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Pesiome

Bsedenue. OcHoBHast Tepanus GEHUJIKETOHYPUU — 3TO CMIeUAJTU3UPOBAHHAS IMeTa C OrpaHUUEHHUEM HaTypaibHOTO OesiKa, COOT-
BETCTBEHHO, U (heHUIaJlaHMHA, C HA3HAUYEHUEM CIeLIMaTu3MPOBAHHbBIX TPOJYKTOB JIeUeOHOrO MUTAHMSI HA OCHOBE aMMHOKHUCIIOT 6e3
dbenunananmna. luetorepanusi Ha3HauaeTCs cpasy, KakK TOIbKO BhIsIBIsieTCs TunepdeHmnnatanueMusi. OueHb BaXXHO MTPOAOJIKATh
JIeYeHUE MOXXU3HEHHO, He MEHee BasKHO, UTOOBI MAllMEHThI COXPAHSIJIN MOCTOSIHHYIO MPUBEPXKEHHOCTh JIedeHn 0. OHaKo faHHas
Teparnusi CyleCTBEHHO OrpaHMYMBAET MOTPebIeHE HATYPaTbHOM MUY U 00513bIBACT MPUMEHSITh AMUHOKHCIIOTHBIE CMECH, TTO3TOMY
y MOJABJSIOIIETro OOJIBIIMHCTBA MALIMEHTOB B MOIPOCTKOBOM U B3POCIOM BO3PACTe BO3ZHUKAIOT TPYAHOCTHU COOJIONEHU S AUEThI, OHU
OTKAa3bIBAIOTCS OT CIEIMATN3MPOBAHHBIX TPOIYKTOB U MEPEXOASIT Ha 00bIYHOE MUTaHKe. JlaHHast cUTyalMs TPUBOIUT K MOCTETEH-
HOMY Pa3BUTHIO NIUTEJIbHON METAOOIMUYECKON TEKOMIEHCAIMU U MHTOKCUKAIIMY BBICOKMMU KOHIEHTpALUsIMU DeHu1alaHuHA
1 ero nMpou3BoAHbIX. OCOOEHHO 3TO OMACHO ISt XXEHIIUH (PepTUIBHOTO BO3pacTa ¢ IMarHO30M «KJiaccuuecKasi peHUIKETOHYPUsI»,
KOTOpbIE TUIAHUPYIOT OepeMeHHOCTb MM OepeMeHHbI. [MnodeHniataHnHOBas A1MeTa ¢ KOHTPOoJIeM YPOBHSI peHUIalaHuHA B KDOBU —
OCHOBHOW MPUHLMI MPOGMUIAKTUKYI CUHIPOMA MAaTEPUHCKOI heHMIKeTOHYypruu. OIHAKO YaCTO KaJOPUHHOCTh pallioHa, MoTpeod-
HOCTb B XKMpPaXx 1 YIJieBoAax HEBO3MOXHO KOMIIEHCUPOBATh HA3HAYeHHMEM OJTHOTO CIeIIMaJIu3MPOBAHHOIO MPOIYKTa JIEYeOHOTrO
MUTAHUS UJIM €CTECTBEHHBIMU MPONYKTAMU MUTaHU . Micrionb3oBaHMe TS JIeUeHU s MTAllUEHTOK ¢ (DEHUIIKETOHYPHUEI BO BpeMst
OGepeMEHHOCTH CXeM M3 IBYX CMEeMaIN3MPOBAHHBIX MPOIYKTOB JIEYUeOGHOT0 MUTAHMU S MTO3BOJISIET MPEIOTBPATUTH META00IMYECKY IO
KaTacTpody  3alIuIIaeT MJI0A OT TEPATOTeHHOTO BO3AEHCTBUS.

