FREREZ EPRELREREOEE, BLO
RN T OITRR 72 EOEH IR ECHFGLTH

160 WA ) —= 2 7

0, MRATERROSAMER A 197447 LHEIZE
% T TIREROEEIZ R L T o

TIU

PLEgR~R72 & 912, 304 %M 2 % [IEMAEFDHTAE
WEMSITlED 72 ) R L3, @Y RERE <
F7EEL, EEBRBRANE o TWE, £LTC, 2
NS DORRIILBIFED S5O N ERIKE %
HE R LTBY, MSOEHIT g BI85t
ENBRELDTHDHZ L IFmxfirzve U
b 5T, MAZEET 2SO TR OCMSHERD
WG AIERT 2ITBOLEBEIIEL R EFEE LI
EZTCDo DHENIBIT 5 EHRBDFSEHE % B
LML, LD BEUREREANDOUER &, MSH'D
725 L7BRICIE, BIFRAESRE (FE LT
L &R L7z,

ik

1) HFRGE iR~ R - A7) —= v 712k oT
R SN RMACH EE O BB (3), FIH
REL(FR) - EAELLHEENIE, <A - A7) —
=V ZCET ARRGEE, WEFI604F R, p22-28,
1986

2) BARWE A~ A - A7) —= v 7 OBEHH
BT %8, Bk I V7B, 55367% : 50-60,
20004£11 A

3) HARE I PR I24FE R B 3 v o S BB S

2 - H—ERLFEEEE AR X - X7 —
SV THRAINENO 70 —T v TV AT
L OFAET KR IV 7 IEH, 375 129 - 32
20014F11H

4) FEARHE  TPRRITEERR IV REMERES

5) Scriver,CR, Kaufman,S: Hyperphenylalaninemia
:Phenylalanine hydroxlase deficiency. In:Scriver,CR
et al (eds), The Metabolic &Molecular Bases of
Inherited Disease, 8 th ed, ppl1667-1724, 2001

6) ZHEMIT A 1 e RAH BB E OWRFIRE — F 4
B~ - A7) —=v7oxdfER. HIERESL:
840-845, 1992

7) KRR  HAER~ A - A7) —= 0 7 TRR
EN727 2=V b Y IREED T 1% — B HR IR
ORELZ5SF 2 To HAERMAH S (XXX
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)45, 1995

8) KMH¥IID : 7=V bV REB L RS
T2 VT T = Y MUED BRI A5, /NE
%133 : 867-875, 1992

9) JLJfESE 132 (PKUGHEIRSIEZES) - 7 =
VT M URIE (87 2 = VT T = 2 IEE O — B
% B t) BRI OUE DR L e G R
S CPIRTENE) 122 W T HIBEE 1 15351539,
1995

I)0EFEARGEED AR A - A7) —= v 7T
RSN REABREE I 2 BEMDZO
T v — MR, FEER IOV 7 1BEEE 405 ¢ 60-72,
2004411 H

11 AR © < & —F )V PKU O iEH# — 184E D FEER,
HEER 3OV 7 1B#REE 387 1 17-20, 20024E 11 A

128 KMEIED v & —FIVPKUIZBIT AL~
y—oEE, BRAYA-A7 ) — = » 7Eaik9
(2), : 33-38, 1999

RSP R R 20069FM  5535%
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SR IRIEFR R TE (7 LF VHE) O
HERA ) — = J R
A7) ==y TOHIRESBOME

FUsIC

1979 (FAF154) 4205 A & 2 Je RIEHIRI A RE
THE (7 LT VHE) OFHER~ A - A7) —=2 7
DB S, 266FERE L TV, RIS, G
HRICL - T, 7 LF VIEOQHBETRIE, YA A
V) — = 2 ZBIELIAETC  UREERICEEE L T %,
FRR PRI S S (DT IARZ D 1281757 LT
HEAZ ) ==Y TRIERICED S5 TW 575,
ROZALE & HIZH7 ML E LT b, AR/
WAZ ) ==V 7RTIE, ®RHBIZBIT A A7) —
Z Y T OYEEDTOI, BET Lt D TV 5,

