ik

—JUu

J=|

A

WREZZIEE LickE

AHHE #

R DT AT AR =

EEMEZ
AR NHES 2

e S HfE—

FUR R R AR Bt Al

FENERS
AR

PRIXF

W BERERF R v & — 8%

FE A
FURE I ARHE 25 B B
A
R ARHE RIS R
KBS
BRI A E %
(#HH)

HLLHR

B NEHE 2

HRPIRETRRAL - AR

(50 #

JIE)

JU—

WREOTEEV AT L

WA, RN OFERZ SIS, 1974 (BHF149) 4F9 A2
LGS NIz ZOM%, BWARSAEILSN, 1977F L) E, B
AR L B NEAEL LT, TROY AT ATEBIN T 5,

MO RN, 1974 FEIIATAY ==X A2 7=V r b
VIRIEE RE VAT VIIETH o720, 1976 SEEPS A — TNy
Oy FRREE, T 7 b—=RAMYE (A7 U R4 bT—1) %
B, FLT, 1977 AEER S AF Y VIER S 7 5RO A
)=V TP TbNTE, 72, 1980FE3H»HIE7 LF >
fE (ERMEHIRBARREACTE), £ L T1989 (Fut) 41 A
SIREIEEEIED A 2 ) — = FHRRBALEN, FEfSA T
Bo 19934EE LY, CAF I VIMYENAZ ) —= 2 T LS
NTHRERIZ6EBE o778, 0124E4 ANV TFATA
HBICELY MV VIE TR, 7AF= ) ansBRE 7ol
T VERMSE, A F~u VERIME, A VHEHEBRIE 27V 7 IVER
ME TR, WEHINVKRFEY T —BRIVE, 3- XA Fhra k=)L
)Y URRGE, 3-b FOFY -3- XFIVTIVE OVERINE, HhilT >
v CoA BR/KFREHR/KIBIE, MIREHT > ) CoA BKFERER/KIBE
HNZF VIV MV VA7 25 —8 1 RIBE, =HEEE
/R 3- e Fu® 7 )b CoA PIKFEHRKIBIED 13 BEHE
MEN, FHI9REDAZ ) —= v FPEREN TS,

WeAE CEREDPISR S NHEIRIL, B E B ARSI/ NER
7% ECHEERZRT S I, IHE EREIThIL T A,

VIRE

BRESAT L
mEH | BERFEEVDHZEDEM B =z ® M
le
REEIER \DHHE DB RRBTFIEFAHR
____JEEﬁ@Emgﬁ@ﬁ REEIE DHBEDEH
i s
wRemn, | BHE | [ wan [ % :
T
e . 2
BEES R | B B % 2|k I
DNHZED@EH g /) /) g :‘T% 5 | E & i B
FREECRAERR P%| 2 7|2% %% =
mE mE ] =
2R 58’ g |2
e e o | &
i
REEDRIHICL)
BEREDESDE v v
Ty
e I
i | mHaR [
ikiiliialall yryrereeres | BRR EREEORN %
HAIRREBREEREDE AE BT S A

WA PR & 20165 H)

55457

FHEWRR 7)) — = FHE
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RO RERBEEIED
A7) — =V T HE
— VT ARANL LA ) == TRk LT -

FUSHIC

W PRI (LIT, AR 13, 1974 (1EH149)
5 BEERm NFHES (LIF, B4/ IHE RS
) OWI1ER T, iAo AU % v 7
TRVRBREIED A7 ) — = T BB EA
TR L 720

MINE T 2 2V b VIRAEE RE Y AT VIRAED 2
ERIZOWTAZ ) ==V T HFToTn DS, 20
A=Wty TIRKIE, HT 7 b—AMEB L L A
TV VMHFED SFRIZOWTH T 5 2 L2572,

19774RIIE S OFAA 7)) — = > TSN EAL
SN, AREAFE, BT R TR L L CeEICE
FESND L2072 T2, 1993 CPRLS) Fiid e
AT Y VMFEDS A ) — = TRGIEED BRI,
FHARIZBWTIZ 201244 H 5 7 7 W E &5
B (8 T A AE) HERITEA SN, SRR
WREDA 7 ) — =2 TRIGHBIZ N E TOLRED
52 1THERIIEIM L 720

AN TH U AR (BUEALIMER) D&% 21T,
(& C TR IR LSRR O EERE C A L7287
A GERNA A VRO B £ 2 90%) 12 DWTHRIED A 7
) ==V T RFERLTEDS, 20004570 S | IHR I EE
BeCHA: L7-HERIZ O W T H Ot T TR Y
==V ZRFEMT A LR, BHEICES> T,
FFClE, 20M44FEBEDOARIEA 7 1) — = 7 OFENiEIR
W& ZF DR IOV THEET 5o

132 MR ) — =2 gt

FURCHR T B B 21 % BT PRABAR AT

A==V 074k
014FEBEDIRMERHIFRFEIEA 7 1) — = TORR
BABIE, 73 MRAGHEERESEER, AR
FETHER, TRIAMRAMREERED Y ¥ T A Ak
LRAZ ) == TRGIRE (8 ¥ T 5= A LR GH
16, B I UWERRBEERE (77 7 +— AUl
iE) VREOFHNTHRET, ZOFEMAR1ITR L7 2
DEIZZY ¥ T AR AFELRAY ) — = TP RIEHE
(& O T AR A2KMGEE 65 bEEN TN D
D COGEBILY v T A A LRK SEEE L FREEA
FLTHAHIEDPLIERIIELEETH S,

AN — = RGN O ERE T AR L 729
WBCHBo Hf%5~TH CEEN/-HEX1HE L72HGH)
D70 & 2 HERIM L 7B D ME A AU LA S
FOTHRAMRIME AR L L, FIREERE SRS
FeEldt v ¥ — S CICH%T 50 AR TIIZMHEL
BARDIRAE, A F T HIRIME F TOH: & af
AL T ETT> T 5,

RIS RIIRRE) OS2 T2 IR LTz
T X RS EE & AR AR EE B X OWRITR
REBEEAEOMERRANL 7 > 7L< AETITV, 73
IBRET NI V=T (D V=T 2 R ET) Ul
EL TS 7 3/ BRAHFFEIEOVERAL Ttz
IRLIENE, ks a~ s 574 — (HPLC)
Fx FC TR X AR 2 T> T\ de A
PR FERE & IRIDANR G FAE O R IR Tl
ERLIGEICE, YT AN AEE I A v
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=1

RREICH T B AERERBERREORRER L HIERLE

EHAREL L

(2014 )
BEE 27— INEREE BRI % &FET 2 EEfE EEREEREERET I EEEEE
TIZIA hURE (PKU)
Phe > 180umol/L »* 2
------------------------------------------------ Phe > 10.0mg/dL (HPLC)
P i (PA) Phe > 2.5mg/dL (HPLC)
L, = Leutlle > 350 #* Val > 250umol/L
Lsom A~ 7VyRYTRE MSUD) 75 Leu > 3.5me/dL (HPLC) Leu > 6.0mg/dL (HPLC)
RHRERE
=1 KES . Met > 80umol/L »*D
5% FEYXFURE (HCU) Met > 1.5 mg/dL (HPLC) Met > 4.0 mg/dL (HPLC)
ShLYCIEIR (Cit 1) Cit > 100umol/L Cit > 200umol/L
FE=JANIBERE (ASA) Cit > 100umol/L #> ASA1 5umol/L gg Aig%?l‘r‘n”;‘l’/'('- =
aE#:
;( 7ned ~BiMiE (PA) C3/C2 > 0.25 #2 C3 > C3/C2 > 0.35 #2 C3 >
/Z AFILTOCEME (MMA) 3.60 nmol/mL 8.00 nmol/mL
2
| 5 +
/ 1 VEBEBME (VA) C5 > 1.00 nmol/mL ;?ﬁ;g;gg%mo'/ ml 2 DA
T hmEAE —
Vi REME  JUELBOEIR (GAI) C5-DC > 0.25 nmol/mL (RE)
ot 7RE
;ii HWAHLAF LS —ERIBE (MCD)
5 - *FnvabZNT YL PRE (MCC)  ¢5.0H > 1.00 nmol/mL C5-0H > 2.00 nmol/mL
Z 3 ERO¥Y -3- A F LTI RIERNE
A (HMG)
Bt S 7 2 )L CoA BikFE®E (MCAD) C8 > 0.300 nmol/mL £ C8 > 0.60 nmol/mi #2
% RIBIE C8/C10 > 1.40 C8/C10 > 1.40
HBESET )L CoA BikZEER C14:1 > 0.400 nmol/mL #D C14:1 > 0.700 nmol/mL »
pphEefcs  (VLCAD) XiBfE C14:1/C2 > 0.013 C14:1/C2 > 0.020
BEE
LS = C0/ (C16+C18) > 100 "2
4BE ?“’:5‘//‘”’\ bAmbZ 2 CO/ (C16+C18) > 100 CO > 100nmol/mL #>
75—t 1 (CPT-1) RigE C16 < 1.0nmol/mL
SHEBE/EES EROXIVT UL C16-0H > 0050 #D C181-0H > (o
CoA fik¥%=E% (TFP/LCHAD) R#8iE  0.050 nmol/mL
7Im
KBREE ¥ MY LREE Cit > 40umol/L Cit > 200umol/L
17&RE
B N .
5% RHEWE B-4 bFA5—CRIBE (BKT) C50H > 0.60 72 C5:1 > (RE)
=z 1&E ’
2
y HILZF> T IR—2—R%E (CTD) CO < 8.00 nmol/mL (k%)
i
= c8 > 0.30 #2 C10 >
= N C8 > 0.300 nmol/mL > 1.00 nmol/mL T,
4 mpm HMBLELR GAD C10 > 0.50 nmol/mL C4~C18, C14:1, C181 4
£ RHHERE EffICER
2 ARB L =F LI R RS
71— ¢ (CPT- 1) RiGE (C16+C18:1) /C2 > 0.62 7> )
ANZFLTIONHILZFL FTLR €16 > 3.00 nmol/mL
Of—+ (CACT) RiBIEE
554 h—2 80me/dLLlt 554 h—2 20.0 mg/dL Bl E
K59 h—2R-1- 1 LB -
N (RE)
B mH ‘ 25.0 mg/dL LIk
= RHREE  H57 b—2ME BT h—Z-1-ULBIYU I
& 1 &% hS22715—HEME (R7E)
HARELL
UDP-A57 h—X-4- TEX S —H5F% (=7)

