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.

1. BELREEDER

ERSEREL, R -FEL. FBITS-OICE. BARENORERZIENT S

DENHY, ZXEXBRETDONIEE . IBE. U/ JBEITMA T, SRIILEESR
SUBSEEEERLATAERYVERA. RE. EEFBHETE. BAAN—A
[CHBELTIRBRDENELFHANIC. THRAOBSIEREE (2015 FhR) 1&
LTEEDELSITRLTLET,

(6] ARH-HRA-FEHROREENELE

BREE IHRILF—(kcal/H) BUNVE BT R ILE—LE
k] I ({ELY) I (&&) M (FLY) (g/H)* (%) **
e 5 "3 L £°3 B "3 5 £°g

0~5(A) 550 | 500 10 10 50

6~8(H) 650 600 15 15

9~11(A) 700 650 25 25 40
1~2(5%) 950 900 20 20 20~30(25)
3~5(#%) 1,300 | 1,250 25 25 20~30(25)
6~7(#) | 1,350 | 1,250 | 1,550 | 1,450 | 1,750 | 1,650 | 35 30 20~30(25)
8~9(#%) 1,600 | 1,500 | 1,850 | 1,700 | 2,100 | 1,900 | 40 40 20~30(25)

10~11(&%) | 1,950 | 1,850 | 2,250 | 2,100 | 2,500 | 2,350 | 50 50 20~30(25)
12~14(&%) | 2,300 | 2,150 | 2,600 | 2,400 | 2,900 | 2,700 | 60 55 20~30(25)
15~17(&%) | 2,500 | 2,050 | 2,850 | 2,300 | 3,150 | 2,550 | 65 55 20~30(25)
18~29(&%) | 2,300 | 1,650 | 2,650 | 1,950 | 3,050 | 2,300 | 60 50 20~30(25)
HE:TEARADEEEREE (2015) |
IR BRE. 1RUE #ES
*BRE
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RERFIBBLLTERMSNDE, HILETHBESN, BEREXT La—RIZ 4V
NOBFTI/BIC. BIEERBEG>THROMRICRYAEN ., FEEFEBOT
FILF—ERY  AREER T AEBIE T EMEHIFLTVET  FEITEof:
LOFENHMEINFTET , COISGRBBEAELIBI=OIZIZ, F{SAD
EERIEFEENDZNVBEEOIMEINBELZYET . ENOoDERIL, B
FIZEOTHONFI N HED—DDELEFICERNEGERAHLHEEELTE
REFERGDHBEREGY . ENICE>THRBEBENEET SN FRAGERAHIRL
T EDF IR EE—BEFREBIVEERERBHERELFATHET,
ZLT. RERBICREBRASE ST ORADIGSCIEL. BEREDEWGHZEN
HY.PKU [EBERENENGIEABAOHIEN-RIDEETT,

Q.ﬂ\

D ray e
h “'
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2. PKUICEIT5RE

n a. BROBEXRELVN\IERBYDORE 1

b

7

BHOBENODIIZIVTIZUERZHIRT HIEM. PKU BEEEDER
TT LMWL IV TSZVERBTI/BO—DOTTHL, ChEEGERLE
WEEMIEZONFEA BERICEENDIIV/NVEICITTFHL 5%DT7=)L
TI3ZUNEFEATHYETOT. FIZIEERANADOBEEREAE (2015 FhR) DEL
REDAVNVEERBREZTERLET L. TNITEFNE T TI=VER.
ZTIDFSHYET,

AHROFA\VEERE — BEADOBEEREZ (2015 FhR) (285 —

ANV EERE JITIITIS=UEFE=E
F#
(BZZ ¢/H) (mg/8)
0~5(A) 10(BR=E) 500
6~8(H) 15(BR=E) 750
9~11(H) 25(B&=E) 1,250
1~2(5%) 20(Hf=) 1,000
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CDEIBEDBRIVINIEEPKUDERICEZAFTE MF T IILTI=
BENEZ K ELRELTLEVWFEIOT, MBIz TS UEEBEEHICR TS K
SITERRVUNVEDERZHIBL. MEEBICBRELGIVN\IVEELTEF. 7=
WTS=VEBETDTI/BERELTERLIZAV NV BREBEMEEZHTEN