CIBEOELRMEIEE & LT, ROEH D
FoNs,
D 3 — FEAMEHRIC X DIENTIC X > TORER
Mo TSH A EAH-3 2 BEIZOWT, Flga 2175 720
2) AR () 7)) — Ty (FTy) B &
O TSHEDOMRESY 2475 720 € OFEH, FEM A
23258 LT oV (1213 H A R 3 1,000g % i 0 i K
AR ICATY) TIE, AR LEUNTIIFT
TSH bfEZ /R~ 325, 1dAZ#Z 5 & TSHIZ EA L,
FTAI 2B DOMEIZE D T EBbhro
720 CORERIT, BARAEIZEIT S, ARFHOH
R ER — T HEAR — HURR O BUREDIR S 2RI §
bo £ 2T, MENRBEER, FRILH#RIO FT4EOH
TEREREDEMWE L TT LD, MELTVD (F1),
FTufix A7) —= v FOHEER#EL LTED LD
WG 2035 HOMETH 5,

7z, ARMAAER (RLEER) o TSHAEOSRIMH i

R T II RS ER 2006450 #5357

R K F

RRUFEMKZEZR

VRS R, [AREO 210 BRI OFEEA: % 7~
THREREFEZ NI T ORE % ERERILIE
BicBmSE L, [FSEo 200 BRI ORfUR % 30
W LD B B T L QWEFEOFHTHE L T,
ARTIE, 2004 CPRLL6) SEEDA 7 1) —= v 7tk
ROFLDEATH 72, AINL, RIS AR
2 TOHBOFERE, FEMRETREEATE
IR L TOBHERE, D2 HIZOWTARZ/NNEA
7)== TR OGRS L 72O TEOBEREERET S,

2004 FEDAIU—_VImiE

RENZBIT B 20044 O SR IE IR AEI T
DAZ ) — = TIiEE R 5,
(A2 ) == 7 )k

WEAERE & C & AR CHEIR A ki b TSH % 5% L 72,
TSHIE, ELISA{: (=¥ 7L — FN-TSH, /N1 =
VAT 4 Hue) THIlE L, FIEREfEAS BAZ3 /¥ —
t 7 A VBN OBIKIZ DWW THEIEZ 7V, LG
FORTAUU/mI L % 7R L 72354 I RIS B A,
15~40uU/ml DA IE RIS L7z (R2). TR
M8 £ OFF A FRIRIRIZ DOV C oYLk, FT212
Yo TSHIEEZFIRE, $NT&lMfE% 1665 L <l
IR RALICIRE L CER LT b, F72, W
EMHEATEAL3 /83— ¥ &7 4 W OBKRIZOW T
FT:% ELISA % (= > 7L — s NFreeTs, /31 T
VAT A4 AL THIEL, ZFHE LTwb, 467
FRBEA S OMARIZDOWTIL, TSH & FTy D % i
EL TS FHEROFT ML, 75810 ~30ng/
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dlE LC&E77S, AR LTy, R1ICER Q) A7) —= v T

WEBIRIMH EI FTaOBEME LR T, 72720, & EENDA ) — =0 FTEEE R3S, 20044
IHETHBEMETH Y, LHEMTITR . FEORWAZ ) —= 2 Vil RAITR T, 20044F
ED T LF VIEX A « AT ) — = 7 ORI

Ll AR MORIC S 92897 AT, HIERA CHIBMRA & % o 727950

- Rl B N (0054%)s ZOHIZIZTSH > 100uU/ml TESKE
i 4~7H 8~ 148 15BLLE BRI L 2 5 NFr— A 1841 (0019%) &

055D 45 285D ¥ -255D ¥4
~25 <02 058 036 074 041 131 FN Tz (R3), FHRIMKELIL634 A (067%) T

26~ 31 0.39 1.17 067 168 0.72 1.59 .
32~35 077 1.72 Ho7(R4)
§:~37 1‘212 ij; 120 222 086 188 19994EE 7 5 20004EFE 1 2R lbe T A L 7-3iE

Wb > 72728, BIRALATT 342 NBEIN L 7275,
2001 4FEIE 2000 4FBEIC N, ARRRATE)S 2047 N
x2 JULFUERY -2 THERE RREFHEZHSR) LT\W5,s 20024E 8~ 2004 4EEE 1L S S 12 LTw

