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eipOIEeTONIOIUA — HOBOE
HallpaBJIeHNE HeJNpOoHay-
K, KOTOpoe IpuobperaeTr

Bce Oosblilee 3HaUYeHUe I [eT-
ckoit HeBposoruu [1]. Bo mHOrom
9TO 0OYCIIOBJIEHO TeM, YTO 6OJb-
MIMHCTBO HO30JOTMYECKUX GopM
HATOJIOTUYM HEPBHOI CUCTEMBI Y
JeTell OTHOCATCA K paspAny Heil-
pomeTtabonmyeckux [2]. OcHOBHBIE
HeBpoO/OrnYecKyue 3aboneBaHms,
SIBILSIIOLMECS] «MULIEHSIMM» Hepo-
IMETONIOTUY, MOXKHO Pa3JelnuTh Ha
Tpy 6osblune TPyNIb: MeTabosn-
yeckme 3ab0nMeBaHMs, «KIaccude-
ckue» 6ONe3HM HEPBHOI CUCTEMBbI
U aMMMEHTapHO-3aBUCHUMBIE COMa-
TOHEBpPOJIOTHYeCKUe 3a60IeBaHMs
U TATOMOTUYEeCKMe COCTOAHMA [3].
Hwxe Ha npuMepe NpORYKIMM KOM-
mauuy SHS International Ltd (Be-
MUKOOpuUTaHuA) OYAYT paccMoOTpe-
HBI BO3MOXXHOCTHU U IIE€PCIEKTHBbI
IpUMeHEHNs TedeOHbIX IIPOAYKTOB
nurtaHus npu (GpeHUIKeTOHYpun,
TUPO3MHEMNUN, TOMOLVCTUHYPUN,

TUCTUAVHEMUY, METUIMATIOHOBOI
anumIeMnn, MPOIMOHOBON amuje-
MUY, [Ty TApOBOIl anupeMun Tumna I,
nenuuHo3a (601e3Hb MOYM C 3ama-
XOM KJIEHOBOTO CMPOIIa), a TaKxke
I HEKOTOPBIX [PYTHUX BUAAX MeTa-
6OMMIECKO TATOIOTUN.

(OenunketoHypus

®ernnkeronypusa (PKY) oTHOCHTCA
K TpyIIlle HAC/Te[CTBEHHBIX aMIHO-
alMIoNaTUil U CBA3aHA C Hapylle-
HIeM MeTabonusMa QeHumIaIaHnHa.
B pesynbrare MyTaI[oHHOI 67I0Ka bl
psina pepMeHTOB pasBUBAETCS CTOM-
Kasi XpOHMYECKasi MHTOKCUKALUS U
IIOpa’keHye LeHTPA/IbHOM HEPBHOI
cuctemsl (ITHC) ¢ BeIpa)KeHHBIM
CHIDKEHVEM MHTEJIEKTA ¥ HEBPOJIO-
rudeckuM peduuyrom. Cpenn 4 ns-
BeCTHBIX popM 6071e3HM IpeobIagaeT
OKYVY I tuna (kmaccmaeckast Uam TsKe-
J1asi) — Ay TOCOMHO- peLiecCHBHOe 3a60-
JleBaHIe, BBI3BAHHOE MyTalluell reHa
(b eHVTaTaHMHI VP OKCUIA3bI, JIOKA-
JIM3YIOLETOCs B IIMHHOM ILIede Xpo-

MOCOMBI 12 (BbIsIBTIEHO 12 pasmnaHbIX
ramioTuIos). B pesynbrare geduunra
dbeHMTamaHNH-4-TUAPOKCUTA3BI, 06e-
CIle4MBalOlell KOHBePCUIO (eHMI-
QJIAHNHA B TUPO3WH, B TKaHAX U pu-
3MONIOTMYIECKIUX XUAKOCTSAX OONBHOTO
HAKAIUTMBAETCsl (DEeHMTANaHNH U ero
MeTabomuThl [5-7].