Pesyaomamet. TIpuBeaeH npuMep KOMOMHAIMY CTIEIIMATM3MPOBAHHBIX MTPOIYKTOB JICYeOHOTO MUTAHM ST, 00eCIeuMBaIOIIUX U MTOBBI-
HIEHHOE coJiepXKaHKe 0eJTKOBOTro 9KBUBAJEHTA, M BOCIIOJHEHHUE MOTPEOHOCTH B MAKPO- U MUKPOHYTPUEHTAX.
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Abstract

Background. The main therapy for phenylketonuria is a specialised diet with restriction of natural protein, respectively phenylalanine
with the prescription of specialised therapeutic foods based on amino acids without phenylalanine. Diet therapy is prescribed as soon as
hyperphenylalaninaemia is detected. It is very important to continue treatment for life, and it is equally important that patients maintain
ongoing adherence to treatment. However, this therapy significantly limits the consumption of natural foods and requires the use of amino
acid mixtures, so the vast majority of patients in adolescence and adulthood have difficulty following the diet, giving up specialised foods
and switching to a normal diet. This situation leads to the gradual development of prolonged metabolic decompensation, and intoxication
with high concentrations of phenylalanine and its derivatives. This is especially dangerous for women of fertile age diagnosed with classical
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phenylketonuria who are planning pregnancy or are pregnant. A hypophenylalanine diet with control of blood phenylalanine levels is the
basic principle of prevention of maternal phenylketonuria syndrome. However, often the caloric, fat, and carbohydrate requirements of
the diet cannot be compensated by prescribing one specialised therapeutic food or compensated by natural foods. The use of a regimen of
two specialised therapeutic foods for the treatment of patients with phenylketonuria during pregnancy can prevent a metabolic catastrophe
and protect the foetus from teratogenic effects.
Results. An example is given of a combination of specialised therapeutic foods that provide both an increased protein equivalent content
and a supplementation of macro- and micronutrient demands.
Keywords: hereditary metabolic diseases, hyperphenylalaninemia, phenylketonuria, screening, maternal phenylketonuria syndrome,
specialized therapeutic nutrition product, hypophenylalanine diet
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unepdenunanrannaemus (FDA) —
reTeporeHHas rpyrimna 3aboJieBa-
HHI C ay TOCOMHO-PEIECCUBHBIM
TUIMOM HacJjieloBaHUs, 00yCJIOB-
JICHHBIX HapyllIeHueM oOMeHa He3aMe-
HUMOI aMMHOKUCIOTH (DeHUTaJaHMHA
(DA), KoTopas MoCTyIaeT B OpraHu3M
¢ OeJIKOBOI MUILEH.
®denunkeronypus (PKY), ona xe
knaccuueckasgs OKY, unu 3aBucumas
oT deHmasaHuHTUaApokcuaasbl (DAT)
T'®A (MKB 10 — E70.0), — ato T'DA, 06y-
CJIOBJICHHAsI HEIOCTATOYHOCTbHIO aKTHB-
HocTH pepmenta DAT u mpuBoIsIIIIasK
K HakKorJieHu1o B opranuzme MA u npo-
NYKTOB ero metabonusma. Kiaccuueckas
®KY cocraBnser okojio 97% oT Bcex
BoIsiBIIeHHBIX [ DA [1].
Knuaunueckue nposiBiernst @KV 3aBucsat
B IIEPBYI0 0UYepe/Ib OT CPOKOB Havyasla Tepa-
MU, a TAKKe OT XapaKTepa MyTalluu, OIpe-
JIeNSIIOLIEH CTeTNeHb IMOBpeXaAeHUsT pep-
MeHTa. be3 cBoeBpeMeHHOM TUarHOCTUKK
1 5 HeKTUBHON Tepanuu y OOJbIIIUHCTBA
MAaIllMEHTOB C BBIPaXXKeHHBIM AeDUIIITOM
DAT pasBuBaeTcs TSIXKeJIO€ MopaskeHre
HEPBHOI CUCTEMBI, B TO BPeMsI KaK BbIsIB-
neHre DA y HOBOPOXKIEHHOTO TIO3BOJISIET
Havarh JIeYeHUe Ha JOKJIMHUYECKOM dTare
¥ He MIPUBOIUT K Pa3BUTHIO OCTIOXKHEHU I
W MHBaJUAM3AL WY aluueHTa [2].
I[Iporpamma HeoHaTaJaIbHOTO CKPHU-
HuHra Ha DA Havaia OCyIIeCTBISITHCS
B CCCP ¢ 1980 1., u ceituac B Poccuiickoit
Denepaliuy MPOBOIUTCSI MaCCOBOE 0OCIIEe-
JIOBaHWE HOBOPOXJICHHBIX B paMKaXx Ipo-
rpaMMBbl pacIIMPEHHOI0 HeOHATaJIbHOTO
ckpuHuHra. [lepBbiM 3abo0eBaHUEM,
C KOTOPOTro cTapToBaJjia mporpaMma Mac-
COBOTO 00CJIeIOBaHU ST HOBOPOXKIECHHBIX
B Mupe, 6bis1a KV, nu GAT-3aBucrmast
T'®DA. Yacrora DA cpenu HacemeHUus
MJIaHeThl 3HAYNUTEJIbHO BapbupyeT B
3aBUCUMOCTH OT nonyasiiiuu: ot 1:2600-