(GF) Phe=7zZ0N75Z>, leu=A91Y >, le=4VAS Y, Met= X FF=

<

Cit=> ML) >, ASA=TILXZ/aANJE

CO=EBNINZ=F>, C2=TEFINHIZF>, C3=TAEFZINAHINZF>, Co=CAVYNLYIAINZF>, C5-DC=~NRVELIALIANZF>
C5-0H=3 E ROFX Y1 IYNLYIHIZFL, C8=FV R/ AINAHIZF>, CI0=FTH/AINHI=F>, Cla1=3JZXMLIIHINZF>

C16=/3LX N ILAIZF >, C16-0H=3 £ KOF Y /NILI R ILAHIZF L, C18=XFFAAINAINZF, C181=F7 2Tt/ IVANZF>
C181-OH=3 & FOF AL A HI=F >

W PR &

- 20164EM 5457
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x2 YERMIKRFORETE

(2014 )
MHREE REIEE DERE FIRE
73U BREERE VAWl 8L F LT RED HPLC %2
> = 2 573 =L D H1 &2 _:-L\715£1>:
HHEBASHESE TIIWHIL=ZF AL F LT XED GC//K/I—S*)E@
RERrRR R R BT TIIWAINZF 4 F LT RED 2 F LT RED
#52 h—2Z (Gal) ) ) ) ]
555 F— 1.1 SB (GaF) Gal-Ri% (B3R %) Gal-Rix (B¥Ri%)
TREHR i Rkl
(#77 b= 2MiE) BIIP AL VBIUIL s mmn) R RT—k BER)

N v i Rl 713

UDP-#5 %7 h—2Z-4-TE X5 —€iEH%

IE XS5 —t& #BRH)

(F) 1) 2>TLEEANE 2)BREEI/OY NI ST7E ) ARyAY N5 TEENNE

k75 7 EES T (GC/MSHE:) % Hiv TR —Hefkiz
L DR HAT > T o HT 7 b — AUMEDORAS
IZBWTIE, PEMEE LTI 2 h—AETT Y
F=A1-Y) Y% GaARETHEL, SHICHF7 b—
ALV VEETI DN T AT 25— BiEO AR
KA N T —ETHERRL T b, MR THRIEERL
7R OMERANZ B\ Tld, GalRie R4 b T —ik
12 L BHAEDIZDNIUDP-HT 27 b —A4-TERXT—
Vil H R T A 5 —BHETHEERL TV b, 5K
PERBE RS OFRIRAI BV TiE, wind
RIS & AR BA 2 17> T o

HHARIC BT B SE RIS E A O S (7 v
M7 fl) 2RI IR L2,

2014FEDRIU—_VIRiE
W A7) == TR

014 4EFE OFRIMPE IR & L COBSIRERLIE
392°C, 20144EFEIEZ D) HO30LEE (768%) 75 A2
V) ==Y TR ST & T,

MRS REORERRIZ BT, MR IANEY & T &
NI EU 38T, ZOPFRIIFED AL b <
PRI S N7 (g &) 44, FRIMEAR 271, A
g2, Zoft Gl &% A F o HEEz &) 5
HhTdh o720 TNS BN T TN THHRINAYT
iz,

44EFEDA ) — =2 FIiFEE RIITIR L2 #)

134 B A 7)) — = v TR

[MIARAT AL 1027204 C, 201341 (2 M T 2,304 143
MU7zo WIERRAORER, RHE LR L RN K
FAL 728037 X BRAGHE R 331 (0032%), Atk
FRACAH L HARAT SO 1 (0083%), BREHMRICH SR H it
A (0033%), MEEMRHEE (FF 2 b —AUMIE) i
21414 (0014%) Tdh > 720 FHRIMBAOREE, 4061
DRGSR & 72 o720 THHAOBNTTI D HEH
B EZZ L TBY, A7) ==V FOMRIEERLE L
ST S NIHEBNE 7 = =)V b v RSE (PKU) 141,
7 2=V T 7 = VIE (HPA) 161, 2 Fl~u Uik
IfiiE (MMA) 161, 70 ¥ VERIfE (PA) 261, X7
vra k=) v U RE (MCC) 261, R 7 &
)V CoA ik #ERE5% (VLCAD) KIBAE16], UDP-4 5
7 b—=RAA4-TYRXF—XRABIE (FT 7 b —AIMET
D) 1BIOFI9BICTH o720 SHIZ, § Y TAYA2K
XRPEDOTN ST N) U RIBRELBIE IV =F >~ b
5 v AR—& —FHAE (CTD) 18I0z 26IAF R &
7oo MD20FDH L, 1BIDSFINRAIEERS v~ F&F
Brah, 7Y oRBFNITNG IEH LB SNz, £
DFER, RAZ ) —= 2 7 OGBS 2 Bk
HIEEIX 225% (9/40) TdH o720 115 D OEEATERR S
NI R2BID A7) — = ¥ FROBEAERIITRA TR
LB TH S,
REDNIAAEIZ A7) — =2 7 % BIE L TH S 2014
FEREE TOEEIA Y ) — = THGEEREITR L2,
INFTIFRENTA L) — =0 FRRBEEEIE
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%3

EXRMRBMEEEDOR VU - TR

(20145 )
H B Do BRD o) MEEE o) NEEE o) 5 RHPIR
TIUBABREE 102729 33 (0032)  4(0004) 2 (oo ALl HPAL.
MMA 1
EREABREE 102720 85 (0083)  31(0030) 5 (0005  PA2
MCC 2
RRPEAKBIRESE 102729 34 (0033)  3(0.003) 10001)  (ESARIE
’E’i%’?’f_ﬁfmﬁ) 102729 14 (0014)  2(0.002) 1(0001)  #5% h—XMEME 1
& &t 166(0.162)  40(0039)  9(0.011)

G HS7 b—AMEMB=UDP-# 57 b—R-4- I x5 — ERIBIEE,
¥ =R T LRRAE2RA) - THRER (RABCEEEHW)

39BIT, ZOWERIZ7 = =)V b VIRIES6H, =7«
ST T = VIMESLE, Y 7)) VR ESE (R
T =V b VIRIE) 361, RET AT VIREESHI, A—
Thay TIREESH, T b—A1) YERT YUY
VT Y AT 2T —EIIE (F7 7 b — AU 1)
1B, 7757 b ¥ —XIERE (77 7 b —AldE TR
1361, ' 27 ~—AMFETE466], 70 A RRIliE
8B, AF v~ VERIMAELS], AFNra b=
2 URAESB, 7V & OVERIEE T B 160, HEd T v
CoA MK FEIERRIBIE 2D, ARFEH T > v CoAliKTE
BERRIEE L), =BERER/RSH3- v Faxo 7o
CoAWIKHEREHR RIBHE LR, © AT > IfifiE 207 T
Bolze 2RAZ ) — =2 FRIBEEIZ6HIT, £DN

AL ¥ MY IRIERE2HE, AV =F VI P A
NI AT 2T — BN RIERE2H], HV=F L FTF >
AR—F —BHENE2H)Th > 720 HPLC 7% & ORI
LD 27 ) — = 2 FRGBEB U O NI
HERINLD572,

BUEDA 7 ) — = v FRIGHRIZ BT B 5 AR %
ROIIR L7z SMEOFERMEEIL10383 A1 ADE]
HBTHY, ¥ TARA2RAREETH LY M)~
JRAEE & CPT- T KIHES & O'CTD % &b 72k s
FAFFEIZ 8610 M2 1 ADEIETH - 72,

2 A7) — =¥ TEZHEROHRGI DN T

201447 FE 0 e (R I/ AR 0 13929%
T, W 54EM (2009~ 20134FR) OERIZE N2

K4 HREINLRBORXI) -2 JERERR

(2014 )
E3 3
e wn e TERN pEpmEsR BROBERS BUL
1 B 3215 5 C3;3.91nmol/mL, C3/C2;0.26 C3;3.79nmol/mL, C3/C2;0.27 A F )b~ 0O EEIMAE
2 7z 2,825 5 C3;5.55nmol/mL, C3/C2;0.34 C3;4.88nmol/mL, C3/C2;0.42 7O+ B MAE
3 5 3766 5 C5-0H;6.40nmol/mL — AXFI7ORNZILTY S U RE
4 L& 3636 5 C5-0H;10.38nmol/mL — AFINTORZIVTY) S RE
5 & 2698 5 C14:1;0.4nmol/mL, C14:1/C2;0.020 C14:1;0.4nmol/mL, BREHT > )L CoA BikFEBFR
C14:1/C2;0.015 RIBFE
6 % 359 5 Phe;3.0mg/dL Phe:3.0mg/dL S7I1ZIWVT7 5 ME
7 7z 3,342 5 C3;4.95nmol/mL, C3/C2;0.25 C3;5.33nmol/mL, C3/C2;0.54 JOoEA CEBRME
8 7z 2,268 5 Phe;13.6mg/dL — WHE T T Z)Lh b URIE
9 2z 3,156 5 Gal;1.5mg/dL, Gal-1-P;36.0mg/dL Gal;1.7mg/dL, Gal-1-P;30.5mg/dL. A5 7 b — X MAEM &
IEXAT—H&E:#=EE LB IEXT—Hik:E=HEE L)
10 %« 2,165 5 Cit;4.6mg/dL, ASA(—) 2R U RIBEE*
11 5 3352 5 C0;5.60nmol/mL C0;7.52nmol/mL HIWZFL T AR—2—
BEEE
12 7z 2,758 5 Gal;17.7mg/dL — PIRRATEEIR S v > b