FT.DEALIE, ng/dls

EHRE EiRMAR B2 IR M 5o LAL, WEHSOHAIE, = ZEEIHEIXN
TsH >40: Eﬂ#%%#ﬁﬁ >20: *%@#%ﬁ > 8 BERE Dk 5 T‘%éo
(wu/m 15 — 40 : B#HMm 10 — 20 : B4 %
<15:E# <10: E# <8:IE% 2004 4F £ @ TSH150U/mlBL | o & 51, 647 A

O TSHBEFRE, 2 TIBRESICRE L TRLTL S, ) - "

© TSH LS 11— o 5 1 LD DIE DTS, BHS 1 0% S (FT) EHEL 07%) TH Y, FHRIMKIEEL (TSHI5~40pU/ml
BEEE LTV B,

@ BREOSEEIBLEEBL TV 3581, >8EEEREST 5. ), BURSEEMAS & 72 o 72 (TSH40pU/ml PL_E o 61)

K3 EEMNILFUEDRT ) -2 THR

(1980 ~ 2004 &)
wmgo B E TSHLMS TSH pU/ml (%) +be TSH 15uU/mi
FE A L a2 = N—tlaqi UE®EE
TOBREH O (%)° 15~40 40~100 100< (%) °

1980 139,953 112,453 3,539 (3.15) 5 (0.075) 8 (0.007) 3 (0.012) 106 (0.094)
1981 136,756 114,335 3,722 (3.26) 126 (0.110) 12 (0.010) 6 (0.005) 144 (0.126)
1982 133,776 114,421 3,587 (3.13) 143 (0.125) 8 (0.007) 16 (0.014) 167 (0.146)
1983 132,050 112,860 3,701 (3.28) 189 (0.167) 9 (0.008) 8 (0.007) 206 (0.183)
1984 131,151 110,648 3,593 (3.25) 141 (0.127) 9 (0.008) 16 (0.014) 166 (0.150)
1985 126,178 106,874 3,581 (3.35) 154 (0.144) 12 (0.011) 9 (0.008) 175 (0.163)
1986 121,745 103,531 3,278 (3.17) 241 (0.233) 7 (0.007) 13 (0.013) 261 (0.252)
1987 118,509 102,268 3,352 (3.28) 233 (0.228) 2 (0.012) 7 (0.007) 252 (0.246)
1988 114,422 101,489 3,288 (3.24) 300 (0.296) 0 (0.010) 9 (0.009) 319 (0.314)
1989 106,480 96,220 3,296 (3.43) 286 (0.296) 7 (0.018) 4 (0.004) 307 (0.319)
1990 103,983 93,902 2,993 (3.19) 412 (0.439) 6 (0017) 10 (0.010) 438 (0.466)
1991 103,226 93,894 2,991 (3.19) 490 (0.522) 8 (0.019) 10 (0.010) 518 (0.522)
1992 100,965 92,324 3,069 (3.32) 460 (0.498) 14 (0.015) 5 (0.016) 489 (0.529)
1993 98,291 91,822 3,197 (3.48) 496 (0.540) 21 (0.023) 0 (0.011) 527 (0.574)
1994 101,998 95,435 3,225 (3.38) 601 (0.630) 16 (0.017) 7 (0.007) 624 (0.654)
1995 96,823 90,219 3,012 (3.34) 446 (0.494) 1 (0.012) 6 (0.007) 463 (0.513)
1996 97,954 91,678 3,011 (3.28) 513 (0.560) 8 (0.020) 4 (0.015) 545 (0.594)
1997 97,906 90,793 3,032 (3.34) 630 (0.694) 2 (0.024) 2 (0.013) 664 (0.731)
1998 98,960 91,756 3,071 (3.35) 619 (0.675) 9 (0.021) 3(0.014) 651 (0.709)
1999 97,959 90,759 3,025 (3.33) 727 (0.801) 4 (0.026) 5 (0.017) 766 (0.844)
2000 100,209 98,101 3,590 (3.66) 871 (0.888) 30 (0.031) 0 (0.020) 921 (0.939)
2001 98,421 96,027 3,479 (3.62) 707 (0.736) 21 (0.022) 8 (0.019) 746 (0.777)
2002 100,117 95,631 3,229 (3.38) 654 (0.684) 22 (0.023) 4 (0.015) 690 (0.722)
2003 98,540 94,977 3,236 (3.41) 634 (0.668) 12 (0.013) 5 (0.016) 661 (0.696)
2004 99,284 92,897 3080 (3.32) 603 (0.649) 26 (0.028) 8 (0.019) 647 (0.696)
&t 2,755,656 2,475,314 82,177 (3.32) 10761 (0.435) 394 (0.016) 298 (0.012) 11,453 (0.463)