BEBELIODERICHVET,

ERICIE,. T2V TSZ0ERELT, TOMORBELGTI/BEZRESL. ThIC
EE.IRE.ISRIILE. EAIVEEMA THEL: PKU AERIIVIVEERALE
ER

COBERAIILIIF.PKU RO -HEBICFRAIRTI DT, £L.4)! Eﬁﬂ(—‘w&
FRAEEMTELLIICLGEFNELGYERA BEBARTHERALTLYS PKU |
HILIIE, EMAY :)LO(HE)ﬁ‘inEL'CL\%)r71_}l/77:/|3$£:)lx7ﬁﬂ‘§fﬁh
T.ZOHGIIBERRTEMINBINTVWSIEER IELTHRHONTEY. 20 &
FTIT/NRIBHEEREBELLOTINVS PKU TIFEETHBASIhTOET, F=. 20
MLl ETH 2015 I PKU N #ERIEE KRB L0116 | ERMBIDBEIEIZ1E-T
LWET,

KYBLDITIZIUTIZUBREFIVNVERBYMEZVLELTIHERR. HHLE
BARILIZED PKU [CHHLTIE. SEAT VIR ED I LTSV ERMBE
TI/BMR (BN AN BIUHKILFZFROEDEIIZLTSI=URTFEHME
(MP-11) BMEHENTLVET,
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[] b. TRLX—B XUV =ZKFEZDES ﬁ]

PKU OEFEKIT IBEICE BT IBEHREEFTTHY . BARRBET—ROFE
LERBRTT DT, IRLF—BLUREBMEEDTAVN\IE . kKLY IBET
BHEZRKEEZRDOEDLEIZIE PKU REFFRRICLET A, Jz2ILTS5=0%F
BCEHAIVN\VEEREZEBIOMLESICRE L. KEHADE2U /R VEETI=
WTZ=oaBRELE-REYZERLT. BB EREEICECEICHAGLET,

Fr. MERXREENIRIIE EFSVBEHERREEIZECET A, PKU A
BRI IICIEZENONRMEINTVET DT AERIIIZHRT I LEETDOERK
THLEETY,

[CPKU D= DEREREMBRENDEHRZRLET,

PKU BREREICHE T HRERENODER"

J1=VTIZY . . PKU
AUINyE IRILX—ER
X4 Fhh Em= SBEAsSLY S
(mg/B) EHe/R) (kcal/B)** ERZE(e/R)
B3, AEMmEL
EIER GRS 0—6 MA 250—300 10—20 550, 500 60— 100
NEREAR
FLRHAEE | 6—12MA 240—260 25 700, 650 60—100 SR EL 50g
SlnECEIE S 1—2 &% 200—220 30 950, 900 100—120
YRERR S 3—57% 300 40 1,300, 1,250 120—150
6—7 &% 1,550, 1,450
INERRETS 400 45 150—200
8—9 % 1,850 1,700
INERR RS 10—12 5% 500 40—50 2,250, 2,100 200—250
R
B F 12—14 % 600 60 2,600 200—250
Z F 12—14 % 600 55 2,400 200—250

FIRNF—EAUNVE (REYEED)ERER. BRAORFHERELE (2015 F)I2ET S,
CEEREPMLALIOIRINE—LEE(HAER~NPERIEBR. EXRETT.)

v
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| V. WO ETREREAREN? |

7

MAERZI)—ZTH 1960 FRMNSRBSNFEKIZENTIE, REAEE
MIEL-RERDEBEDOHREDERIEL 50 mITELECATI DT, AFETE
EREETARREODEDRBICHLTIE. TRYERAIETIDOMNEZFEHIZIXIE
fETY . LHL. BREYS PKU DEEBRENMEZOECKTIE, PKUBRIZOL
THRAGTBHRENMTONHER. RARVARSDETHLHIEDERLFLON
THEY.PIBRELZHBYFEANBERDERBEERE T HE.PKU TIEKAE, M
HITZ VTS VEEBECROCENBDELDRERNEMMTVET  ELT &
F MPITIZLNTIZNEZRST B-DITHR R GEANBRESNTOET A R
FFR Tl REBEREZEADORFREIG>THEYF A PKU (20T DR
ARG HLOVABRENRREINSGETIX. T2 TS VERFIRAENT AR
TY,

* )
il
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E VI. ¥4 —7JLPKU 5! ]

-

PKU ZFEEFEDEIR- HEICBELTIL, 1950 ERICEEICHRREESIARES
1. "maternal phenylketonuria”’ E = EEAINERHINBALIIZHYFELT=,