(F) FROAK  £FNBZ 0B EHMATREE, % 4>TLAYIE2RAY-Z D ITHRER

REERTRIESA S ER 2016450 #4575
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x5 ERUABEBEDCEENZ7 Y- T

(1974 ~ 2014 )

7 B BRO EERE MRERE

£ . " . - BN EEREDONE
K BREH KREHR KBRS RREH el RROAR
1974 .
1978 atsget 1790 108 50 PKUS5 : HIS 54
1981 PKU 2 ; HPA3 ; HCU 1 ; HIS 73 : H-MET 2 : T-MET 5 T-CIT 25 T-GAL 1 ;
~gs 999138 1357 174 89 GAL-T 2:GAL-I8: ARG 1
1986 PKU 5 MSUD 1 ; HPA 4 BH4 1 ; GAL- L 5 GAL- 1 10; HIS 59'; CIT 1 ; H-MET 1
1986 497485 004 137 gs PKUSIMSUDT
195% 463719 667 79 46 PKUO:HPAG:HIS21;HCU1;GAL- T 1;GAL- Il 7 ; H-MET 1
e, 463087 522 52 15 PKU 4;HPA5; GAL- I 6 ; H-MET 1
2001 470316 893 67 21 PKU1:HPAG:MSUD3: T-MET 1 GAL- I 1: GAL- 1 9
2006 95321 177 12 4 PKU1:GAL-T 1;GAL- I 2
2007 97295 198 21 2 GAL-T1;GAL T 1
2008 98964 187 23 4 HPA2:MSUD 2
2000 99929 137 13 2 PKU1;:HPA 1
2010 100409 95 12 3 PKU1:HPA1;GAL I 1
2011 98592 94 13 5 PKU4;MSUD 1
PKU 2;HCU 1;GAL- I 1;GAL- I 1; PA 3; MCAD &84 2; TFP/LCHAD 4B 1
2012 99314 213 33 13 S KU RIRET ; CPT- IRIBE* 1 H-MET 2
HPA2;MSUD 1;GAL- T 1;GAL-T1 1;PA3; MCC 1;GA- I 1;
2013 100375 211 34 12 o e e 1 GAn T
PKU 1 HPA1:MMA 1;PA2;MCC 2 ; VLCAD I8 1 ; GAL- T 1 ;
2014 102729 166 40 o FKU el ML
PKU 36 ; HPA 31 ; BH4 3; HCU 3; MSUD 8 GAL- I 1; GAL- T 13 ; GAL- I 46 ;
PA8: MMAT ; MCC3; GA- T 1 ; MCAD IBfE 2 ; VLCAD RiBfE 1 ;
5t 3762534 7611 818 369 TFP/LCHAD &iEfE 1 HIS 207 : (¥ kU S RIBAE*2: CPT- I RIBE*2; CTD* 2

CIT1:;ARG1;HMET7; T-MET6;T-GAL2;T-CIT3) --- ( ) ROFIIEEHKICIE
EELHV

(GE) PKU=7 2207 b REHPA=E 7 1 2V 7S ZVME; BHA =EA 77U L RZE HCU=FRE L X F 2 RIE ;
MSUD=X*—7>0y JRIE;GAL- I=HZ 7 b—X1-YLBIUII NS T 15 —EXRIBEGAL-T=HF 7 bxF+—EXRIBE:;
GAL-M=UDP# 57 bh—X-4-TE A5 —tEXRIBE ; PA=7OE A PRI ; MMA= X FJL~ O > BRINAE ;

MCC=XF)L70 rZIVF D UREE; GA- I =7 )L 2 JVERIIE T &Y ; MCAD = 1§87 > JL CoA Bk 3EEESR ;
VLCAD=HER447 3 )V CoA R /k3EEEEE ; TFP/LCHAD ==FEf% /R 3- £ KO X ¥ 7 3 JL CoABikEER |

HS=bEXF T ME; CPT-T=AINZF /NI bV RS2 R T2 5—EN;CTD; HILZF > bS L AR—2—BEEE;
CIT=% ML D MfE ; ARG=FILX¥ = MfE ; MET= X F A = INfE  H-=5; T-=—@%; *=2 > T LY XE 2 RFHESE

<MHRREDOHE >
1974 ~ 1975 &

1976 £E

1977 ~ 1993 £
1993 ~ 2011 £
2012 FE~

3%, 929%, 926%, 925%, 913% T -7z,

BEEECDULT
AETIIIEL WA Z Y ==V ZHRAT) 12DIZRD &
) IREEEHE AT T\ b,

(1) B R B
1. [FE—o¥AREC X A FRRlEOER

FTRMHHE AR BT, BRHERL

2KB
49KE
5%&8
4RE

17 &&

;7 T2V NUBRTE, RED R F UBRIEE

7T DIV NURIE, REVRFUREE, A -0y TREE, #7577 b—XMIE

s 7T IV NURIE, REVRF ORI, A -7V 0y TRE, #37 b—XMfE, £ XF T2 M
7TV NURIE, REVRFURE, A -7 Oy TRE, #77 b—XMIE
SRIDECTFTLYIEANRRI) -V THREER (16 %E) £H 57 b—XME (1 KE)

FCEY %R LRI D T HPLC B CHERRI
R, ARRAHEE OBV, ¥
YT AR AFETIE TR L 72— ORI oW T
GC/MSHEETHERRA 21T > T\ o
3. FRAREIGEC X B EEE

SRR ERAESHICBWC, WikH, H
HANCZ, FEEZRGCIZIEEDO TS EHT 5
S A F O ORBEEEE AT > T b,

7RI — DR TRRIIE 247> T\ Ao 4. BEMRIC L BEH
2. BTp HIANEC L DR O FE

73/ @%’fjﬁ;gﬁ%ﬁﬁg)fﬁﬁf(i‘ ¥ UF AT A

136

R 2 ) — = v T

BT F AR N A R
5 (615 S AU L & 2 ALK (IR
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SRR AT, 73 ERE BT CH
ELIET I JBRMEE, ¥ FARAEBLO
HPLC % FvCllsE L 7z AR 7 X/ BRI
FHBLC, ¥ ¥ T A~ AEE HPLCHOIFMERE
DEH TS T 5,
5. EHMRAIC L HEH
T ERRHMEEAEL T 7 b — AMAEDK
T, ENREEE Y v 5 — e~ A A
7)) — = FIEEE O AR E MR E v,
AR LR & PRI A S RE 2 & DML
T, KREWBSF TP >~ 4 — (CDC) #OAH
IS ERE % VT, X — RGP & Ok
FEEEZTT o T 5o
6. PUBIEHEE A P72
T 3 PR ERE ORI T, A4 0%
PRIHPLCH DN EE L LT/ ) Vv /v
N V& TR A TR L OB A (T o
TWb,
(2) FhapHs R
ELNKBEEIEYE v 7 —WiFEi~ AR 7 ) —=
TIgeEE L KEICDC 2390 L T\ A /MR RS HLS,
FNZIESMDOEETHIMNL T b, WHDREEE
HIZBWT, BRIAFESBERLBAREEE LTo
EVEHIZ 52 72,

BHDOIC

044 LY T A~ ZAFEAERITEA S T34
HEhb BAMAEED S 3FEMIZY v T A~ AT
L VHF7HERSNIREE AL &, 012FBIITT
0 Y VERIE, T8 7 2V CoA Bk ElEsE K HRIE,
R/ B3 ¢ FO ¥ 7 2L CoA Bk HRER/K
HiE, ZLTCY M) URIBEE IV =F LI A
WEZ A7 27— BT RIEE (&L T A< A
22U GBI OS5, DIEEIIS HIZAFILY
O MV Y VIREE, VY OVERIEE- TR, A1v
=T N T U AR= Y —FHE (5 T A~ A0
Sopcl) O 3FE, 20144EEIF A F )V~ 0 CERIMAE, iR
T 7 2V CoA KM RKIBAED 2 EA M > 726
HAED &) V7= o R () AFER S, 2

REERTRIESA S ER 2016450 #4575

®6 ERMAHBRBEORRE

(1974 ~2014 )
®= B MEBEH BRI HREE
> TV NURREE 3,752,535 36 1/104,237
e B7IZATIZCME 3,752,535 31 1/121,050 {1/53,608
& é EF 77U REE 3,752,535 3 1/1,250,845
i 1’c KEYRF URIE 3,752,535 3 1/1,250,845
# A= N0y TRE 3,736,329 8 1/467,041
= b I# 3736329 1 1/3736,329
L 1% #ZT b—ZMfE I& 3736329 13 1/287,410 11/53,053
i st m# 3117918 46 1/67,781
A TOEF B 302,418 8 1/37,802
%fé A FIL7 O BEMAE 302,418 1 1/302,418
e AFNVIOMZNTYSURE 302418 3 1/100,806
#H o JuaBnEIR 302,418 1 1/302,418
% f§ MCAD RiBfE 302,418 2 1/151,209
= gg VLCAD Ri&fiE 302,418 1 1/302,418
fE X TFP/LCHAD Ri8fE 302,418 1 1/302,418
& &t 158 1/10,383
AUFLRRFE2RATY—Z L IRGER
2 MY U RIBE 302,418 2 1/151,209
CPT- I ‘Ri8fE 302,418 2 1/151,209
HIVZFL NI ZR-2—-BBE 302418 2 1/151,209
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RIS 2 B MR ORI S0, LB U O %
BAZZHROMNRREANToTnD, SHIZ, K
WAL - IR &R B L L2 (i 7
3RO, WRBHAGHT, IME7 2 VAV =F 25
Wr, RARIR AT ©) 12D BRI IEE TS L Th
), BEORETH EEENIEO-0I1Z, Zhprb b
AGHARFBWT - BRICEI L QAW EEZ T0d,