21985 F K £ TTSH D cut-offfE1E, 20uU/ml, 1986 FRELIREIE, 15uU/mls
PTSHRIE S, 1987 FE % TIERIAGREE 1988 ~1989FEIFRIAY > K1 v Fik 1990 FE & V) ELISA i,
° ()R, AREL> 2 — TOREHICNT 3 %,
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x4 2004 FEABNILFAERAT -2 TBiE

@ | BAlEH = ] FEEARERFEEL
F£-8 e (Efr3/%— % $E =
BEH [T sq0)  (TSH:15-40) IEMER BRER 5t
2004. 4 7,542 246 50 (0.67) 3 7 10
5 7,847 254 47 (0.55) 6 6 12
6 7,752 274 49 (0.68) 3 6 9
7 8,224 264 52 (0.63) 6 6 12
8 7,744 256 50 (0.61) 4 2 6
9 7,763 268 62 (0.83) 5 4 9
10 8,296 278 73 (0.82) 5 11 16
11 7,312 239 68 (0.90) 2 7 9
12 7,364 246 45 (0.62) 5 5 10
2005. 1 8,411 281 45 (0.49) 4 5 9
2 7,419 241 48 (0.66) 4 6 10
3 7,223 233 45 (0.59) 3 8 11
=t 92,897 3,080 (3.32) 634 (0.67) 50 (0.054) 73 (0.079) 123 (0.133)

() A, MEEBICHTE%ERT,

¥l BIEFIZ LV ETOEHRALNL LDODOK
X723 (R3),

HBloZ® = 5L, 5H, TH, 101X o7z
2 (R4A), TIBET, LT L —EOMEAN DL &
V) DI TR,

Rmh 5 AHARAEZATE TOHBDERE

00444 A2 5 11H £ TO8» HIIZARE TZT
T 72896 HRAEIZ DWW T, R & 2 MMk 2
FTOABTHNIze TOMICARIEE BT L7
skl X 299tz T %o Hiink & & IR B2 £ T
OFHABEELT S &, FI10~19 H 2350565
(167%), 20~29 HA129%7% (431%), 30~39H
DT0HE7% (234%), 40~49 HA327Hiwk (90%), 50
~59 0314 5% (46%), 60~69 HAT Htizk (23%),
70 P kA 2% (07%) Th -7z (K1),

X1 SERESIRABFHEZFSAESETO

BHEEROFHBRDSH

2004F4R P 511 E TD8HARMICAR TR I AH6TIREICDOVT, Rl
» 5 AHIRAEZAFE TORBER Nz, DRI A AR % R T U 2 MEE% 1329985

Thd, MK &AL SZMHE TOFHAKREERL =0
140

120

SN =

1.0~1.9 2.0~2.9 30~3.9 4.0~49 50~59 6.0~6.9
KD SRRMBFHELBRZMFETORAE

7.0~

R T II RS ER 2006450 #5357

P2 HUANDHKI60% % 0 5755, P4 HL ED
MiREAHIT% TH D Z L IIHIEE W2 5o FEARRIZ
&, FRMOLHBHLWIFBHIEE L TW7z72 s, 2
HUANWZZAFE R, ZORBIZEAZ ) —=7
BEPHL T TH D, LW HEZIISAZEL
THIHLUAZIZZATERTH S, ZORIZDONT,
PRI - Tddg 2 & ), —E ol i3deEt b
FEAS 2 W FH3 B

REREEREENEEIFR(CHA LU TV SHRE
PR 2 ) — =0 ZIC B TR B E &
oYt RAEEFEREICHN SN D, MR
BRI BETH B &) Bl S, BIE, A3 -
W B OB MEDEH 5 % 105t ARE ST
Wa, LaL, EHAKER TNICU ABEH DS
(&, NICU CTHiEB L INEEZ1TH S5 252\, &
7z, A N W OB AR & RO/ NERHE
PRI bH ), WEREDNS  OEFEET
ThNDL L) ol EHEME NS,