XoTs B HacTosllee BpeMs pas-
pabaThIBAIOTCS HECKONTBKO BI[OB
anbrepHaTuBHON Tepanun POKY
(MeTOR «6ONMBUINX HENTPaNbHBIX
AMMHOKMKCIOT», JedeHne (eHum-
QIAaHMHTUIPOKCUIIA30i, peHnmana-
HMHAMMOHUA/INA30il, TeTParnapo-
OMOIITEPMHOM U T.Ji.), MAKCUMAIbHO
93¢ dexTUBHOI MPU KIACCUIECKO
dbopme 607e3HM OCTAETCS AMETOTE-
pamus [6].

Kak u3BecTHO, OCHOBa AMETHI IIPU
©OKY - nuraHme ¢ HU3KUM cofiep-
JKaHVMeM (eHMITalaHlMHA, UCTOYHNU-
KOM KOTOPOTO sAB/IseTcA OemKoBas
muma. JJreToTepanyio HaYMHAOT
IIpU YPOBHe eHNIaTaHNHa B KPOBU
900 MMo/b/ U BhIlIe. PanjnoH mu-
tanusa npu DKV mnpepcrasnen
nedyeOHBIMU Oe30eTKOBBIMHU, IO-
HOOpaHHBIMM HATYpaJbHBIMU U
Mano6eKOBBIMI IPOAYKTaMuU. DK-
BUBAJICHTHYIO 3aMeHY IO OenKy u
(deHMTaIaHNHY TIPOU3BOJAT C MC-
MO/Tb30BAHNEM «ITOPIIMOHHOTO» CIIO-
coba pacuera: 50 Mr ¢eHMTANTAHIHA
OpUOIM3UTEIPHO TPUPABHUBAIOT-
cst K 1 1 6enka. TTockonbky deHn-
QJaHVMH ABJIAETCA 9CCEHIVANbHOMN
AMMHOKVCTIOTON, i 00ecledeHns



HOPMAaJ/IbHOTO POCTa U1 pa3BUTHA pe-
6enxa c PKY pgomkHa OBITH yOBIIET-
BOpeHa MUHJIMa/IbHast HOTPeOHOCTD
B HeM (B TeueHue 1-ro roga >Kus3Hu —
oT 90 1o 35 MI/KT, y fieTeil cTapiue
1 roma - ot 35 o 10 mr/kr) [5-8].