FRMRHEEIED AL ) — = ZHMEFIATHI
TWAZLIFEFIZEIRLL, Thvwiz72n7-Bk
DIV EH O ZF L T2,

CrE RS

PR A7) — = v TR 137






JC R HUIRPR AR REAR T

it (CH) @

HrAEWR A7) — = ¥ 73 R

FUSIC

1979 (BHFI154) 4E70> 5 288012 X 2 Je R M FIRE A o
EMEOHFAERT AR ) —= v FFGE N, 36
FREBLT0D, BIPBER, HHEMBIZE-T, %k
RUEFRIRE RN THEOMIRE T I, ~ AR Y —
=2 7 BIGLEN TR CEGE L T b,
HRUER PRI S (BUF, AR%) 1281 556K
HUIRBSREIR THEA 7 ) — = & 7RIt 51T

VDAY, ROZALE & QIS RREGE L TED,
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2014FEDRIV—ZVIR#E

AL BT B 20144 DS RVEHFIRIRARAEIL T4
(CH) DAL ) — =¥ VxR i,

W A2 ) == 7

RI4ERE & C &[RRI SRz A M TSH % %€ L 72,
TSHIZ, ELISA#: (T 7L — b Neo-TSH, ¥—
AYANVATT « §AT 77 AT 4 7 Aft) Tilll
E L, FEHEMEA B3/ 8=+ > & £ VPN O
RIZDWTHIEZ AT - 720 ARSIX 2014 4F B O #t
HTHDHDOT, MERDMEFRTRT, MIEZERT
40uTU/mL (4R T 25uIU/mLIZAHY) DL k%
R L7 A T RTRE BT, 5 E7R 15~ 40010/
mL (£11FR T2 9~ 25pIU/mLIZHIY) D412
FFERIME L7ze FHRINE & OF 4 $RINMALZ D
TOHEIREEL, R1IRT, &lFRE LG
DO TSHEMEMEZR21TR7T . F72, MIEHIEMHDS I
fi2378—=t > & £ VEPHNOMREIZOWTIE, HEREY
f0% > ¥ (FTs) # ELISA#: (= v 7L — b N-F
Ty, Y= RAYANVATT - FAT T ) ATA 7 A
) THIEL, BEMEE L BB S Ok

R1 EXRMPREBREETER -2 THERSE

AEAR BIRAR A B2 R AgE
TSH = 40 : (IEERE =20 BERE =8 BERE
(uIU/mE) 15~ 40 : B 10~20 : B4 &M
WERR < q5:E% <10:E% <8:E¥

(GE) TSHBERNIG, £ TMEREEMICHELTRLTVS
TSHERIZ/IN—E> 2 ILDBDIZDNTIE, BEREYIOFT > (FTs) &
BELBEELTWVS
BIROAESIBEUEHEBL TW3BA1E, Z8sRERELTS
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£2 LMFRICL B ERMFIRIBMEE TIE
XY= THERE (RRBFHELHS)

ERE BiRMmARK B2 R migk
TSH 225 (WARIRE  z 12 WBERE 25 BERE
(uU/mL) 9~ 25 B#Mm 6~12: B4HMm
AR <9:E® <6:E% <5:EH

GE)TSHERMB/A—t> 21 LDHDICDNTIE, HEHY I OxS > (FTa) &
BELBEELTWS
BIROAE#BLUERBL W358k, S54BBREETS

®R3 BEYOXS > (FTs) OFERRBEG -

BRI A &R H T 5FHE (M) &£ -25SDE
FT. EE =]
(ng/dL) 4~7H 8~14H 15 B LI

E%ﬁgﬁ M—25SD ¥ M—25SD 5 M-25SD F#

~25 <0.20 0.58 0.36 0.74 0.41 1.31
26~ 31 0.39 1.17 0.67 1.68 0.72 1.59
32~35 0.77 1.72
36~37 1.26 227 1.20 222 0.86 1.88
38~ 1.43 243

R4 FERIERMEFIREREE

IZ2OWTIE, TSH & FTiOMHE % HE L T 5, By
HEFNZDOWTIE, TSHAEE & 12 FTE b ERIMEE
HERILZ I SET 0 D,
FAEROFT ML, HER10~30ng/dL & L
T&E72DS, BIEIRERA L v, RIHERER
B - SRILHEHFT. OB EM AR T2, 72721,
EH FTHBEHETH Y, HEHETIER Y,
) A7) —= > 7k
FEREERDA Y ) — =2
FEFEOHRAZ ) — = FIGET RS IR T,
20144EFED A 7 ) — = ¥ 7 O#ERAE 13102729
N, Pk CRER L % - 7207735 A (0034%)
TdHh o 72(F5)o. ZOHIZIETSH 100uIU/mL L
LETEERBEVPLELEZZ SN2 — AN 1861

THAEE TR T, 2014

BETEDRY ) —=2 TR

(1980~ 2014 F )

AN K E TSH Ef3

TSH 15ulU/mL

- o) o)
£ ﬁﬂfﬁﬁ? B2 & — N—tiaA TSH uu/ml (%) Bt 0B st
TOREH O (%) @ 15~40 40~100 100< (%) 60

1980~1984 673,686 564,717 18,142 (3.21) 684 (0.121) 6 (0.008) 9 (0.010) 789 (0.140)
1985~1989 587,334 510,382 16,795 (3.29) 1,214 (0.238) 8 (0.011) 2 (0.008) 1,314 (0.257)
1990~1994 508,463 467,437 15,475 (3.31) 2,459 (0.526) 5 (0.018) 2 (0.011) 2,596 (0.555)
1985 126,178 106,874 3,581 (3.35) 154 (0.144) 2 (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 118,509 102,373 3,352 (3.28) 233 (0.228) 2 (0.012) 7 (0.007) 252 (0.246)
1988 114,422 101,487 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 93,874 2,993 (3.19) 412 (0.439) 6 (0.017) 10 (0.010) 438 (0.466)
1991 103,226 93,894 2,991 (3.19) 490 (0.522) 8 (0.019) o (0.010) 518 (0.522)
1992 100,965 92,324 3,069 (3.32) 460 (0.498) 4 (0.015) 5 (0.016) 489 (0.529)
1993 98,291 91,885 3,197 (3.48) 496 (0.540) 1 (0.023) 0 (0.011) 527 (0.574)
1994 101,998 95,512 3,225 (3.38) 601 (0.630) 6 (0.017) 7 (0.007) 624 (0.654)
1995 96,823 90,104 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) 0 (0.031) 0 (0.020) 921 (0.939)
2001 98,421 96,027 3,479 (3.62) 707 (0.736) 1 (0.022) 8 (0.019) 746 (0.777)
2002 100,117 95,631 3,229 (3.38) 654 (0.684) 2 (0.023) 4 (0.015) 690 (0.722)
2003 98,540 94,977 3,236 (3.41) 634 (0.668) 2 (0.013) 5 (0.016) 661 (0.696)
2004 99,284 92,897 3,080 (3.32) 603 (0.649) 6 (0.028) 8 (0.019) 647 (0.696)
2005 96,553 90,784 2,980 (3.28) 643 (0.710) 6 (0.029) 5 (0.017) 684 (0.753)
2006 101,671 95,321 3,190 (3.36) 719 (0.750) 5 (0.026) 6 (0.017) 760 (0.797)
2007 104,527 97,295 3,201 (3.29) 652 (0.670) 4 (0.014) 6 (0.016) 682 (0.701)
2008 106,018 98,964 3,320 (3.35) 681 (0.688) 5 (0.015) 4 (0.014) 710 (0.717)
2009 106,015 99,929 3,296 (3.30) 808 (0.810) 8 (0.018) 5 (0.015) 841 (0.842)
2010 108,098 100,409 3,244 (3.23) 739 (0.736) 2 (0.022) 7 (0.017) 778 (0.775)
2011 106,500 98,593 3,160 (3.21) 665 (0.674) 6 (0.016) 2 (0.022) 703 (0.713)
2012 107,401 99,314 3,139 (3.16) 528 (0.532) 5 (0.015) 9 (0.019) 562 (0.566)
2013 109,984 100,375 3,168 (3.16) 537 (0.53) 4 (0.014) 4 (0.014) 565 (0.563)
2014 110,629 102,729 3,081 (3.00) 474 (0.460) 6 (0.016) 8 (0.018) 508 (0.495)

&t 3,813,052 3,459,087 113,965 (3.30) 17,207 (0.497) 575 (0.017) 464 (0.013) 18,246 (0.527)

() TSH® cut-off 14 1985 FE % T3 20uU/mL, 1986 FELIEIE,

15ulU/mL

TSHRIEE, 1987 FEEE TIERIAGREE, 1988~ 1989 FEE I RIAY > K1 v Fik, 1990 E & V) ELISAZE

() A, AREL 2 - TORBHIINT 3% ERT

140 FrHERA ) —= v 7k
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x5 AREXMERREHEETENZ YU —Z2 JTHE

(2014 )
- 0 # EihE % @ i FETIRERFEE
REH 2EA REH AR (%) migEs BRI WERLY st
2014 % 4 8,132 148 266 50 (0.61) 5 3 1 9
5 8,600 169 274 46 (0.53) 3 4 0 7
6 8,021 148 250 38 (0.47) 4 4 0 8
7 9,331 172 288 34 (0.36) 2 1 0 3
8 8712 146 257 42 (0.48) 2 3 1 6
9 9,122 150 280 57 (0.62) 5 3 1 9
10 9,341 176 293 58 (0.62) 2 5 2 9
11 8,168 149 260 47 (0.58) 3 6 0 9
12 8679 150 279 56 (0.65) 3 5 0 8
20154 1 8,849 166 278 68 (0.77) 1 6 1 8
2 7,635 148 244 41 (0.54) 2 8 1 11
3 8,139 149 261 47 (0.58) 3 4 1 8
£t 102,729 1,871 3,230 584 35 52 8 95
(%) (1.82) (3.14) (057) (0.034) (0.051) (0.008) (0.092)
(0018%) & T 72 (R4), 1 NIZTSH 40uIU/ BEIZBEIME & 22 D 10T AR B T b0 ZOFEE,
mL A TlEd 525, HYEEHHO b, Aifghk s 20144 FE DFAA S (102729 N\) 13 20054EFE 12~
L7270 FHRIMKIERUE 584 A (057%) TH -7z (R5)o T11945 AL T 5% (FR4),