1:4370 B Typuuu no 1:80 500-1:143 000
B SInmoHuwm [3].

HawubGonbiias pacnpocTpaHEHHOCTh
3a00JieBaHU Sl OTMeUeHa Cpeiu MmpeacTa-
BUTEJIei eBpoIteonIHoM pachl. [1o raH-
HBbIM EBpoOIeiicK1X lIEeHTPOB CKPUHUHTA
I'PA, ee yacToTa B BOCTOUYHO-EBPOIIEii-
CKOW TTOTTYJISIIIUY BBIIIE, YeM B MOITY-
JISTIMSIX 3aTiajia v oro-3amnana EBpornel.
B Upnanauu, Hanpumep, OHA COCTaBJIsI-
eT 1:4500, a B cKaHAMHABCKUX CTpaHax
yactota DA MCKIIOYUTETBHO HU3KA,
ocob6eHHo B @uunsunum (1:71 000)
u lIBeunu (1:43 230). B Poccuu, cornacHo
pe3ysibTaTaM HeOHaTaJIbHOTO CKPUHUHTA,
gactoTa ['DA coctasiser 1:7000 u Kose6-
JIeTCs B pa3aMuyHbIX peruoHax ot 1:3000
B Kapauaeso-Uepkeccuu no 1:18 000
B Pecniy6oiuke TriBa. B Cankr-TleTepOypre
T'®A nuarnoctupyeres y 1 u3 7600 HoBo-
poxIeHHbIX, B Mockse —y 1 13 5600 [4-9].

OcHoBHas tepanusg DKY — sto crienu-
aJM3UpOBaHHas AMeTa ¢ OrpaHUYeHUEM
HaTypaJIbHOTO 6eJiKa, COOTBETCTBEHHO,
u DA, c Ha3HAYCHHUEM CIIelIMaTUu3UPO-
BaHHBIX MTPOAYKTOB JIeYeOHOTO MU TAHUST
(CI1JIIT) Ha ocHOBe aMHMHOKHUCITOT 6e3 DA.
JuetoTepanus Ha3HaYaeTCs cpa3y, Kak
TobKO BhIsIBIsieTcst DA [10-11].

