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Abstract: Patients with phenylketonuria (PKU) have to restrict the intake of phenylalanine (Phe) or its structural analogues
for life because of the genetic defect that prevents them from metabolizing Phe normally. Therefore, the research and
development of food for special medical purpose for PKU is important to protect the health of patients and improve their
quality of life. This paper reviews the dietary regimen for patients with PKU, focusing on special low-protein foods, low-
Phe foods, and food for special medical purpose based on glycomacropeptides, and details the sources or preparation
techniques and functional properties of these foods, and look into future research directions and research priorities to
address the current problems of single product form and poor palatability in this field, with a view to providing a better
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understanding of the development of food for special medical purpose for PKU. The research direction and focus of future

research are also presented to provide reference for the research and development of food for special medical purpose for

PKU.

Key words: phenylketonuria; low protein; glycomacropeptide; low phenylalanine peptide; food for special medical purpose

ZEPYER PRAE (phenylketonuria, PKU)WHR MR
ZAFRFACHGER = 0E, J&— PP e AR BB Z 2R
%1% (phenylalanine, Phe)f GGk Z . TN
ik = RN IR Y2 ACHE, B 1Y Phe Sr AU 0
FUREIR, Q0 R X8 5 AP R 10 B b AN B i) b 45
A - T3 UA O AE P R SR AR AT 5 | ARt S A R 28
BEEEAT . EHIEES TR SRS RN S ARE . FRE
BiE L PKU KIRZRLAI R T 432 —, HATFE 25 Wb sl
255, WA 29 1.22:100000(2017~2019 4E ), ]
JbE E X 29°A 1:16812(2016~2019 4F), mRIE Y
S 1:24125(2014 4% ), I BH T 1:7983(2015~2016
4R, THE 1:3175(2010~2014 4F)U1,

HAT, PKU MICo8 VR B 7%, B TR ik
EEEREYTE . SEBYTS BT R B TR
SO BRI B R T RS O T Z AT A A
RIVE AR, (B 2% ) e SE R AR b AT Gt 207
25 H RIS A 3R 2l PRI r BB Filgyr ik H At
TESEE A M, H O S35 _LiiiFnT, (a4
FeAE R RIVERYS . SR TR B R R SR
T m) EB 3 A R, ot AR AE DN e PRORE FB 3 BRI A
2=, Ik, IREYT IR & B TR 4 A AL
AN,

T PKU S8 25 AR By v HL B B 3 ool 7™ 4%
BRI EC IR, Pl 2R DY 2202 R A AR B A KT
T AR, [FIBT#bFE%E 128 PRKU B35 S i4eF
PREEITEN G . ASSCIN PKU FR5REE2EBE )7 & 5k ny AR
RS AR TS R 25 WG P 7 T A T T 24798,
ST T RS RTTE BRI AR B L ROR TN
PR B FUARPIR 2= 22 IR TC 7 B 5 Fbl B IR RS E ke,
T8 H T HAT PKU 4535k B 24 FH IS B 7 B S i & 4038,
TFAER AT, I Ao 7 A 3EA T 1 el
1 REARSTEZERMR
1.1 RANKEBESR

F AR Y B = 2R P9 A Gl P s AR N 2@ iRy 1k
fiff, PKU B A0 i P il A5 248 & /e B H i 1AL
., R P RARE A M A R, TR 5
T B 2R DS SR ES FA AT Y B S BN N 745 an S
CLET ORI AR P IR R ) P AT, X Tk ais
B, #1000 g T8 5 AR &R & B
50 mg LA GFEY T4 100 g TESPEHBESEA
Z+ 1 )",