20004 FE D S AR IR B CHAE U728 IR A8 - 20144 B o TSH 15pIU/mL PL_E o & EHiE 508 A
72728, 2000 4EBEOFMAEL (98,101 N) 251999471 (0495%) Td v, FHRIMME 7 5 TSH 15~40ulU/
(ZHART 7342 ABEIN L 720 2001 4513 20004 12 mL D474 N &g AMERICH b, BlERE 25
T 2074 NigA L, 2002~ 2005413 & & |20, TSH 40pIU/mL UL EO$IE34 AT, 20134EE LV 6
BLTWS, UL, HEEHEROHAEIL 2006 L. NBEL 72 (3R4)

) SRR IRBREREK T AED B IS ZRE IR
(2004~20145 %)
140
120
2004
100 | . : :
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7l
@ 80 |
%
*ﬁ [oracecsrsies)
=
& 60 : S R
;; - 2009
R —
........... IO
40
% 2011 R
— 20125
20
% 20145
0 |
4 7 8 9 10 11 12 1 2 3 (B)
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FEEMRAERA N OLB % A5 &, 20144
&, I0OAMEEL D o7-DIE2HDOATH -7 (R
5)0 20044EH 5 2014 4EDFREDLEB A 2% &, H (6
A~9RA) 128 7% <, 4 (12H~3H) 22 W EAH A
o5Ns (). ZOFFFIEEH % ERT 2D,
RV TH b, TSHOMUEMDO A EHDL &, %
e tRicE <, B 2 2 @D H ST
%o TSHOMEMITHERORIMH sl b I
bo TOLIHRIIIONWT, B 2ToTw5
LA THA,

RREBOEAE2EBRMICHIFHCHAIU—
—VJDHE(E42BHEAN AR I U—ZV T
BRICTHER)

[ERVEF IR TE~Y AR 2 ) —= 0 7 A
K74 > (2014 FFLETHO ] <l R - A%
EROPDFAZOWTLTFD & ) 12T 5,

(231 FLEEN - AR A (AR 2,000g
i) OFAENNZOWTIEHE4~6D 1A H~Y AR
==V IHEFETH-Th, 2HEAYAAT ) —
=7 EOEHL B, FE@EEA2500g 12 5#
L7-I, QB % BB A R oW R
VIEINCAT 2 & 2T 5, )

HHUER T, AR JE 2 (0] B RO EE A
5, 20094F-4 H AR A FAL SR S &b
EEHERREDS, FRIMEEHAREI 250 CC 2 [nl H BRI I f
ORUE 2T F A 2 R LTV bo RRIZBW
Th, 20094FFE A & M HAE AR T JE o0 4 [RIER IS S 3
IR E 2 H ] & EF LR A R % W3
T5HZEIZL, EHIZ2010FE,51E, BRI
RS E LR EDNOSLA I [ER ] LT
2, THERE L3574, 20 BERIMERFE DL
FZAT T HIATE 2o TSI X ) IRERYIC
2 HRIMOEEHRZ LT 5 2 LR TEZ, ZOH
R, CHOTSHiES LA A &, Dandik s
TOHEBIDFEREN TS Z L FHEN S,

(L R5 & T
2005 ~ 2013 4FFE I HR DI e T H AR L 72 A=

142 B A 7)) — = v TR

REIL1987TI A& MR & L7ze Al (2005~ 2008
L) OMPIFRIMNENL 9,097 14, FHHEIL92H T
Y, EHEEIEFOT793910 9 & 2,378 1 (I
30.0%) (22T 28 HERIMAYER S 4, P H i
(£330 HTH -7z Bl (2009~ 20134EFE) DHIF]
PRIMEIL 10,7740, “F¥HHEI7TIHTH Y, 2H
HIEH 09508110 9 5 8794 1% ([N 925%) 12
OV 20 HERMAFEM S 4, FHE X314 H
TdH o720 TSHOFRIMILMEL, HiEF13LUT DR
150IU/mL (DUF 3 CIfifie) DLk, Hifi14 ~ 20
DK 10puIU/mL LA, H#521 DL E o B 8ulU/mL
DLE% v 7zo #5740 #E#813 TSH 40uIU/mL ML ET
H DA, FE A#21 DLk A TSH A8~ 40uIU/
mL ThH IUTH LY ERG & AHRR O FEREE L § 556
b do7ze FERIMIZBWTTSH 20uIU/mL LL_E 2,
Hi#21 PLE2>D TSH 8ulU/mL P E O35 413 B
e L7

(2) AR

AR E 28] H BRI O BeAIE, BT ZRG A 1200
(0505%), ZEFFHRIN13AG] (5635%), FHEIMLED
FEREA 1960 (0.799%) Td o 720 AT ERE 2161
(0239%), ZEFHRIM28051 (3184%), FHRIMADE
H522 2551 (0284%) T - 720 TSH 40uIU/mL L L
DWIIHETHNE 236 /4F, ZANI406/4E, FHERIL
%12 TSH2 40uIU/mL % 88 2 72 Y1, iz 0541
/HE, BENZLOBI/ECTH o 70 FHRILED TSHAS
30ulU/mL %8 2 7= BlL 94E/- T 1361 TH > 72,

RE R CTIEZRE AT - FRIMEE L 12, 1500~
1999g < 1000~ 1499g < 1000g A DRIRIZ & > 726
(3) &%

AR IE # D12 TSHAS40uIU/mL B - I2 E5-
L 7oA AR O S WAHEEZ, 2009 4F B LA 2.8 51
/S 508 /AEANERINLTE Y, AEE2E HER
IlDEZEZ & o T TSHEF 5% CH O
L L7mREMEARIZ S N7z D — 5 T2 B ERIM
REDFPEERIL 2000 FFEELIRER & CIRTF L TB Y,
WO—2& LT, 1500~1999g ? o> 2 [l H R 1ML
56 BEEHB12%H 5 652% N LA L7122 L0
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ZHND, ZOMIMMAEREEOH TITHERGESR
PR, SFREETIE TR ERICE o728 A
bbb,

A A fR DR (1500 i) o> 2 (0] H R IR 1
L HHE2LURETH Y, AU AR E RS
& o> TIETSH AR F AN H 25720, 1E
FARENE L7 U2 TN &0 L) ok
FAETH B SN F TORERTIZE, 200 HERIML (H
#543) 2 & FERIL (H#§55) 12223 T TSHAY85uIU/
mL 75 390ulU/mL % T LA L 2B S % 720
H i 21 DL o $RINEHECTdH 5 TSH 8ulU/mL P E
EZBE b D, FRIGOREEGITIE, TSH 8
~ 201U/ mL OEEFE S E D FHE L T 2 5125636%
L4, ZOHEIZOWTIRSHRE SICKEIDLET
H%5o

BHOIC

CHOHEWR~YZAAZ ) —= v 7%, 3BEULE
DERZH B, DHPETE L OERE HIT TV 5,
20144E6 HICHA/RNBN W AR E AR AR Y
) = = TEEH S [ RN IR R T E ~ A

REERTRIESA S ER 2016450 #4575

AZ ) == THA KT 4 2 (Q0144ELETHO] b H
Sz, Lo L, ZEICAT CHOFAR~ A
A7) == X E R FELREN SN L IENT
H %o TSH & FT4 DRI E DS —FHBOHIH D T L
PITONT VRN LD, E—DOMEREEZ L),
TSH & FTy DRIREHIEAEEIIZIL S5 & & IS
SNTW5b,

HHER~Y AR ) == TRl 72 BIce > T, &
DEMCTEDERBEAT ) ==V T AT LRSS
52D WROHWTH D, ZOREFNEMIZHI ST,
S50 BRI L O L I Lo T, DDk
OMEE UL T RENDH L EEZ D,

SEER

D SERMEF R TE~ AR 7 ) —= > 777
A 74 ¥ QU4FESET). HANEN S
R—2AL~R— http://jspe.uminjp/medical/files/
guide20140513 pdf

) MIERZE, R W, BRIRT, RE W, SR
B OATHOEE - B R o KRR, R IR
%35 1 1623-1627, 2005
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T RERE @I D

HAER<T AR ) —

[FUIC

e RMERE SR (21 — KR UBE R KABRE/ LT,
CAH) FiER~ 2 A7 ) — = > 713198045 (F1644F)
1H &0 &ERIHTT S, 2014 CPRL26) 4E T 254EA
s %o W FPIES S (LT, &%) 085 F
TICAZ ) — = 7% L7 B3 260 T N & #E 2
Z ORI ILIRG D S EIWNIR B TH ), DT —
yERERTH L1, HARIZBIFACAHOAZ ) —
=TS OHRE 26T LI b,

= v T ERRE

B S M —

RREMERAEKEREEM

SRS HERDFHRIHN T, 20144EEORGREE LT,
OINFTOAZ ) == 7l @0144EEDA 2
) == TERERILE T OREE, 32014 FEORERR
THEOWME, DNAFEEDA ) —= 27—k
B, WL OPDORFESIZOWTLIFIZR< S,

INFETORIV—ZV IR
RVIIAZIZBU 5 BELOZIRAELL, HIRIL
T EAEERAS, B X OS5 2

®1 EXRMBEIBEMREDNEERNR T U —=2 T

(1984 ~ 2014 )