Ou4eHb BaxKHO MPOJOJIKATH JIeUyeHUe
MOXXM3HEHHO, U HE MEHee Bask HO, YTOOBI
MalMEeHThl COXPaHSIINU MOCTOSHHYIO
MMPUBEPKEHHOCTh K HeMy. OmHaKo gaH-
Hasl Teparus CyIeCTBEHHO OrpaHUY M-
BaeT MoTpebJieHe HaTypaabHOM MTUIIN
1 00s13bIBaeT MPUMEHSITH AMUHOKHUCIIOT-
HbIE CMECH, ITO3TOMY Y TTOAABJISTIONIETO
GOJTBIIMHCTBA MALIMEHTOB B IOIPOCTKOBOM
Y B3pOCJIOM BO3pacTe BOZHUKAIOT TPY/I-
HOCTU C cOOJIofeHeM nueThl. bobHbIe
OTKAa3bIBAIOTCS OT CHelMaJu3upoBaH-
HBIX TIPOJYKTOB U TTEPEXOIST Ha OOBITHOE
MUTaHWe, YTO IPUBOIUT K MOCTENIEHHOMY
Pa3BUTHIO JJIUTETbHOI META00OJIUYECKOMN
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NEKOMTICHCAIIMHM U MHTOKCUKAIIUK BBICO-
KUMU KoHeHTpanusmMu MA u ero npo-
U3BOAHBIX. OCOOEHHO 3TO OMAaCHO s
KEHIIWH (hepTUIILHOTO BO3pacTa ¢ 1ua-
rHo30M «kJjaccuueckass PKY», koTopeie
TUIAHUPYIOT 6EPEMEHHOCTD MJTH YKe XKIYT
pebeHka. Metabonuueckasi IeKOMITEHCa-
LIMST TPOSIBJISIETCS TTOBBIIIICHUEM YPOBH ST
DA 1 ero mpou3BOIHBIX B KPOBH y Gepe-
MEHHOM, YTO IIPUBOAUT K T€PaTOTeHHO-
MY BJIMSTHUIO Ha MJIOI U, KaK CJIeNCTBUE,
BO3HMKHOBEHMIO KOMITJIEKCa HapyIIeH Uit
M BPOXIEHHBIX MTOPOKOB Pa3BUTH ST
(MuKpoledanusi, BpOXIeHHbIE TOPOKU
cepiia, YMCTBEHHAsT OTCTAaIOCTb, SIUJIETI-
CUs M Ip.) Y peOeHKa — TaK Ha3bIBAEMOMY
cuHapomy matepuHckoit DKV [12-14].

CoracHo ¢eaepaibHbIM KIUHUYECKUM
pekoMeHnanusam (PKP), onTumanbHbIe
KoHIleHTpauuu DA KpoBU y MmalmeH-
TOB, MOJIyYalOIIUX JeUYeHUE, TOJIKHbI
HaXoIUThes B nuarna3one ot 120 mo 360
MMOJIb/71. OmHaKO MPU MOATOTOBKE K 6epe-
MEHHOCTH M BO BpeMsi Hee ypoBeHb DA
B KPOBHM ITPY KOHTPOJIE JICUCHUST HE JTO0JI-
>KeH npesbimathb 240 Mmmonb/a [15].

ITo nannbeiM KntnHMyeckoro perucrpa
DKV 3a 2024 1., ceronts B Poccuu Gonee
THICSIYM MTallMeHTOK OT 18 1o 45 net u 323
JIeBOUKH B Bo3pacTe oT 15 10 17 net umeroT
nuarHo3s «kjaccuueckas OKY». Btu
MalMeHTKY HaXOMSATCS Ha TUCITaHCEPHOM
HaOJIIOICHU U U TTOJIyYaloT MOCTOSIHHOE
JIedeHue ¢ KoHTposieM ypoBHs DA KpoBu.
OmHaKO YMCJI0 MAaIMeHTOK (hepTUIBHOTO
BO3pacTa ¢ TMarHo30M «KJjaccruyecKas
DOKY» B PO 3HaunTe1bHO 60JbIIE, HO,
K COXXaJIeHU 0, MHOTHE U3 HUX TT0 TOCTHU-
KeHUHM 18 et oTKazaluch OT AUCIIaHCep-
HOTO HaOJIIOACHU S U JICUSHU ST, TTOITOMY
NMIaHHBIE O HUX B PETUCTPE OTCYTCTBYIOT.