Ilnis peteii B Bo3pacTe 1o 12 Mecs1eB
IpefHasHauYeHbI CIefyoLIle 1eded-
Hble TpoxyKThl: XP Ananor LCP (XP
Analog LCP), oboramjeHHBIil I0-
JIVHEHACHIeHHBIMY JIIMHHOILIEIIO-
YEUHBIMU XUPHBIMU KUCTIOTAMU —
ApaxuIOHOBOI U JJOKO3areKCaeHo-
Boit, 1 PKU Anamuxc Mudant (PKU
Anamix Infant), KOTOpBIT comepXNT
He TOJIbKO OMera-3 1 oMera-6 up-
Hble KVCJIOTBI, HO M YHMKAJIbHBIN
KOMIIJIEKC TTPeOMOTUKOB [/IsI ONTH-
MaJIbHOTO pPa3BUTKA MIIafieHIIeB
¢ ®KY. Y manuenTtos crapire 1 roga
(nHOTHA C 5 MecAlEeB 10 4 1eT) uc-
HIO/IB3YIOTCS IPORYKTHI 6a30BOI N~
Heliku — I1I-AM 1, II-AM 2 (c 4 mo
12 ner), I1-AM 3 (c 13 ner u crap-
me). CocraB 1e4eOHBIX IPOJIYKTOB
6a30BOJl NMHENKY afalTUPOBAH
VISl pas/INYHbIX BO3PACTHBIX TPYIIL,
67arofapsi BBICOKOMY 0eTKOBOMY
9KBUBAJIEHTY CyTOYHas IOpLUA JIe-
4eOHOIT CMeCH XapaKTepusyeTcs He-
60/1bIIMM 06BEMOM, @ IO TIPUYMHE
OTCYTCTBYVSI B CMECH YIJIEBOJIOB PUCK
Habopa MUIIHEro Beca MMHUMAJIEH.
Ina pereit crapme 1 roga paspa-
6oTaHa «IIpeMuajbHasA» JIMHENKa:
XP Maxkcamaitg (XP Maxamaid),
IIpefHa3HAYeHHBII [/ IeTell B BO3-
pacrte 1-8 net; XP Makcamym (XP
Maxamum) - QI HDalUEeHTOB OT
8 net n crapmre. ITpogyKThl, BXOJA-
IIye B COCTAB IVMHEVKY KIacca «Ipe-
MIYM», COTePXKaT TOMOTHUTETbHbIE
Kajiopuu Ajs Habopa Beca y ocna-
OJICHHBIX JeTell, OT/IMYAIOTCS CIIel -
QJIbHBIM MATKMM BKYCOM (HeiTpab-
HBIM U alelbCYHOBBIM) ¥ XOpOLIel
IIepEeHOCHMOCTBIO. [1/151 IIIKOTIbHUKOB
U [ieTeil, BeyIIUX aKTUBHBI 06pas
>kusHu (ot 8 jieT u crapiie), HOKO-
JieT YHUKaJIbHbII TOTOBBII K yIIOTpe-
O7IeHMIO XXVKUIL IIPOJYKT CO BKYCOM
necHpIx sirofi — Visuden (Easyphen).
Crporas gueta npu ®KY B Poccun
Ha3Ha4aeTcA [0 18-7meTHero Bospac-
Ta (C MOC/TeRYIOUM pacllipeHyeM
palyoHa), OGHAKO, 110 BCell BULU-
MOCTH, JUeTOTepanus IalMeHTOB C
kmaccudeckoit popmoit ®KY momxna
OBITHh TTOXKM3HEHHOI [6]. Bo MHOrUX
eBPOIIeIICKUX CTpaHax IIOXV3HEH-
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Has guetoTteparmms KV sakperena
3aKOHOJIaTeNbHO U IOTHOCTBIO 06e-
CIIeYMBAETCA TOCYIAPCTBOM.

TuposuHemus

Vi3BecTHBI He MeHee 6 TUIIOB TH-
posunemuu: 1) I tun - medpunur
¢dbymapumaneroaneTaTTUAPOIa3hl,
2) II Tum - HeJOCTATOK PacTBOPU-
MOIT pOPMBI THPO3UHTPAHCAMUHA-
3b1, 3) III T — geduunt 4-ruppox-
cueHNNINNPYBATAMOKCUTEHAZBI,
4) TpaH3UTOpHAas HeOHATaJbHas
TUPO3UHEMMSI — C/IEACTBIIE MHAKTH-
Banuy 4-ruApoxcueHnInmupyBar-
IVOKCUTeHA3bI ee CyOcTparoM, 5) Xo-
YKVMHCUHYPYS — 9KCKpeLus LUCTEeNHA
WIU T/TyTaTMOH-KOHBIOTMPOBAHHOTO
IIPOIYKTa MHTEPMEUAPHOTro 0OMeHa
B IIpoLecce KOHBepcum 4-TuppoKCu-
G eHMIIMPOBMHOTPAHON KIUCIIO-
TBl B TOMOTEHTM3MHOBYIO KIC/IOTY,
6) TUPO3MHO3 — SH3UMHBII fHedeKT
HensBecTeH. [Ipu 9TOM HacenCcTBeH-
HOM 3a60JIeBaHNUM, CBSI3AHHOM C Ha-
pymeHusMu o6MeHa THUPO3MHA B
pesynbrare fedeKToB paboThI Hmepe-
YMC/IEHHBIX (DEPMEHTOB, OTMEYAIOT-
cs nopaxennsa LIHC, neuenn, mouexk,
3peHIIsI, KOKHBIX TIOKPOBOB U Hapy-
IIIeHN A YMCTBEHHOTO pa3BuTys [8, 9].
B Tepanum tuposmnemun I Ttuma
C HeZaBHErO BPEMEHNU HCIIOIb3Y-
eTcsA mpemapaTr 2-HUTPO-4-Tpu-
dbroopomernnbensonn-1,3-unkno-
rexcaneuod (NTBC, HUTUCHMHOH),
HpensITCTBYIIINIT BeIpaboTKe ¢y-
MapuiaeToaeraTa, Ipy TsHKeIOM
TedeHny 3a60/IeBaHNs IPUMEHSIETCS
reMOAMAIN3 M TPAHCIUIAHTALS IIe-
yeHy. OgHaKo OCHOBOJI ledeHus 60-
JIe3HY CUUTACTCS JUETOTEPAINS KaK
Ha ¢oHe npumeHeHus NTBC npu
I tune, Tak u 6e3 takosoro npu I, 11
n I Tunax [10]. OpgHako npu Tupo-
suHemun III tmna HUsko6enkoBas
IyeTa ¢ He3HAYNTEeIbHBIM COflepiKa-
HueM QeHWTaTaHNHA U TUPO3UHA
CIIOCOOCTBYET HOPMA/IM3ALUI YPOB-
HS TUPO3VHA B KPOBM, HO He TapaH-
TUPYeT KOCTMKEHNUS BBIPAXXEHHOTO
KMHu4Ieckoro adpdexra [9].