BARTIE, [Y4—F /L PKUIGAEBANMERSNTULET,

AIZIR Rz LS PKU FELBAESHERERTEETHY. KB PKU K&
FEDZEIZ. EEIOEIRT 1/4 DMEE T PKU DNEFNIEREFH>TLET,
BADODHERTR - RV TH, PKU FERFIOBRE IIFHTIEIHYE
HA, LML, PKU ZFEEINFIRLIIGE. BFOEEN PKU REBTHNIE
BRIDITIRT PKU BNREFTNDFERIL 1/2 I2HEYFTH., BENRERE THTAIE
PKU [FEFENF A TNHEDIZPKU ZFDHEEIL. FIROF-UIZBRIRICEEMN
HELET,

1980 F(Z(F. PKU ZFE#H 155 £ D 524 M DRI T SEEHLGFAEHER
NEEINFEL . TNITHYFET L BELTULVEL PKU-F 72V 7 5=V MiE
DIFIRTIE. ZOD KT IEIRFOBADOMFPITZIILTSZUENGELIEER
RICEENZGLHIEMNBALINIENFEL Iz, ZLT.PKU ZFDIRIRTRERE
BAHICITIRAIANSM P T =L T S=UfEE 2~6mg/d UNIZRE, HEFE
TENEFRDOIENBLETT,

[#£9)] BEREZITOTLVELPKU BLUB 7TV MERFREEDITIERICEITS
BRREZOHEENS HOBITIITS=VERXFIZHITS 524 BEOEIR)

BHHEDHEE (%) BEOMP I LTS fE (mg/dl) RETIRETO
EREFIOBHK) " | 20 UL 16—19 11—15 3—10 (%) "
BATRE 24% (297) 30% (66) 0% (33) 8% (48) 16—20%
MEEEE 92%(172) 73%(37) 22%(23) 219%(29) 5.0%
IINEBAE 73%(138) | 68%(44) 35% (23) 24%(21) 4.8%
FERMEDKRE 12% (225) 15% (46) 6% (3) 0% (44) 0.8%
EHAKRER 40% (89) 52% (33) 569 (9) 13%(16) 9.6%

COMEDHAEERDT—4., B1L 1970~1980 ERIZEHEHETT,

~
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Ew.%ﬁm%§@ﬁ4yr]

1. LRM

RETHIRHER ) A 2RICRETIHHTHY. BEREINRLEER
1§zillfé¢ﬂoﬂ#,ﬁ.ﬂf-'9*o;L LD BENEE TEYICITHONENEMND . HBFHE
[CRELGEBZEZFT, T ZLRBIIBARRELBALGEHIT. AE 1 ket
[CHERIVINVELNREZVEETT DT, PKU TEAVNNVEREYW (=)L
TIZUEBRKTI/BEAY) . BB PKUAERASIVLIZRDICEZ . eI
BEEDIIDIITIZoFBRIVNIDLEZE=-HIZ. BE&HDWEE RAH
BEMEADBEITEYET,

AT RREFHVAIRTIE, £% 5~6 MDA GHIBZRABLT, 12~
18MATETL N BLURITFRARMEAZFIICUIYEZFT T LHL.PKURIZES
TIFTIoAUTSZUBRETI/BEEGYIE. BEICOEYEBLGIVNIERTH
U, BUEEAIC PKU ABRRASILIBEDIVNNVBEREYMER S ITIERT HEEZ
DIFBIENTRLRYITY Mo T, BEELFAIRETE THENSZEEZFTEBRELTT
A

FRI19FEIAICKESN:ZEEFTBEDREL-BIALDOZIEHNARITIL, £#&5
~6 MAEMNCEEEZRMIEL. TOBEEITTHD IOFERAZEIDTOETH. THW ]
[CEENDTIIINTISZUEX, THOLIZHEARTAOLRWNTTH, IKIOKEFEIR
IZEEIRSEAHIEITHYET DT, PKU TIEZDFERITEITET, KHYUIZLohLY
FOH YIS EEZEATFEALT. EBRBOEBREKICENSIEET, fzfZL. TR®D
BAVINORZETDD IIZERATADIEAEETT . £ FT2ILTI=VEFENE
WHE-BYPLRAEERTEEFIN I RETOIZTS=UERITAEHD
WIEFRARME A DELFET . HNRBILGYERENOBRELGIIZIILTI=0%
ERTESSIITLST-BE T, BELRUFARMELIEOH T PKU BEAIILIDH

\(:’GJJUEEiid‘O
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2. IR

HREALILRBIZRVNTIRIILEF—RUFAVNNVEDLEENZVFHTHY.
TIZITIZUEREZFIRLGNS 2 N\VEREY. 3745hHb PKU BERS
WOERLBERNESAET ., CORHIEX. BRICHTHIFANHTSD T, ALCH
HCTHLIRAEEZEAT. BEZEILSE . BEZELVWRERICTHIEXRMNKRYIT
ER