PacueTsl cieniMaJu3upoBaHHOI TUEThI
y MallMeHTOoK ¢ Kiaaccuyeckoid ®KY mpu
MOATOTOBKE K 6€pEMEHHOCTH U BO BpeMsI
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Hee — KPOMOTIMBbIH U CJIOXKHBIH Mpolecc,
TpeOyILIU I MOCTOSIHHOI'O HAOIOAESHU ST
U KOHTPOJIs1 ypoBHST DA B KPOBHU IBasK bl
B HEJIEJII0 ISl UCKJIIOUYEHU ST UHTOKCHU-
KalluY MJIoJa NPpOAYKTaMU METa00JInu3-
Ma. B ®KP ecth mamsaTka aist JKEHIIUH
¢ OKY, nmiaHUpyOMnX MaTepUHCTBO.
Bepemennocth mpu @KV TpebyeT Tima-
teabHoro nonoopa CITJITI, a B HEKOTOPBIX
cllyyasix He0OXOAMMO UCIOb30BaTh 1Ba
CIJIIT [12]. Peub uaet 06 aMUHOKMCIOT-
HBIX cMecsix 6e3 DA, KoTopble Ha3HAYAIOT-
51 B3pOCJIbIM MAllUeHTaM, OOBIYHO C BBICO-
KUM conepxaHueM 6enka B 100 r cyxoro
nopouka u 6e3 yrjieBoaoB U KUPOB,
C HEBbICOKMMM TOKa3aTeJsIMU KaJio-
puiiHocTu. bepeMeHHbIM NallMeHTKaM
¢ ®KY GbiBaeT TpyaHO, 0COOEHHO B TTep-
BOM TPUMECTPE, MOAAEPXKUBATH HEOOXO-
IMMble OaJlaHC XUPOB, YIJIEBOJOB U KaJo-
PUIHOCTB 32 CYET €CTECTBEHHbBIX MPOAYK-
ToB nutaHus. [loaToMy BaxkHa TaKTHUKa
noaoopa CITJITT nau kKoMOMHALIMY TAKUX
MPOAYKTOB.

[Ty6nukyeM nBa KIMHUYECKUX HAOJIIO-
NeHusl.

IMauwuenrtka X., 1995 r. p. Jluarxos
«kJraccuyeckasgs ®KY» yctaHOBIIEH Mo
pe3yiabTaTaM HEOHAaTaJlbHOTO CKPH-
HUHTa: ypoBeHb MDA — 24 mr/mn (1440
MKMOJIb/JT) pU peepeHCHbIX 3HAYEHU-
sax 10 2 mr/nit (120 mxmoab/i). Jiluartos
IMOATBEPKIEH MOJIEKYJISIDHO-TeHeTHYe -
CKMM METOJIOM: BBISIBJICHBI aTOT€HHbBIE
BapuaHThl R408W (c.1222C>T) rena PAH,
KoIMpyoliero ¢epMeHT heHuIaTaHuH-
4-ruapokcuiasy, B ToMO3UTOTHOM COCTO-
aHUM — R408W (c.1222C>T)/R408W

(¢.1222C>T). HaxoauTcst Ha Ie4YeHU U
¢ 23-ro nHs xku3Hu. C 12 1eT KOHLIeHTpa-
st GA MOCTOSTHHO MpeBbIIIaeT A0ITY-
CcTUMble 3HaueHus (6osaee 10 mr/oa —
600 MKMOJIB/IT).