IIpu TMpoO3MHEMNN B PAL{MOH MUTA-
HUA BK/TIOYAIOT ledeOHble TPOIYK-
ThI 0e3 (peHMMAMaHNHA U TUPO3UHA,
HaTypajbHble IPOLYKTbI C HU3KUM
COflep>)KaHMeM YKa3aHHBIX aMUHO-
KICIOT, @ TaKXXe HU3KOOeIKOBbIe
mponykTel. OCHOBOII fUeTOTepannu
TUPO3MHEMUN SIBJISIIOTCS CIIElua-

NM3UPOBAHHBIE AMUHOKICIOTHBIE
cMecH, HPAaKTUIEeCKV HOTHOCTHIO
JIMIIeHHbBIe CoflepXKaHus (eHnana-
HIHA 1 TUPO3JHA, HO 06ecednBao-
I[ye HOCTYIUIeHIe 6eKOBOrO 9KBIU-
BQJICHTA B JOCTATOYHOM KO/IIYECTBE
[8-11].

Bcerga Heo6XOZMMO YYMUTBHIBATDH
MUHUMa/NbHYI0 MOTPeOHOCTb Op-
raHM3Ma B 9CCEHI[MAIbHBIX AMIHO-
Kucmorax. I1o HaHHBIM 3KCIIEPTOB
IIpo/0BONbCTBEHHOM U CEMbCKOXO-
3arictBeHHol opranmsanuun OOH
(Food and Agriculture Organization,
FAO) u BO3 (KoHcynbranusa sxc-
neproB ®AO/BO3, 1989), munu-
MajbHasi NMOTPeOHOCTb B (eHuI-
allaHMHEe U TMPO3UHE COCTABJIACT
72 (68-118) mr/Kr/cyT B BO3pacTe
3-4 Mecsna, 63 MI/Kr/cyT B Bo3pac-
Te 2-5 JIeT, 22 MI/KT/CyT B BO3pacTe
10-12 neT u 19 MI/Kr/cyT Ana mauu-
€HTOB cTapiie 18 jer.