FRTD

BERERICHT S

£ E R BIRME (%) BEREH (%) BIRH (%) BIEHOES (%)
Pilot study
(1984. 1~ 1988. 12) 132,289 748 (057) 42 (0032) 11 (0.005) (26)
1988 22,199 31 (0.14 6 (0027) 2 (0.009) (33)
1989 96,220 115 (0.12 32 (0.033) 5 (0.005) (16)
1990 93,874 213 (023 30 (0.032) 7 (0.007) (23)
1991 93,894 173 (0.18 14 (0.015) 2 (0.002) (14)
1992 92,324 247 (027 25 (0.027) 3 (0.003) (12)
1993 91,885 223 (024 24 (0.026) 8 (0.009) (33)
1994 95512 274 (029 20 (0.021) 6 (0.006) (30)
1995 90,104 276 (0.31 17 (0.019) 5 (0.006 ) (29)
1996 91,678 271 (0.30 23 (0.025) 6 (0.007) (26)
1997 90,793 273 (0.30 17 (0.019) 4 (0.004) (24)
1998 91,756 246 (027 19 (0.021) 7 (0.008) (37)
1999 90,759 311 (034 15 (0.017) 3 (0.003) (20)
2000 98,101 404 (0.41 28 (0.029) 1 (0.001) (4)
2001 96,027 428 (045 13 (0.014) 5 (0.005) (38)
2002 95,631 456 (0.48 13 (0.014) 1 (0.001) (8)
2003 94,977 381 (0.40 15 (0.016) 4 (0.004 ) (27)
2004 92,897 461 (050 11 (0.012) 1 (0.001) (9)
2005 90,784 510 (056 16 (0.018) KHER ( — ) (?)
2006 95,321 530 (056 20 (0021) MR (— ) (?)
2007 97,295 571 (059 20 (0.021) 5 (0.005) (25)
2008 98,964 570 (058 15 (0.015) 4 (0.004 ) (27)
2009 99,929 494 (0.49 14 (0.014) 8 (0.009) (57)
2010 100,409 476 (047 17 (0.017) 12 (0012) (71)
2011 98,593 456 ( 0.46 6 (0.006) 3 (0.003) (50)
2012 99,314 590 (059 15 (0.015) 3 (0.003) (20)
2013 100,375 656 (0.65 29 (0.029) 7 (0.007) (24)
2014 102,729 574 (056 26 (0.025) 6 (0.006) (23)
[ '¢ 2,634,633 10958 (042) 542 (0021) 129 (0.005) (24)
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NHOZE, [AESNZBIREE 203, KRR
Vg 2 BIRBOBIG AR L7,

HEHRSA Ty A F T 1 BIIEEED & 201445 )%
F TR SN BERL, BEIHEZTbRD -
722005~2006 4 FE & B < L 129 NC, E DM
1/20424 (129/2634633) Tdh o7z, ZOHFEITB B
RFETME L b—3L, Fo—EOBMICH S,

2014FERIU—ZVIR#E

() M)k
FeRMBEIEBIIEDI A 7 1) —= 2 7B
\F % A MM 17-OHP OWIGE ST, R BRI P E,
FRARITAEHE, REESMAIENE 2 L3, Bk L )
BV =RV ANVART T « AT T AT A 7 A
HEE Y N) THEET, ERI3/S—t > & 1L
T Lol MklE, S OICHIEIZ X > TIEZTT ).
FHEIX 7L PUR & V272 17-0HP D-ELISA %A
WL BRETH 5o

(2) FHRIME, SRR

2014 4FBEDZ A BAEUL10272914C, RIEEREL D)
b 2,354 NAEEAHEI L TV %o 20104EBELC—FE 10
TNERERIR 011EZICHRHAREROFZE L
b 1800 Ad £ 1) DA ZRRDT2AY, T DRI

WA AR L, AERIZA 7 ) —= v 7 % Bl
LThOREDBRERE Ro72 (/1) o T -EHEHHR
BEBRBEFERIZOWTIL, WMETHRLTRE
TEIZERD A0 72 (3R 2)

PR I BOE 5741 (056 %) &, Hi4EEE 065614
(065%) % KR FIE Y, FEwissid 261 (0025%)
L, DIPTEDBHRFEE LD WA L7 (R,
1984 4E T VAR, AR COFIGIFHRINA042% |, ¥
TRAELT0021% TH V), FBT 2 & R, AEHR
AL BTV E ERAETH > 720 20074REED 059%
% B ZIRAMEI 8 U 72 FERRIILE 2012 4 78 LIRE:
ERICEE L, BRIC20124EE, 20134EEEIR VTG A
MRz Rz, Z2ICETERBP Lz, w
F BRI NGO OKETIEIH B, L VHAT
HER 2 HSFo T E7zvy,

HpEVICBUF % 17-0HP DHSEHEICE L TIlE, &3
SERFEIC L B2 S 2 EEALN
TWBHYS, AEXTIXIBIFEEL Y, FlllED L\ IE
(R A AR AR 2 13 7 B B R 0 B 2
ETRIBHER S X )80 TH Y (RI), O
R, EREHRACEROFEE, FENEREFE L
FREERDPEZ DRI L THIEEALEDS R
VEIETHERE L T2,

®2 RARIEIEEMBREREH

(2014 )
Ve K
A MO EEERER  REREN oo o) AERE (%) CAH
REH 2EEHEH (%) (%) ? AR s BIRH
4 8,132 148 (1.82) 268 (3.30) 50 (0.61) 2 2 2
5 8,021 148 (1.85) 248 (3.09) 32 (0.40) 1
6 8,600 169 (1.97) 262 (3.05) 28 (0.33) 1
7 9,331 172 (1.84) 289 (3.10) 60 (0.64) 2 2 1
8 8,712 146 (1.68) 266 (3.05) 40 (0.46) 1 1
9 9,122 150 (1.64) 278 (3.05) 37 (0.41) 4
10 9,341 176 (1.88) 296 (3.17) 67 (0.72) 3
1 8,168 149 (1.82) 253 (3.10) 47 (0.58) 1 1
12 8,679 150 (1.73) 286 (3.30) 60 (0.69) 1
1 8,849 166 (1.88) 321 (3.63) 68 (0.77) 1 2 2
2 7,635 148 (1.94) 322 (4.22) 42 (0.55) 1
3 8,139 149 (1.83) 297 (3.65) 43 (0.53) 1
Hi 102,729 1,871 (1.82) 3,386 (3.30) 574 (0.56) 6 (0.006) 20 (0.019) 6
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3 ERMEITBFRIE (21-OHD) Y X X7 Y —=> JiGitas
MRELBIC17-OHP BREEADBIE 2 1TV BIERERDI5~97 /8=t > Z 1 JLIZ3F L T17-OHP it %

EEBL. UTOXMCLWHET 3,

HIRBEX D EFEXRH P E L BIHE IRV Cutof BIC L W HET 3,

% v k[17-OHP D-ELISA ‘SRAF |

(1989F10A»5)

RIS ETERRAE (B) ~31

HAERERBL GA)*! ~29

* & (g*2 ~ 999
Cut-off {8 ==E |

17-OHP & = o 20

(ng/mL Inj&) i; g

1,000 ~ 1,999

32~35 36 ~ 37 38 ~
30~ 34 35~ 36 37 ~
2,000 ~ 2,499 2,500 ~
15 8 5
20 20 20

6 *1 RMBEWSHTEVE EBEEE

%2 fIEHRI IS HAFE, HERM S & CBRMEFORM B E 78 & X JIRMIHEERE
ROBHEERE (g) =HERKE (g) + RMAIH—7) X20 (g)

{ERAFE R DIFEIEM : 15 ~ 25g/day

(~999g 2% 1 » AT, 1,000 ~ 2,499g 1347 1 38R T HAEMRGKE)
SFD (RYBBHER). LFD (RYEEBHER) TR, DFLHIOEEBCL TR ES LW EVHY), EEHKT 3

2014 FEDEREREEICDOVT

B L72 & 912, 2014 4O BHEHMAHE 1326 A
Tho7z (R4, hE, HHAEICAH 441, Iedidh
B (CAH) 261, —i#%kow 17-OHP IfiiE % & T2
HE20B1TH o720 ZER S N BBIAFII VT D
L B THEIC 2 ), REZZ 2R L Twb,
O D2 RIBASIEIRZ RO/ L $ 57 — A3 7% <,
B O MFE NafEiZ V31 b 135mEq/L UL E, 1
HKMEIE6mME/ LK CTH o720 A7) —=2 712
L0, P LZB LRI ) —ERRIET AHD
BEDVBIETECWDLEE 2 b,

FMHEICELTE, A7) —= v G
IR TH o 7261051 61H b, B4 OsMERT
PEACIZRE D MR e RS B & & 2 Hhs,

BRI X D% A2 L, AR T B
BRI 2 5 72 DIZ6HIT, ZDH B 451H5 A
(HEFERR) ThH o7z, —J5, B (21E 161, 3
1861, 4[] 161) OMACENEEMA L % - 722051
DH L, 2B IEEH AL 186D L < Ik
—BPEDE 17-OHP MAETH - 720 R TIRERH
A 26 61D 5 HHEREO 6] (FEdi JiR1 250 % &
) OEFEDEO-EE (Gih#EE) 1£231% TH
D, ZOZRIIHIELHRTEEHNLEETH o 72
(F1),

REERTRIESA S ER 2016450 #4575

% 72, adrenal crisis % K3 W ReMED B 5 #i Al 4
BN, HUAEEE AR & R AR R S R e B 26 &
&, EBIATHE10 F CICE MRS CRt s
Tz, ZHUIBIERRE A7) —= 0 7 b KR
& OB L D MA G SNTWDS L&
RLTW,

B, IEHHMBIE M N200E, BhEINnS
FTOHIMA TN O ERIOHLFETH Y, FRIM
L ERToT LTREIL R 572 —ATH Do I
HANIESERTH ), FMEZRSLE, adrenal crisis D
WENSE LW, B TOMEPANE LTS
THY, wRLLTLHLETIIR V. Lo T
TEHKRCAHAZ ) ==Y ZIZBWTHRT L L %
Hige L72mBiclidaz <, HaH E ToREUIRLE
2LV EDEER D, L LIFHIMALD [HE 2
WEISRPVLERRBTH L L IEDbYIER L, JE
FHBIAZ 7 ) == 2BV TR SN S 2 L
HERZLTHDLEER b,

DLk, Zho ofifsiiid, CAHRZ ) —=2 7
DHMYTH HHETEINZ & 5 adrenal crisis DT &\
) BUICIfo T2 0REI 2 R L Cnb L E
PRy (s