ITanmentka coctout B 6pake. Cynpyr
MPOBEJ MOJIEKYJISIPHO-TEeHETUUYECKOEe
obcnenoBaHue: B reHe PAH nmatoreH-
HBIX U YCJIOBHO-TIATOTeHHBIX BApUAHTOB
He 00HapykeHo. bepeMeHHOCTb 3anaaHu-
poBaHa. YpoBeHb DA 1pu miIaHUupoBaHUU
6epeMeHHOCTH — 360-380 MMOJTB/JT, KOH-
TPOJIb OCYIIECTBISIICS OMUH pa3 B HEAEIO
B TE€UEHUE TPEX MECSIIeB 10 3a4aTusl.

Ha cpoke 1-4 Henenu rectaliuu 3ape-
TUCTPUPOBAHBI KOJIeGaHUS YPOBH S
DA — 240-300 mmoab/a (puc.). B coot-
BetcTBUM ¢ PKP pacueTHOe moTpebiie-
HUE HaTypaJIbHOT'O GeJiKa TOJIKHO ObITh
He BhoilIe S r/cyTKU. benok popmynbl —
55 r. Haznauen CITJITT — amuHOKUC-
JIoTHast cMech 6e3 DA ¢ SKBUBaJICHTOM
no 6esky 75 r. PekomeHayeMoe KoJmue-
ctBo CITJITT — 73-80 r/cyTKu.

Ha cpoke 5 u 6 Heenb recTaliuy HabJTI0-
TaJIMCh IMTOCTENeHHOe HapacTaHue TIPH-
3HAaKOB TOKCMKO3a 1 MOBBIIIEHUE YPOBHSI
DA 1o 420-487 mmoub/n. [TantmeHTKa
JKaJioBaJiach Ha CJ1ab0CTh, TOITHOTY, MPH-
CTYITBI PBOTHI, CJIOXKHOCTH TIPU TIpUeMe
pekoMeHaoBaHHoro konuyectsa CITJIII,
a Tak>Xe PBOTY ITOCJIe KaXIOTO TaKOTO
npuema Ipu cCoOJTIONeHU N KPAaTHOCTH
MTPUEMOB TTPOAYKTa. TakKe MPeabsBIIs-
JIa 3KaJJ00bl Ha TPEBOKHOCTh, CHUKEHUE
HACTPOEHMsI, SMOLIMOHAJbHY O JTa0UJThb-
HOCTb. 3a(p¥KCUPOBAHO CHUXEHUE MAaCChI
Ttesa Ha 1070 .

YyuTsiBass HapacTaHue MeTaboau-
YeCcKOU JIeKOMIIEHC A1, TTOTePIO Beca,

Mokasatenaun ypoBHs DA B KpoBHU
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Puc. AMHaMmuKa KoHueHTpauuu OA KpoBM Y NepBoN NaLLUEHTKU HA pOHE NPUMEHEHUA
AByx CIAIN [npepocTaBaeHo aBTOpomM] / Dynamics of blood phenylalanine
concentration of patient No. 1 with use of two specialized products [provided by the

authors]
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MPU3HAKK TOKCUKO3a, PEKOMEHI0BaHO
paccuuTaTh 60K (POPMYITBI LTSI ITPUME-
HeHus AByx CITJITT — aMMHOKUCIOTHOMI
cMecu 6e3 DA ¢ IKBUBAJICHTOM I10 GEJIKY
20 u 75 coorBeTcTBeHHO. C 7-ii Heneau
OTMevaloTCsl MOCTeNIeHHasi HopMaanu3a-
uust ypoBHS DA no 260-240 MMOJIb/II.
IIpu coxpaHeHU U TPU3HAKOB TOKCHUKO3a
OTMEYaeTCsl CHUKEHUE YaCTOThl PBOTHI
nociae npuema CITJITI, ynydimeHue camo-
YyBCTBUSI, cTabuan3anus Beca. CxeMa
C UCITOJIb30BaHUEM BBICOKOIKBUBAJIEHT-
HOM M HU3KOKBUBAJIEHTHON aMUHOKMC-
JIOTHBIX cMeceii 6e3 DA y naHHOM maim-
€HTKHM OblJIa peKOMEHI0BaHa K IIpUueMy
1o 14-it Henenu rectanuu. YpoBeHb DA
B KPOBHU ITPM KOHTPOJIE JIeYeHU I He TTpe-
Bbiaj 245 mmoab/n. [Mocne 14-it Henenun
recTalMu HU3KO3KBUBAJIEHTHYIO aMHHO-
KHMCJIOTHYIO CMECh ITOCTEITEHHO OTMEH M-
s YpoBeHb DA B KpOBU B TajIbHEWIIIEM
BIJIOThH IO POJIOB COXPAHSIJICS B IIpeesax
pedepeHCHbIX 3HaYeH it (puc.).