200345~ 2004 4E D 24E /N2 7 L F VREDAEHAT
MRED R LR 2 78 2 A, 43Rk
Tho7z (M2), Mol T 1261025 Bk
HEHIE & L TRESN TV AR TH b, 24EH
TABIL L DK EFT - 72 OW 15 ik Th 575, 24
[T 1BIDADEREA 20 fiZk T - 72 (F2) o
0L BHREET 2, WEEREEOEED
RELSUETIEI W EZ bNb, 72, £
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(AR Z AT > C VB EREEOB T, 715>
FED WL T 2 BT ) LEDD S
DTIE BV EEZLND, ZOREE, #HAEEA
7)==V 7 OYE L RROIZOITIIIFRICERE R

ZLEEZLNDLDT, G4 BREMIZBNTT

Mt 2 B L7200

BHOIC
FERVEF IR RRIR T (7 L 7 Y E) AR
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NI T D 16D L 720
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MU 2865 L ORE SN BEBE R L
720 200444 H 720 5 B4R 3 H £ T % 2004 4F BE LA &
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ABHBEIX /21721 & 70 o 720 AREEFE L IETHIR %
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2004 FEDRERBEEDEE

2004 FEFEDOREREZ 1N AOMEZR21TR L 720
TEMG B 01334 ~390, HiAfAHE 132268 ~3730g T
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ESNIZAY ) == TIpHEF I THI Td > 720 FllAl
PRI TR & 72 o 728123261, FRERIMARE T ok
TIRAD 5B T 72,

No.354 (%378, 2268g T4 L 72J8C, FHHIM
T17-0HP13109ng/ml Td - 72745, HE9 T3 TIZ
M{E17-0HP 239 ng/ml L M ENTWT, ZDi%
DOFE# & b & b TS 17-OHP MUE & T S
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17-OHP 13417 C 3346ng/ml & 0D 7= XE
& 72 57275, Beckwith-Wiedemann i 5 5 C Rl &
WIEMIZ L 27 v o v TIEBREORTH > 72, Ak
= )VF—)vidscale over & 72 > T\372, No356 1%
343H24%g 14T, 30 H DFRIMT 17-OHP %564 & [
ML % B 5 72720 B L 7 - 728 TH
573, HiE26 CORINT, IMiE17-OHPAH 14 LT
L TR & flE S 7z AR e — @ P25

RSN Tz, No357 b 3[H H ORI % T 17-OHP
PREEMEZ R L CHBEREIC 2 - 728 TH 575
H #5336 COFRIMLTINFE 17-OHP 28 157ng/ml & 72 ) 14
Bk & 78 & M7z No359 I #) mIERIM T 17-OHP A%
214ng/ml T & o 72 RIS & 9 &4
KEEIRIZ 720 T L F 9 72D ICWI AR C Rt
EL7ZRTH D, EERBE, DIC 7% L O IKRE
TTORIMDIETH -7z, No3621337:H82916g TH

F1 ERUEIEETBRECHERYX - X7 U —Z2 Tl

(1984 ~ 2004 F )

« BRI ERRESH (21-OHDEES)  21-0HD
F = SHREE - % o o w
= > = (ERmEER) MERMICT BRMICT BEH

Pilot study 132,289 748 (0.57%) 13 () 29 (0) 6
(1984. 1~1988. 12) 761 (0.58%) ( 0.03%)

1988 £ 22,199 31 (0.14%) 4(2) 2(0) 2
(1989. 1~1989. 3) 35 (0.16%) (0.027%)

1989 F & 96,220 111 (0.12%) 27 (5) 5(0) 5
(1989. 4~1990. 3) 138 (0.14%) (0.033%)

1990 £ & 93,812 213(0.23%) 24 (6) 6(1) 7
(1990. 4~1991. 3) 237 (0.25%) (0.032%)

1991 F£E 93,894 173(0.18%) 11(2) 3(0) 2
(1991. 4~1992. 3) 184 (0.20%) (0.015%)

1992 £ 92,324 230 (0.25%) 17 (3) 8(0) 3
(1992. 4~1993. 3) 247 (0.27%) (0.027%)