F72, TOWEMED T, BRI ZE 5
7S UFE L L B2,
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x4 EBRFEEREE

(2014 FF%)
No. HRE B *ﬁﬁ kM 170HP 170HP PR ¥E&EBE 17-0HP  Na K cl %H%’T %ﬁﬂ: S
(® m# B& (D) (E) HE (hg/mL) (mEg/L) (mEg/L) (MEq/L) €FEIK fEIR
519 3140 38 1 4 2000LlE 2953 ) 0 2031 137 58 107 &L #L CAH (SL)
520 3173 41 1 3 139.7 955 L] 10 602 137 49 104 #L #L CAH (SL)
521 3374 41 1 5 2000kt 653 e > % 1 1020 139 45 103 &L &Y CAH (SLorSV)
522 3516 40 1 5 62.9 39.0 2 8 1637 138 59 104 &L &Y CAH (8V)
523 2698 36 2 22 438 21.0 L] 43 36.1 138 50 106 &L #L CAH (NC)
524 2632 35 3 20 43.0 129 L] 33 378 140 54 107 #L #L CAH (NC)
525 2130 35 1 5 532 276 = 1 37 138 58 106 &L #L TS
526 2514 34 3 28 24.0 58 ) 68 6.2 139 46 107 &L &L {ak i
527 2676 37 3 22 286 8.4 L] 35 26 137 46 101 &L #L 15514
528 2354 34 3 25 22.7 8.6 5 77 46 137 52 107 &L #L 1Bk 1E
529 2048 33 3 32 34.4 149 E'S 48 8.0 142 6.2 113 &L #L —BM%S 17-0HP M
530 3062 37 3 20 215 7.0 ks 27 #L &L {aks i
531 2640 35 3 29 24.8 76 ] B«
532 2360 37 3 27 18.6 6.7 kS 46 27 139 52 106 &L #L 1Bk 1E
533 2460 37 3 20 224 8.4 S 34 27 143 50 108 #L #L {ak
534 2646 36 3 24 19.8 6.8 B 34 30 138 49 107 &L #L {aks i
535 2382 36 3 19 222 11.6 ] 45 24 139 55 105 &L #L 1531
536 2602 37 3 26 15.8 55 L] 49 1.0 140 57 106 &L #&#L 1S
537 2606 36 3 26 15.8 58 g 65 05 138 46 109 #L #L 0TS
538 2696 37 3 19 24.2 6.0 2 39 15 138 54 105 #L &L {ak i
539 2787 38 3 24 225 6.0 ] 24 6.0 140 66 110 &L %L 1531
540 3200 39 3 28 187 6.0 “ 39 4.3 137 53 104 &L #L 1T
541 2508 36 1 6 67.0 333 L] BRI~
542 2619 36 3 31 406 54 2 31 54 142 49 109 #L &L {aks
543 2278 37 3 23 18.2 8.7 “ 55 44 1417 50 108 &L #L —B&iS 17-0HP miE
544 2466 35 4 54 64.0 26.6 k- BRI~
GE) SL: fagekE!
SV : BB LR
NC: FEy %y

s RERRIA U, REO AR

2014FEDCAHR I U——VJZIRDEDT
(AR AR AR (AR 2,000 i) D 12

SN

DT & 0 HERA 2 ) —= 0 I BN T, K
HA R T 2[RI LARAE$ 5 & & OF HEICD
WTHESNTBY, ZORPHARYAZZ ) —
SV TEERPL I ENT WS, 2004451213 BURD
g % i x 72T CHET BRI Z b7z b DA HAR
KRR R AR OREIN, TONEIL, B
HAREAT2000g KGO BILEHDOA 2 ) == 7D
FIMEZAT o 721212, OFRERL H, OFEAH 25008
VZE L7, QB MR % BT 203 iR
WA T2 [ H OBRIMAZATH L) D TH S,
RETHZONHENN - T, HAEKEH2000g
KO VRNNTFFRINE T3 % & 9 BESRBER I AKIH

148 B A 7)) — = v TR

LC&7, ShalsE 2z, 20114E £ 1 2000g 4
i CHIZE U722 BT 5 21 B ok s &k
AT WA (R2). 20144EFEIX 18711F T, 41k
ORERAEEI D L HEIL182% ThHh o720 ZD
13 2,000g &bt THE L2 B oG L 1EIF—3K
LCBY, 2011FELRE, K27 )= 712
WTIEBBELR2A HOMEDPFEI TSN TNEZ L
NbhoT,

(2) RIA #:17-OHP #fil52 1k o [
WEAEDAEIRIZ B FE L 7225, 20104E 11 A 20 5 338
(Hifk) OMIBEIZPE, SRLR =% 803t L T
W72 RIA #:% FIV: 72 17-OHP OISEATT & 70 W IRTE
BN T W5, BHIEEE, AL Lot s
2BV TELISA &2 W72 lIE 21T > TW A7,
WL RALTD 5 720 FBINER S L Tv v,
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ESIEZB AT 1 T AN O F v &
2014FE3HICHETLEME TETWAD, Fv b
PSR DO KIE S — 2~ A% A RIA FZE D SRR

52 LI, TOMR, HFRIIME SNz BIFE,

BIO&AEA17-0HP RIAF v M2 EAT 5 2 &1
%0, THLTRBIEROHFEZITH) 2 LIZLTw
575, Bl (20154F 12 H 10 H) Cld F 72 PRI
SNz OFERIZ R,

COX) IR EH T R, HAREAZRFERTIE,

HRY AR ) == VRO I0b &, 2EEO
A7) — = v T2 17-0HP OHIE O 1 % 3K
LIKHEEH L TWBE EZAHTHY, RKETHENE
2T, A7) — =2 7 UAO S IR D
T b BRI X 0 ZEREA D TR A T
Do ALV, H L\ 17-OHP 58 3 O SRR A
ENDHLOLMFET 205, ZE TOM, #HHAD
Wizt CCAH % &) BEDBIE, &5\ IIHHEER
HE R ED 72012 17-0HP ORIE LI TH b
&, KR D EORBIITHRN 22 E 2w
(FERE 03-3269-7058 Nttt FHH: NBUHRF il 2
e ANRAZ == 7 ED,
BIHERFEIRIZOVT
RETIHIT-OHP DFERFR %, — IR RAES
¥7e & TIPS N IF IS R &b T
HERIZLTWD, S HUZSERNE I FRE (20) % A
JCIETFEEE L2 D THAD, ERNOMmO~
AR — =V TRAEREOIZ L A LIRFEIHETS
L EMFTRE TS, MR & f—Ex b 7o

REERTRIESA S ER 2016450 #4575

572012, 2015FELIRIIARZOFIR S & MFR
T BTETH S,
(4) 234EMOFFHECAHA 7 ) —= v 7D F £

19894EIZCAHD A2 1) — = ¥ ZFHSH AR T A
ENTEUENBET VL, ZOMAZ ) —=
Y7 R P2 E 200 5 ARL I BB ARAE,
WI3EEF TOAZ ) —= v FiEREFHLE LT
F L7,

R VD, QA7) —= > 7 DOSHMDH
HTH5EIEAEDOT, X046 XXIERITD
HIRE 22 VERITRGE DS, Ak & L CHEEII ThI
72Z &, @I MBI OEE DI WRGEE ENZ AT
RN C & @F kR L A I T 25.8% T
HY, ZFINF TOmBRORBIENZE & T
bEWHIETHHZ &, @LA LI 37THEANT
Dbt RIS TR C (20%), EBEO D
HHT L, FERBE LI,

D T BRIl L ARBEEREITVW R
BH, BWEHOCAHAZ ) ==V T hfTo TV &
72\,

VILE BHHCIESH 5, 014 FERMEIR B
(CAH) OFEWR~ AR ) == 2 ZIZonTHE L7z,

SEHR

1) Tsuji A, et al : Newborn screening for congenital
adrenal hyperplasia in Tokyo, Japan from 1989
to 2013 : a retrospective population-based study.

BMC pediatrics 15 : 209, 2015.
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7 =) N VIRFER T REE OHR &

[FUIC

HAETIZ 1977 (FFF152) -2 & A &k 51z
LT, [ERUAMERESOHER~ A - 271) —
V7N SNz SO, HIREDGD DL
KRG 2 FHNIFER L, FENGHEIC L > TR
RS B EEL TS5 BT, JEEE BUEATE)
B) OIFRIZ L o CHlG S N ze SRE, RS
AN FEREAHEEREAREDEIR S, RICHEY
FREZAT ) W 2B B S L, £72, 2012
CER24) SN Sy v 7 D E oA &
ASIT, WGRPEEDIIREII N L 72 1977 471
MPOBIEITHOIND & ) 127 o 72 R R FE4
BB LCIL, JEABMTRHEZ: & SR I vy
FHRH, 20024F £ THAE—R], FERINZEEHD
BIFEZ TV, SROT I BB EEIEICD
WTIIRT O L) ICEREDOFE RIS ST
% Vo 20034FBENZIME N TEAPRFE 2 BE 5 2 12 3
SESNTzT2D, KHITHGEN?S DML
7Y, KFEIATON R holens, T
TO 254 W T EE D HiBHF2 5 90% DL Lot
BELNTEY, HRIZBI2INHOBEBOE
BLZOFAMENMERETE2LZ I 6N TV,
ZORRE, M7 = =V7 T =" (Phe) 25 AT
LBIEWGEE, Thbb, 7xZVr b YRIE
(phenylketonuria, PKU) B & U2 OESERITH %
non-PKU hyperphenylalaninemia (L., non-PKU