Shik, PKU B3 H B Bk IR BB R AR
REHEMN . REBUKRMGME A& 2RI,
2% 1 & H LK RGP A B B . KRB
TR BT, I H IR 4E A R AR AT 4L,

wIRH PKU B3R P8 A BT S8 4 ™™, 2020
4F, B E E G IR PKU B3 228 1 485 A
T—EE B, IR R PKU B R B
R BTRIR N 2R 1 B, AEJZ AT LA 3Z BRI b
HIARNERR <75 mg/100 g /KSR (5 T 5
g R, UMK R & < 0.5 g/100 g [t
i, Horh, G RPRIN AR S RINT 75 mg/100 g,
R i T E AR P AR ORI TH R B IS 98 AR
ANZRHGEEA . BT, ITEEEA T I F
PKU BEHEEYE A MM, Bk, 356 438
[ PKU S 18 IR A R AR I % .
VEZAHY) 2R TN 2R 2 24 6 1 & B 80w, NIt
Kl T PKU B3 1 R ERAE W) I kb Foml gt mT
fE. Aydas 55" R HL, KA PR NEATREA NS
Fifg 04 36 PEAR &, R SR N AR L 1k T FEARIH Y .
Clff 25 B, & S 68 2 09 FOK SR H AP AR
RN R IR G o B E, TR T3 P RARED
IS | DB RIS E IR ) . Eissa 817 WS T 4%
FER S RN IR A TG, FR BB 2T
ARG A8 T I A R 2K o

# 1 £ 100 g R EEE RIS

Table 1 Content of main nutrients per 100 g of fruits and
vegetables'®!
P KAy EHEN BeRE BoKEAY  MErYE
(g100g) (g/100g) (g/100g) (g/100g) (/100 g)
MK 97.8 0.3 0 1.3 0.3
+5 79.9 23 0.1 16.6 0.3
i 95.9 0.8 0.3 22 0.4
BE 96.4 0.6 0.1 19 0.4
PNEPS 95.6 1.1 0.2 2.1 0.4
R 84.6 0.4 0.5 13 12
FHE 77.1 12 0.6 19.5 0.9
i 86.3 0.6 0.2 12.2 0.4
FiAG 90.7 1 0.6 5.7 1.4
[N 94.1 1.2 0 42 0.3

1.2 HHEEERm

FERMIGE B (special low-protein food, SLPF)
s& PKU &5 7 —BEYkIEES: . ARPERGN PKU &
FNEE R, AR IVEE B SR — 2SR B R ERy (AN
/NZTEN . TR SETER AN ERIERY) 0 T al IR
FIBTED A, 5 100 g AR B S PR IN 2R &5 /N T
T 50 mg(AY T4 100 g fREHEM TP EE RS
HNFEET 1 )M,

R LE O ESAUERE S . I AL,
AR KR I AR  RE BT R |
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KR AR FAREL S (R IR AR 2 S
IO, SRS AR AR, A2 PKU B3
R BEIGINDTE YL 4. PKU SB35 PTG rOdRER
AR B S E- S Pm ™ AR AEOC, PKU ™ &
HHAFFRANE R AR S B R E AN
50%, T HA 5 KAR A 52 P g £ 25 I m] LAt b
XPARFERARER B AR

ST BE 2 BRI B PR REZE A TR
IR TR WNZYIN ST NI EE 257 C NS T B G O VN ' S
I PR S RIE & WAL E . Scortegagna
SR R GERBIAE LIS, S G IR R | 5%
B SRS E RO T, I B E R, OTA
SRS EhES A AL B AZ W . Alireza 5502 P
Al T ASFRRZS 0 B K TEM R HMIRER P T BT Y520,
NN EAERE B OF T2 EA 30% YKL
TEMI RN 70% MISCHRTE R o Parlak 557 38 o 7E o £k
R A th A T as i A L TOREESE . T T
SEIR TN A A AAS [R] T BR AT LA AT HU B
P, il 2 R BAERREE i3 . Shruti 8529 JF &
TR B N — S AN SR A 22 IR T, TS
AR EFRE S, B TRUEE, iz B s
PETZREFSCE R S B AR Y, RUIHGE T
FDIAE. Woore ZE i Y T LI BEPEAR N 2 IR &5 1
AR I K SRR A PRKU SRR AR i Rk
EIRT, XSRS B 5 B S S IR X e
SIPTRIHASGZ T . Wood 4509 58 T 9L [FE Ak J7
PR BRI B B IR0y, I S8R0 & R
HIEY#HATINE . ZP SLPF HER T 84 11 i Lk
AR AL DAN, BB & U P E s D, AR A
SALAE I EEEAIARINIKRIE . SLPF rh & A2
AIBRKAL S, EEERYTER AR IR oK, R
TR, Bk, G %EXT SLPF S E e ™
K& E TSR, BEST S PKU SBEE R
AR B IR R AR N IR VL SR I A /KA 542
SR AR FRR .
2 FHREERERS |