ITauuenTtka M., 1999 r. p. Jlnuarto3s
«kjaccuueckasgs ®KY» ycraHoBieH
0 pe3yJbTaTaM MporpaMMbl HEOHaTab-
HOTO CKpMHUHTA: ypoBeHb DA — 42 M1/
10Ut (2520 MKMOJIB/JT) TIpU pedepeHCHBIX
3HaueHUsX 1o 2 mr/ni (120 MKMOJIb/J).
JAvuarHo3 MOATBEPKIEH MOJEKYJISP-
HO-T€HETUYECKUM METOJOM: B FeHe
PAH BbIsIBJIEHbI 1Ba TaTOI€HHbBIX BapU-
aHTa HYKJIEOTUITHOU 3aMeHbl R4OSW
(c.1222C>T)/R158Q (c.473G>A) B KOM-
MayHA-TeTePO3UTOTHOM COCTOSIHUMU.
[MauueHTKa nmosyvyaet runodeHm-
aJJAaHWHOBYIO TUETY ¢ 36-TO THS XKU3HU.
C 16 et koHueHTpaiust A B KpOBH 4acTO
MPEBBIIIAET TOMYCTUMBIE I OOJIbHBIX
DKY TepaneBTUYeCKUE 3HAYCHM .

Coctout B Opake. Cyrpyr He o0cieno-
BaH. [lanimeHTKa cobtonaeT cneluaiu3mn-
POBaHHYI0 IUETY C OTpaHUUYEHUEM OeKa
¢ npumeHenuem CIIJIII, amuHoOKUC-
JIoTHast cMech 6e3 DA ¢ IKBUBaJIECHTOM
no 6enky 75 (TH «<PAM», B HacToOsIIIee
BpeMsl MOXeT ObITh 3aMeHeH Ha PKU
Nutri concentrated 3) 1o 80 r/cyTku, Ho DA
KOHTPOJUPYET PENKO, TUIIEeBOM THEBHUK
He BeleT.

bepeMeHHOCTh He3amnaaHMpOBaHHas,
cpok — 2-3 Henenu. KoseGaHus ypoB-
Hs1 DA ot 380 mo 520 mMob/11. 2Kamoos
Ha MOCTOSIHHOE OYEHb CUJIbHOE YYBCTBO
rojoja, BO3HMUKalIlee BCKOpe noclie
npueMa MUIIK, MOCae MPUMEHEHHU S
CIUIII, kpaTHOCTh MPUMEHEHU S COOJTIO-
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naeT. YYUThIBas XKaJoObl MallMeHTKH,
HEKOHTPOJIMPYyeMOe YyBCTBO Tojioaa,
MeTaboJIMYeCcKYI0 JeKOMITeHCAIlh 1o,
CPOK recTallMy, Ha3HayeHa KOMOMHAII st
nByx CITJIIT ¢ akBUBaJIEeHTOM MO OENKY
27 (TH PKU Nutri energy 2) u 75 (TH
«PAM>», B HacTos11Ie€ BpeM sl MOXET ObIThb
3ameHeH Ha PKU Nutri concentrated 3).
Hu3K03KBHUBaJIEHTHY 0 aMUHOKHUCIOTHY IO
CMeCh PEKOMEHI0BaHO TIPUHUMATh TP K-
IIbI, @ BHICOKOAKBUBAJCHTHYIO — JIBaX bl
B cyTKHU. YpoBeHb DA K 4-ii Henele recta-
uu coctaBui 300 mmoub/n. C 5-i Hene-
1 6epeMeHHOCTH ypoBeHb DA — 120-210
MMmoub/n. [Tocne 18-ii Hegenu rectaluu
MOCTEIeHHO OblJla OTMEHEeHa HU3KO2K-
BUBaJIeHTHAsI aMMHOKHMCJIOTHAST CMECh.
VYposenb MDA B KpOBM B naJibHEMIIIEM
110 POJIOB COXPaHsiJIcs B mpenenax pede-
PEHCHBIX 3HAYSHH .