REERTRIESA S ER 2016450 #4575

KM H # woR
R FHES G BEEAEEEY
RBmmRSE

e B 5

AAKSEEERIE

HPA) e b % R.EN, HERIZBII2Zh 50
FEHEARRE 349 1/58000 & RHE S NLA (FR1),

A TIE, R AT EMIZERT B L O T
FilEdas (DT, A% 232 ol $46 2 &
270, 20004F2> S 1 EHGURRCHIAE T 5 2L o
A7) ==V TR AREZDHL LT 5A, HUL
HIZBWTD, Phed Bl %R L CRHBERAHR &
72 o 720 VI 1977 ~ 2014 4E D2 102 B1125E L T
BY, ZOHTEHEINPKUB L N2 ORERITH %
HPATH % Z EDMEREN TV 5, SR &N/ PKU
OHFTTTIZHAL TV ABII06 B2 THY
Z OBRIEI OV TIIMEEEE ORI L72A?, £
D) LEOFFILTFEETH Y, iR - HEORHY
IELTWSDOT, FAEREIIPKUZ T O - HEE

®1 ZFRUABRBEFOHERRIV-Z=2JT
RRESh-EXMET I/ BABERE
— FRINVIEBBICH T 3 EHEREERSES (1977 ~2002) —

& WMEH Brio

RESERE
7 1 ZIV4 b BREE (PKU) 319 1/92,345
B7 1275 = U MfE (HPA) 187 1/157,529
(PKU & HPA D#351) 506 1/58,217
BH4 RZfiE 17 1/1,743825
*—=7N>0y TR 40 1/670,702
REYZXFURE 37 1/796,161

GE) * 27U —Z > J2ARHERE (1977 ~ 2002 FDZEREMRE)
THREHER LR, TORREE

BrE WA 7)) — = v TR 151



2B ARG DD D IOV T L7z,

T2 bUREEIF

M E TN EBRILEMOT % b DI E ST
DEHETH Y, ZTOREINTgATH LD, &
FIE A RER L T2 20180/ N, L7 3 /D
WREOIRFE T L VRAAEL, TNOOREIIBE X
Z50mg/dlTH B, TOHTREE ADINH 7 = =)
7 5 = (Phe) I3, 1~2mg/dITdH 5%, Phe% F
0> v (Tyr) 225483 5 8 X % 350 Phe K ERLIE 3%
(PAH) |2 =22 BEEAd 2 & Il Phe il 3555 ~
HobfEmd ), TOWRENHL &, MpEkEs, i
AT ERZERE LD L) b, ZOBRE
7 2=V N VRIEERRE I, Phe SBIUHIBR it
RHERIIA ST Z £ & o T LR OBEED T
ENDT0, FAERAZ ) —= 2 7 OMEHEEDO—
DL LTEIREN, ZORRAIR, [HFimfisit
Hn] L) BRI TRIEL, FEREED W (L
7L PAH O S AMEEE D 1/2 LK) TS,
[l DRFURIFZ 1/4 DHERTHIET B0 — %I I Phe
25 20mg/d DL o854 % A PKU, 20mg/dl
{iti% non-PKU HPA (25348 L, 1Ml Phe fiEASHRV T &
FERAMR S, BUED & 24, PheiBIURIRREIZ X 2 &
FHED D LWIEHRE L STw2,

PKUZFREDHIREIIEES - BEENER -
PKULFHEFHOWETIE, JAPKUTAEWVIZ D2
Ph O EE ST RIBLEEITEET D 2 L7190

£2 vH—FIVPKUDKREEDEEALTRE
—RBED PKU  HPA DIFIRICFAE U /=R REZEOFEE * —

ARG SN, PKUZFEEOERIZIE "maternal
phenylketonuria” (HATiZ~ % —F )V PKU &R &
NTN5) EVIHIFEPEHEIND L)1 hotze £
LT, $TIZ19804F 121 Lenke & Levy 12 & 2 KHL
7 EBRRAEYIC & - T, RIEFEDOPKU, HPAD
BB & M L7 RICIER2 0 & 9 2GR EASE
S B2 EHIEAI SN, FRISRMEO ML Phe fil
73 20mg/dl PN EDE,  FIREREE OFEED90% %
25 ZEPHE NI, TDHRGE  OWIFEORR
INHOREEEL P 57201203, HEREA 5
DI Phe Dk L\VEBALE 2 2 &5 5 5212
EN7ze L LS HZB, PRULTFOMIR RS R
155 2 LIIESTIE RV,

Y5 —FIUPKUDERE - BaaBARERET/
BRBICFRERET U Z v IRBIRARICHI(T
DIRER—

HILbIUL 1980 %05~ & —F IV PKU O
HAATV, HHRRET2> O M Phe i1 % Smg/dIRifA12
ROZ LT, INFTICIOADREEIRZEL Z LT
T&7,

1980~ 19904E4 121, FLE, RMRERZ: & 65
RN PKU & i S zpl<, EREOFILAPKU
TH o772 PKUTH 5 2 LA LI EN
TEFREARIG L2 TR T, BEEAHELT
NI FBEDERA R E 072970, 21T, 3
BIDOBN LT PKULZA L CHIARRT A 5 Rk 7 ik
EERRGLC, 6 \OERSMA L. 20tk #
HEWRAZ ) == FTRAS
72 PKU BEDHNT BRI & 72
Y, Phe B IUHIBR &G % Mkt
L7z PKU - EE DR - i

BAOMm+PhefE 20mg/dl> 16~19mg/dl 11~15mg/dl 3~10mg/di

5%
4.8%
0.8%
9.6%

— R DR S = >0 7
(o B EHLELTHNDL Lo T,
15~20% bitbN Ok TH 20024121

B, 20154F 233D~ ¥ —F
JVPKU 7 & O V2 i % foks

BRME 24% 30% 0% 8%
HEeREE 92% 73% 22% 21%
/\GERIE 73% 63% 35% 24%
KR DER 12% 15% 6% 0%
RHAERE 40% 52% 56% 13%

(Lenke & Levy, N Engl J Med, 1980)

(GF) * 1 115610 PKU & L UHPARHAD, 444 BIDHEIRICH 1 B FAER (%)

% % 1 1980 FLURFDIEE DR

152 MR ) — =2 gt

L1,
NSO, 1IR3~ 4038
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THAL, HAESHBEOMMA PhefEiZW b 2mg/
dILLFTH Y, R3O &) ICPRUMIRIZHE ) JEIERE
EERROT, MURFTD O BE O i Phe il 2 < &
YL L& o TRFEREZMET S 2 EAREZR
Z LD THERR S 72,

NY—FILPKUBREICBIT B IcAIEKEREY
DFEN— %)V O BHEIC K DB —
JEAE 57 B4 SR8 O SRR T, IR - 3230
oz rnF— 720X EBENE G E L7z
EER LTS, PRUL T BB QIR ik <&
TR %2 HIE S 57201213, RN, S D%
ERAEYT, DOETOHRIE) = AV F—B
L O XL EORMEDFE STV DH, PKUD
IERTIE, 72 AX B LT AX R
B ENEE IS¢ 2 EDBRET, HEILVY
[ZHART A CERE D & A DR AL MP-11
DFERDPUIEE 7 %o 19804ERICIFEHRE I V7 12

MR TRER IV 7 Bikin T B ALDMER S 7275,

19964 LA, 7 X/ BRICHATHERE - IR O MP-11
MEFEIN, BikmE ko0, HEEZHET S
PKUZFEEIT L CORBHR IV FHREN LT
MP-1123E THHG S D L9 12k o720 FRBITRL
72760~ 5 —FIVPKUDH B, HiEfll z k< 6612
BWTH, 7 I BRIZHNRTRD LWz AEKE
W) T % MP-11 2 EIRER A S EH 5 2 &

R3 BIRRIDSREEIT Y I —FILPKUDTHI

WREE T2 o720

NY—FILPKUBEICEDIEEBELEY 5 — D%
B -RRBFHERZHR/NERIU—-ZVITHOD
R —

REOPNRA 7 ) —= v ZRTIE, BRiAHAK
FIABNER B L ORSTTREOMEREES ) = v
I L T 2 PKUD A #INLE L NI
Phe fEOMISE# L L CTH Y, ~ ¥ —F IV PKUDE
HIZH b o TE Tz, MR WL L CTREET % PKU
L EHTIE, I PhefE & SN HIE L CZOfE
% bmg/dIHI I IRD 2 EHLETH B A%, FRIMOFE
ICEESBHEB 2 25 & B ACIZREE R RE S 720, B
H/NERFCIE, HERIREE DY H TR E OB
MY B2 2 MM LT, A A — AHKIC EH CHRIM
AT S L R RE L7z, OIS MK E B/ NEA
7)== ZFHZEE L TH S\, PheflZHIZEL,
ZOFER LRI L CAFEZOFN 17
720 ZOKE, KM Phe M2 HASMIE Phe M7 % 1F
LLELTCOR LD EPDEEE 2D, 2T, 1985
470 5 AR L C Il Phe fiE % #l7E L 728D PKU 12
B BIBRI70[AD A KB & O Phe HOAHRIIZD
WTHES L7722 258, RO & 9 12 A#IlLo Guthrie
FLiiEo 7 3/ BREB AT (H28365) 12X 5
HIEfE & OB LU, A#KIMO Guthrie i & ik~
0O~ N7 74— (HRGIHTIN=V AT L)k
OHBEREr X, Wih
b 0978 & i\ HEE & 7
LTWizized, A

e EERBOROHR o
moNo. BE mERM  SEncEELL BPPeE 3R/ E @ O H LRI & % Phe
mg/dl cm/Kg cm [ _

] PKU  R#PKU PKU &SI+ Al E17 omg/dikm 47/2895 325 HEIZ~ ¥ —F IV PKU

PKUGEIL+ Al H2F 50/3114 335 xS
5 PKU mHPKU PKUGHEILF MP-11_%1F 2mg/diF® 505/3314 34 DB 53 T
USRI 9> Tredh st o T L AR L 72 2008

. A - B mg, i s

8 PRU LB RRIER o amiliMPl $27 WA CHELRERCHESY A 1L 2 MR Phe
4 PKU ﬁ%'ﬁ_z> 5 PKUBHIA+MP-11 £1F 2me/diFil 49/3084 34 5 HPLC (A7
5  HPA ﬁ%'{?_:> ,; PKUBBIL+MP-11 $1F omg/dk# 50/3178 35 7600). 1% Phe 4047
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