AL G AT IR D 202 A5 1 RPIR B2 28 IR B 7 B
I3 NPIRIE: — & IR IN RS M A KR
A LU R G I I ATAR A TR 5T, ) i 29 2
PR BCT7 4935 I3 — 2 Il oK AR 8 KA, LA RFY
DRSO FLBRAK AR T AR N 2R, PN AR
NER Z IR RN IR B dr o 3X PSR 5 SR XS
PKU B8 7 3RO 35, (B TGS P2
Al HET | AR TS S5 L, SEMR T RS IR B IR,
21 FEEERESH

FEE PKU S35 1y 8 1 4 = SRS il g 2 it
PR TR B il RV 2R R P 7 9y, X S pie 7Ry il TR S
T LT ELR . A ER . W S TR, Hih
T SCE LR A B PRE S T RPIR B2 2 IR e 7 B i Y

WA BRAEA 5845, JEHOBAH SCE B IR s B R HE B S,
FE T3 - PKU 2058 152 e 7 A MO 2F 11 . 51 5 5
— . Yk 5 55 (400~500 JT/400 g)B¥, 2020 4F, FREH
b o U B AR R R 2 AR G 7 B b, AP
PKU B BT #3223 11 7= 5, 435124 41 D] Fmdee
BREE 27 FH A 2 ) LR PN R FRAE IE U785 . 4 DUARARIAR B
25 IR A LR A CI A C 7 T AN AL D SRk B 2
JH 343 2% PR i R RE C 7 A5y, =288 5™ i 3 A AF R TR 35
PKU By 4Fi B

FTL b, FREFE PKU 5835105 FH & LML Bl 7Ry 40
W E A BT S AL A R e A R BE DT . I ER
S SR AR YN AR I Y . G FER . B A YA R
BET W BRERIE T — 5060 FH TR PN R FRRE B2 19
BCTT 8, 7P ARG IR 2R, et (R IE B 2 4 RFpL
RIEH R FERRAC . BEAERY R TR N 212
BB EIN T 0.01~1 E A IE G AMFNE AR,
LA R BB LRI 2 B AR o
22 RERKESR

MERZE TN IK & W (low phenylalanine peptide food,
LPP) 2K NAIR S EAMLT 0.5% MEZRIEEN. 5
IR G B WAH b, ORI R & 5 W, 1
L NMELAEERZ I BRIE, Z2 K5 T 5 b R T R,
AT DLk o e AR PSS R s s R RS . IR
RPN R 1) 2 ) A AR S S FH Bk e B e B TR
M A AR P 2418, T30 o8 % o sl 88 B I R 2R TN 21
iR, T RRNEEME LA 4 T IR AIK T 10 kD 1A/
SRR SRS IE TR BT, BRI ANGS TSR BRAE
2.2.1 FHAFEWTEE SR SRR R A E AT
DIVE AR IR 2 e, BEAE T RZLIs 2R
FE P RIS CRT IR PR 22 . BRiE
P IRN AR S B2 3.9%. BIRSEESE0Y DIk
F R R, Bff 45 GAT 2 HT o B il 25 IR DS sy v
KRR R E 0.6%. JARBEER i HESE M,
38 3o PR 2 B A I B A R T — R DI IR
T7 B, SOK AR IS K SR b R TN AR R R
0.5%. FLIEEMAEFRME G . &0 P EHER.
5y FIEARRINE, A2 AR TR R FER, R
TEEIA 80%, AR S BN 4%~6%, H “HIHZ
FUISELS . Cabrera 2552 FI B S W #5272 T —
RSN Z IR & 2 Y T IS FLIE 2B K fE Y, AT
PKU HBFHMRE . Villafuerte 2553 EHIRSFI T8
PR ECT AT T4 PKU BB RZE N & R
AR TR Y . Ozer 250 i i MFLTE P ULHE
T E IR A B LA K 7] 43 25 I FLIE 2R P
WRES SR . 4 A A M BT ik, A7 —Fh Ik
IRNATR IS K EY), AT I A PKU BETA]
BHME . Bu 50 H WA E R N FLIE R A
FRSBCR DN 24012, 158 PR A7 d A8 T AR 2R 7K
fie, v AT PRU B s . BHAEl, &gt
FEMNEE R A AT, LISk PKU B $Aiss
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ZHE PR RR N IR W o Su &8P IR A
SR IR}, A PR AL A RIS P R R i 28 T — MG
RPN 2R 1 AR IE AR K, AR T A E T T
PKU F YR b