HasHaueHue maToreHeTHYECKOro jieye-
HU S HA TOKJMHUYECKOM 3Tare npeaor-
BpalllaeT pa3BUTHE WHBATUIUZUPYIOIIAX
ocioxHeHn# y manueHToB ¢ ®KY. OgHako
NlaHHOE JIeYUeHHEe He YCTPaHSIET OMOXUMU-
yecKMil nedexT, 4To urpaeT OO0JbIIYIO
POJIb NIPY TJIAHUPOBAHUU OEPEMEHHOCTHU
nanueHTkaMu ¢ @KY. Boicokast KOHIIEH-
Tpanus MDA 1 ero mponu3BOIHBIX B KPOBU
U OKOJIOTIJIOMHBIX BOJaxX OepeMeHHOM
¢ OKY ob6nanaeT cepbe3HBIM TepaTOreH-
HBIM BO3JeCTBUEM Ha IJ101. TsSKecTh
HapylIeHWH, BBISIBJSIEMbIX Y TLJIONA, KOP-
penupyeT ¢ ypoBHeM DA B KpoBU MaTepH.
T'unodenunanaHuHoBas AUeTa C KOH-
TpoJjieM ypoBHsI DA B KpOBU — OCHOBHOI
NPUHIIMT TpOoGbUIaKTUKHU CUHIpPOMa
MatepuHckoit DKY.

B cBs131 ¢ 93TUM 0c0O60€ BHUMaHMUE Clie-
nyet ynensitb HazHaueHuto CITJITI, 6naro-
Jlapsi KOTOPOMY IOCTUTAETCSl ONTUMAaJb-
Hast HyTPUTHUBHAsI TIOIEPXKKa 110 GeJIKaMm,
MUKPO3JEeMEHTaM U BATAMUHHBIM KOM-
MnJjeKcaM JIJisi MaMbl M pacTyILero rniojaa.
OnHaKo 4acToO KaJOPUMHOCTh pallMOHa,
MOTPEOHOCTD B XKUPaX U yIJeBOIaX HEBO3-
MOXHO KOMITEHCHMPOBaTh Ha3HAYEeHUEM
onHoro CITJITI nau ecTtecTBEHHBIMU TTPO-
NyKTamMu nuTaHus. Mcronb3oBaHue st
nedyeHus nanumeHTok ¢ ®KY Bo Bpems
oepeMeHHocTU cxeM u3 aByx CITJIIT
MO3BOJISIET MPEAOTBPATUTh META0OJIU-
YyecKylo KaTacTpody 1 3allUTUTh MJIOJ
OT TepaToreHHoro Bosnaeiictus. [1pu-
mepom KomOuHauuu CITJIII, obecne-
YMBaIOUIEH U MOBBIIIIEHHOE COJEpKaHUe
0EJIKOBOTO SKBHUBAJIEHTA, U BOCIIOJIHEHME

MOTPEOHOCTU B MAKPO- U MUKPOHYTPHU-
eHTax, aBjastoTcd nponyktel PKU Nutri
Energy u PKU Nutri Concentrated.
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