1993 & 91,822 223 (0.24%) 18 (6) 6(2) 8(2)
(1993. 4~1994. 3) 241 (0.26%) (0.026%)

1994 £ 95,435 274(0.28%) 10 (8) 10 (0) 6
(1994. 4~1995. 3) 284 (0.30%) (0.021%)

1995 F£ & 90,219 276 (0.31%) 10 (3) 7(2) 5
(1995. 4~ 1996. 3) 286 (0.32%) (0.019%)

1996 F & 91,678 271 (0.30%) 14 (5) 9(1) 6(1)
(1996. 4~1997. 3) 285 (0.31%) (0.025%)

1997 £ 90,793 273(0.30%) 10 (4) 7(0) 4(0)
(1997. 4~1998. 3) 283 (0.31%) (0.019%)

1998 £ & 91,756 246 (0.27%) 13 (6) 6(1) 7(0)
(1998. 4~1999. 3) 259 (0.28%) (0.021%)

1999 F & 90,759 311(0.34%) 5(2) 10 (1) 3(0)
(1999. 4~2000. 3) 316 (0.35%) (0.017%)

2000 £ 98,101 404 (0.41%) 9(1) 19 (0) 1(0)
(2000. 4~2001. 3) 413(0.42%) (0.028%)

2001 & 96,027 428 (0.45%) 7(4) 6(1) 5(0)
(2001. 4~2002. 3) 435 (0.45%) (0.014%)

2002 95,631 456 (0.48%) 5(1) 8(0) 1(0)
(2002. 4~2003. 3) 461 (0.48%) (0.014%)

2003 & 94,977 381 (0.41%) 6(3) 9 (1) 4(1)
(2003. 4~2004. 3) 387 (0.41%) (0.016%)

2004 F£E 92,897 461 (0.50%) 5(1) 6(0) 1(0)
(2004. 4~2005. 3) 466 (0.50%) (0.012%)

~ 5 1,650,833 5,509 (0.33%) 208 (66) 156 (10) 76 (4)

= " 5,717 (0.35%) (0. 022%)
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x2 HEREE-E

(AIFEEFROBEREE —BOKE | 2004 FE)

BEREE A1 17-OHP & & U Cortisol (F) i FEEIRERME
£ No. M % 7k %1k (GEHRMD) F2Kk (BiRM) 17-OHP iR ——
4 thE BH M 17-OHP F  4Mm  17-OHP F BE e i
® A D% E#% Di# FHE DE Ex D& Tme
354 B 2268 37 4 705 267 2112 13 316 109 509 9 97 1BRa1E
355 % 3730 34 5 >100 3346  SO. 6 780 AR
356 H 2494 34 6 1413 206 1305 12 549 118  56.1 26 14 faBe
18 2938 64 1243
357 B 2576 36 5 10.1 57 14 163 82 968 36 157 1Bk
> 29 15.0 65 793
0 38 B 3050 36 5 612 302 1613 ?
0 359 B 2464 37 10 574 214 3177 14 54 1aBE
:f{z 360 B 3436 39 5 157 66 12 154 79 23 85 ?
E 23 142 6.2
31 ® 2650 37 5 15.1 90 840 15 454 164 1324 ?
28 170 90 1733
362 B 2916 37 4 264 116 918 11 473 163 670 1B
363 B 3605 38 4 >100 4965 217.3 1 410 21-OHD SL
364 & 2712 37 5 179 93 10638 14 158 78 710 1BRa1E
30 149 77 1469

i SL:iEfEsekE, NC: I FHHAE, S.O.: scale over
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ERLGALERITENE T o228, BLW
THE LGB LD S, IEL AL B
N720 No3641337:H2712g THIE L ZZIRT, i3 D
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Frv 7Y ANLHERTETVS25 HEm23 Tolfl
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AL MTHoTz, BUERGBEIE T TH S, No36l b 3
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No363D1BIDATH - 720 3818 3605¢ THIA L 72
BT, FIEERINT 17-OHP A34965ng/ml T7- 72512
FEMAT L e o720 Hifn 11l TR Z 22
TW52S 3 CIINa 125mEq/l, K 79mEq/] & H5%E
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BRI RN 728 T o 72,
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72b 00, FEEREREO 17-0HP b s EL R L
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TORIEN A - A7) ==V BT, [FARROK
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