TP AL & 2R, Bl fOoREE . K9
ML AR BREA . ZEN . DKRERSS.
B FAE BT AT 85 AR S A R ) 28 AR P9 g i) 5 It
Blo BlANR G AEAEE A AVNKRE A DS AL
U, HR T TR ST NMELL 32 i PR IR 21
TS Z g K AR I EORRE , BRI 22; /KRR
FIANE U NR, IWEFRUHME DT AL T3 Fe M
FI/NA S A 2= ORI RN 2R
Hrid b R H S T A, WS T I AR
PNARE o JBRIGERRC S5 ROK AR Pk il 4 —Fh
RSN IR ED i, Ab B P8 RO B 2R D 2R 5 B
& 0.13%. Tong 50% DIK G AN AL, M
Pt 7K S S Bl 7K L A 7 T BRERAIG L B IR S
PR SR KA, R OR SR FITE PKU B 9EK
BN . 2R NIEERO DL A AR o R,
30 ok P AT VR T A T — PR N R & B2
0.32% BN OBy, I3 i B A IR BE K i AE A 2R
H, fl&T —FMAERNAmRAY S DZER ST EN
0.09% HAE B A n A IR &), A B2l
RSP IR E i T e P . s & i Y AR AN
RS A 2 Wy ORISR LR R A B ok
RS, DA T 2 v P T A ) SRR it 1) 7™
&, B 538 LAE LE, AR R 1 /K i) ik = Ll
IR 2 MR, A AR F A8 107 L 25U S M s A
— BB BRI AERF A B E IR R
222 HEAFEHIBEE RN RN R
FRAEAG U T EAOR T 85 1 ORI i . Ao
JHARR S B R T E S AR B 55 AF T il e S B U 62
SIS H AR 2 BRI DR 1 45 A v i 25 ik
Ao KA BEAR S K A AT LR S N KRN SN2
Bitg o FHTHARRERTEC 5 B 2R 1 O i 400 P U s A R R
DR C MR = PR ZH A, 3l AL 5 T 12 2 ik
PRERSEAY IR Fe ) A DY DRI T (X 325 47 JOACT: 1) 7K fi
YERT, S T ARAFIXARK A =10, DLk 9 JIK AN S MUK
FAIUT SN o

Pt (g A 2RI (I FH 25 AR E bR 2 BEmR 19 It
R AR . X TR SRR N AR 1, BT
e FH B4 Tl ) 1) AT sh A 25 e (Cn 8 2R A PR
Wil FRIKEG A 45 | AR g OXRE g . AR
FH BEES) FLA A B 2R AT B8 (Bacillus subtilis) . ARl
%(A.okyzae)%@%ﬁi% AP R ECH 1 AR Y DO
Galvao S5 R I . JPREEFL A 153 0 FIR K
lilg ACCPA) /KT yZLIE S M, IFACh, 24
HAA JREEFLAE A B K FLIE, CPA MOIKf# ™)
FBR Phe MR TE L, Villafuerte 250 {1 ] B 25
P PRIV 5% 5t T A 1 Tt/ I e T gy 2 P AN LI S T LA