GRER-HHBICERLTWSFELICH L TEELEREEEIFTIICE. R&RE
BERICFORANGEEOEEHZHAL. BERILI-BIIZILTIZVED
LEMERDICEEZLTILVET,

HMREAZRFETICIE.PKU RICHLTREED. “BRTRVEDEBERLONA
WED"IZDOVNTHEFICHBL., BESE LB NETITENKRYUITT , ZDIEITD
WTIE.PKUBDEDEERFIZ. FELEADEBIOVSLNEETHATL
F9,
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3. NEE

2012 FOHREITZ IV bURIERBRIESHTRLI=KIIC, IMNEERTH DB EID
MATIZITSo R X 2~6me/d TT DT, HIREAZF ERMRICEELLD
IZITIZUAIRBZEZRGE T HACEAVBETT . £z, COFRHBGULINLEHEE
HESELEOIC.BERBREAANCHOESIENBETT,

NIADPMEE(RE)BLUFELE (EH)ICIE. XHRREANTEDIERKBE
PMEINET, TR 25 FENOHEITIN TUWDIERIMBERELE | (XEEZFE)
[CEDRE-EREOERKBBICE T2V N\ VEEREESLUVZNICEEND T
IZIITIZVEREZI0DRIIHYET,

[£10] REXFE#E—A—EU-YDEREEERNELE

REGHE~TR | REGE~9®) HE (10 kR~ 28~
X5
DGE DEE MK DEE 14 %) DEE
B Ry BEANE (g) 20 24 28 30
FE 16~26 18~32 22~38 25~40
HAEED
1,000 1,200 1,400 1,500
7177V E (mg)

o

ZNIITIITS=ZUEF, HHE) PKU O/INREEICEIT5—BHYDTIIZIILT
SZURRE(FRE)ELE-THEY . FREBEZIENT HZLIETRAIRETI DT,
BEASINIEEIIZILTIZVRBDAEEZFESIIVNELNHYET . BRIEDS
BIZIZ. BBOENSAVNNIBEDVHENEBREEATER . FERDIV/INVE
(FBBERAZIILITHICENARETT A, AINDIZEICHIBZDOBBMET R TER
EFWMBHEMNKRYITT,

J
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4. g

Tk 24 FORETIH. ZED AP ERIZEITIFRIGEDEREL 80%%
BATREY. HH#M PKU OESEERBEDALUSBEIZGYET DT, FRED
ERETDIZEDTTEN, Tl RAEDFHERVWTHRZT HIHRENZLYE
TOT. ENFETITEENHCEENHRDIIICREENLFTIDENRET
ER

5. ML A

BEREPHLI-RAEREIZPKU OEHFHFENEIRTHIEN, BRDAHTHL, B
AN PKU BETERESNTOET . Ko TR I VTS EE M FERRIC
ROTENEETHY. 2015 FEH5 PKU [EERICIEESNELT =,

ZLTC . BN RATREBEEREAICHIBEEIRESNTEYFEE A FILLVAE
EDNARINSGETEH. D22 LTI VERFIRICKIBEHREZEZMBELTTS
LYo
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6. ¥5—73 )L PKU ~Dx}i

BRICHR ARz &SI, EiR-HEFHETHPKUDTHEINEEREHEST 5102
(X, FIRAIMSMF I LT S=U{EH 2~6mg/dl IRICRDOIENNBETYT . £
DE=HIZIE. B 1OXRBERZEAREL. MBI LTS EZHEBITEAIET
BHENMETY . ZDEHICFH /NEHE. ERE. EEXELTICMATIIZIL
T5ZUFEAELTELIBREEVA—NDNDEIENBRETT , JTZIILT Sy
DBIFEIZIE RV —=U T HOAEME AL, 5L B2 ROEIT>TERERR

RICEDEL . REZRELET

EEROBEIZDOVNTIE, REIZSERBLET,

[#£11] =4—FILPKU [ZBITREREREROAR

YEIRZE(REER - ¥ HA i8R EA TR HA
71ZVTIZUEERE (me/B) 500 750 1,000
REMEEH=221\Y
50 60 75
ER=(E/H)
BHRA/ERE (e/H) 10 15 20
AN EREY
(PKU BEASILIRY 40 45 55
{B71=0T77=0A 7 FM B3E)
IRIILT—ERE"
2,000 2,200 2.400
(kcal/H) :19—29 &%
IRIILF—ERE*
2,050 2,250 2450
(kcal/B):30—49 &%

IR —ENEIEEFEBLAILIDERT
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