H A AN AR S BB AK . Tong S50 & EAE K
AR A KR L R A, M AR 2R AT R AT 2R e
Protex 6L 7K 5 P~ A= VETE B 2 ik, SR I A25D I
B ] T DA R Y N R 3t B0 FIDRE 220098 1 5 58 2R %
e, DAREAR K. Silvestre 25042 fifi ] T M AR 2R A AT
PRTER B S P9 KR, 4350 el PR AR P . ARJRER M
fiff . KGR AR . WS HRAR I ST PR AR T B AR R
AT BA Y PRI S SR U, T RE 4 SR, AEBF
F Y Bl A4  , ARJINER B U R e fd:, 2RI 2
PR LB RIR 94.1%, AHELFREHARIE ZEAIAT R R
Fifg . Al B ZEHOAFT R PSSR R A ) e, H AR
FR S PSR I A TN, BB RCR S s . (H2, HAT
PR AT SRAEAE A v« ME LA s 23R [ [l bR 2ok
(T EARESRENXT PRU AYTE 7 H L BRI 2R DY
IR < 1.5 mg/g 85 AR S ], X T
RPN 1 1 IO I5% A R T T 1) 28 PR THAT Fe itk — 25
5% o

Pt el PRS2 U BE | BFTR] . pH A5 Z2F0 IR 3R 520,
T B S A T 8 B E P R 5 AR 7 AR s
HZ AP B OCE 2L, BRI DT ERFR AOKR R
F HR 2R DN R B R R AR B 43I A 1 s 1 e
FrATHE PR T2 PR T2 SR R
% 7 AR T Bl 52 5 I A, TR AR A IR R 43 50
50 Fl1 37 °C, At ] 4 h, H SN & ER WL R AT ik
B 80%. FrorHE 120 HPEER I . BE AR 1 FIEE
TR F A A T, BRSS9k 50, 55, 37 C,
BEfEITE] 11 h, RPN 2 RRLER A 92.25%., ARTE
RN ERUF S R TR R & 1Y pH 3REE(9~12),
W5 2t B ZE MR A B, i T 250 A 2% . PRItk
PATBT A T 20 A B T 3 B 35 i pHL 2l PR i 2R
FATf
2.2.3 JE7/Kfi#id F2E (Post Hydrolysis Procedure) %E
P DA S Bl o I 53 R 2 IR R 25 O o i 5
FAIEMR, HA KT R MK 4 F AR R B, (IR
PR A GE il 8 57 B, 3X A i 1L BR AR Ry e 2K i ok A
(Post Hydrolysis Procedure) .

ZFp JE AR ff e R O 2 AR PRI DS R
H Hij, Sephadex-25. Sephadex G-15 £ 48] 2 &L
G /K PR 5 T3S e IR S5 Tk ] T R B K fiee
Y IR E SR, H IR 2GRS X B K
il v 2R PN 2R L BR R ik 99% M, [HJE, T
AR RRR AR, B RTE Zepiiii i . Lopes
S AE 2005 AR E T HEHE R TI RBR T
96%~99% MIZETNE MR . Su 2509 i T 9 Fhid s
FH R B B 2R UK i Th ST 2R, 25 SRR3R,
BRI INITE PR FEBR AR P 28 B = R4, AR 2 R )
EERER I 91.71% F| 97.78% ANEE ., Su 40 R IT X
IR R BB L ST, I UChTE R 235
WG 5655 o TR A IR IR AN 43 s v B 2H 5, W BT id) S22
BRZ) Iy g KA HAE A, R SR A B AR
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X PR 2R W B BL I AT IR A T LA P2 R A
R R S i A n I BRI g FE A . (ELRAS TS
PEIRAE R B 70 %) SRR AR VA FE B IR B S e
WP R I S5 S2AC P T AR, 3X 7T BB PR ERir SR 15 4y,
BEL i 35 P 2 A SRy W B 59 A AR 2R P R £ il 28 T i)
VARSI

R — A BRI TN & R 0 G K L2
Cabrera-Padilla 5502 $& 1 T B /2 0 #5 9AE:S:, FIH
JEREE 2L AR I B AR IR A X ZLE 8 Tk A%, 45
SNV 5 BEAT R IR, B ARG IR E S s, 3X A
Ty TR HR RIS N IR R . (A
AHE e, ARMEAE Tl A== rp 2 g
224 RHIKESIFR 1999 4, Ji i fh R
255 E MR B T EE R E P2 LBE T B
FIAE, WLy T IREMENARE S BT . BEE IR
PRkl 20k, SRR E 2 s . Goldar
SN R A NEZLIT AEAEZL R UG hl 28 T —FMIRRDS
PR IIBR WIS, AN IR & 5N E 274 mg/kg.
2% 2 N BRETC ARSI IR B S T2 4R .

PUTAZ 1l = 7 | i e 1| B i = 5 1y = TR RS S il Rl - £}
Ein i R e WA S IR SR (S SR 7k SN R T (TS
ARG G T s il g 7 =K. Tkl 2+s
TETRRIRAES R sl TR S TR Th A TR BEYR 50 015
B AR . BRI AR 22305 B Tl s Ak
il £ PR 2R 77 3 T OR B I IR N & R 1 3%
Ko TR ERI TR, PR E IR R RE RS A
AR, ABAREN A= ANy, BB E RS 2E, AN
B T AT RO 7 S IR A5 HE 04 S
B, PUEPELY, BYE RS R 41, B T ANBHSZ, Btk
T ) 28 B S A AR R 3 2 B S i 45 109
FEI.
2.3 HEERK

M B K (glycomacropeptide, GMP) J&—Fi 7E 1

i ol i A A 3 AL LIV E TN B 2R 1 PR
Hokah 64 NEFRRA B AIBERILIE AR, BI7EEL 28
B HAE PKU @Y7 8 B 4lind GMP
HIERPHN P A E AN AR, (A4 GMP P25l
RER LA SE A miZR B A m PR IN AR . B Av,
GMP B H T A= 45Fh AT 11 RS P iR e 2 1 =
TR

— P LR, TR AU S 2 LR B2 YT B (amino
acid medical foods, AA-MF) F -5 & 3L 1R 1] DA
JEAAR 80% MEE TR, T 1Y 20% W /K SLEE =%
P SRR BRI S HOR IR, MEE KL 5
TR T L R TR 70%, BB 51 PKU
HEIMINE B, B ERIETE, R R IS R,
WEEIK B B0 25 A2 ool T As /b B 5 A 40 T, B9
A 4k S EENR TR 1Y) & A3 = FB R PN R 2B
FIFHZN, GRS ER, S PEE R IR B> T B
H B AR e, - HIRER T R G o8

2t AR RS B A 2 (0 2198 AR i 2 I X
TR FEIR, I PR LR IR R FIL S 2
BRI R HAth A LR MRy 2~3 %, Lim 25
E a2 R I B IR A B A T AR e 00
T IV B RIS S RLSCRHE R R B
BKo #E—2DER bl E RPN LR | K 2R . SR
ZH SR AN 2R 0 Fr B, TR Fead B 4E2E R A
5T, B KA R A ERIR & & i, A P
TSR | a2 B RN AR A PR A s A PKU R
Ho
3 g

25 IR, HATEE % PKU Bk iR o &JF
KT ZFZER RN SR 8 F s S AR Aoy
M B, AEAT 5 2 eA U B PR R R 5 Rl DAY
in PKU & et MRS &M EIk E8R
FEAEBTIR A — | 36 T PR 25 HLA RS 55 500 ) i, 3k —

2 RIRNIRER fh il A 1O fay ZEAA

Table 2  Brief overview of preparation of low-phenylpropeptide foods

JERA A JE KRR TR R IR EZ PN
U A B KT AR IR AR (1l TR 92% [48]
PR BRI, BRI RKAA HERHEG- 15K 2T 84.6% [31]
o FCEREE LA JBETit ARSI | T 86.5% [49]
fis A LR R Sephadex, G-100%E% (01555 / [27]
WA HER Bk AR . XU R A il R 93.6% [40]
FIHEA WEIADA | A . R AEA2SD DIOTRFLMARHE | T 95% [35]
AR B TR TG AR P XU R ERE/e 98.6% [39]
HHEA KB TEPER 79% [50]
N THI A LA R A VB B M / [51]
LIS R TR P | JREEFLAR I KA UK 98.3% [41]
W LIS R A A RN RAKEEA ARYE / [32]
JB e A5y KM R A . ATV TR 96%~99% [45]
INZEHy AR SR PR R L G A R R T 66.28% [52]
E/S A 2 PR TR 26 i L R TR 97.55% [53]
HEIFEN JHREE . XU AR Eé /e 97.78% [36]
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