OrpaHn4nTh aTMMEHTApHOE MOTpe-
Orenne eHNMITaTAHNHA M TUPO3MHA
BO3MOXKHO IIyTeM BBefeHus Oen-
KOBBIX I'MJPOJIM3aTOB, U3 KOTOPBIX
UCKYCCTBEHHO yfaleHa OOibIuas
YaCTh [ABYX YKa3aHHBIX aMIHOKIC-
JI0T, @ TaKXKe IIyTeM IpueMa CMecu
KPUCTATINIECKUX aMWHOKUCIOT
6e3 ¢denmmamanuHa U TUPO3NMHA
XPHEN TYR Tuposupgon (XPHEN
TYR Tyrosidon) [4] u TYR Anammnkc
Mudant (TYR Anamix Infant) (rna-
HUpYeTCcs K perucrpauuu B Poccun).
[TaumenTaM ¢ TMposuHeMmueil (3a
UCK/TIOUeHMEeM TPAH3UTOPHOI Heo-
HATaJIbHOI (POpMBI OOIE3HN U XOY-
KUHCVUHYPUM) PEKOMEHAYETCs I10-
SKU3HEHHOE COOmoeHne ne4eOHoin
pueTsl. OTKa3 OT Hee COIPOBOXK/IAeT-
51 OBICTPBIM ITPOTpeccrpoBaHyeM 60-
JIe3HN ¥ HeOIarompusITHBIM IIPOTHO-
30M >KU3HM. B cBOIO o4epenp, paHHee
HayasIo eTOTepanny ¢ KOHTPOJIeM
cofiep>KaHMsA (eHNUIaTaHNHa U THU-
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aKTYanbHOCTY HelipoMeTabonuyeckux
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MeTabonuueckie Gopmysbl

NpeACTaBAAIT COO0A AMUHOKMCTIOTHbIE

CMeCn, INLLEHHbIE MPOMOTEHHbIX
KOMMOHEHTOB. WX 1Cnonb3oBaHme
MO3BONAET HA3HAYdTb MdLNEHTAM
AVETY C aIEKBATHBIM COAEPMKAHNEM

benKa 1 OrpaHYeHnem NPonnOreHHbIX
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AMUHOKNCIOT, HE0OXOAMMbIX ANA
SH/0rEHHOr0 NPOTEUHOCUHTE3a.

pO3MHA B KPOBU IIO3BOJISIET PACCUM-
ThIBaTb Ha JOCTIDKEHMe 6ojiee 671aro-
IPUATHOTO IpOrHo3a [2, 3, 8, 11].

I'omouucrm-lypuﬂ

TOMOLMCTUHYPUST — SH3MMOIIATHA,
00yc/lIOB/IeHHAsT HEZOCTATOYHO-
CTBIO pepMeHTa LYICTATYOHUH OeTa-
cunrassl (JBC), mpuBopsias K Ha-
KOIIJICHUIO TOMOIIVICTVHA, METMOHIHA
U ¥X MeTabONUTOB B OpraHax M TKa-
HsX. 3a00/IeBaHIe XapaKTepu3yeTCst
HapylLIeHVAMM UHTe/UIeKTa, SMNU30-
faMy TpPOMO0IMOONINY 1 SKTONMEN
XpYCTaIMKa, MOPAKEHUAMN COENU-
HUTENbHOM TKaHM u ap. (2, 8, 12, 13].
Beipensior BuramMmnH-B -3aBucumyio
u B_-pesucrenTHyio opMbI rOMOLIM-
CTUHYPHUY, a TaKXKe elle ABe GOpMbI
607e3H, CBA3aHHDIE C HACTIENICTBEH-
HbIMU JepeKTaMy peMeTUINpoBa-
HIA MeTHOHMHA (e eKThl BO3HMKA-
I0T BC/IE[CTBYIE IATOIOrUU 0OMeHa
Kobanamuua mwi N, | -MeTuIeH-
TeTparngpodomaTpefyKTassr). Vs-
BeCTHBI ()OPMBI TOMOLMCTUHYPUH,
00yC/IOB/IEHHBIEe PA3TMYHBIMU Ha-
pyueHuaMyu obMeHa BUTaMUHOB
U OpraHMYeCKUX KUCIIOT, KOTOpPbIe
OIIMCaHBI B JIMTepaType B KauecTBe
CaMOCTOATEIbHBIX HO30/IOTMYECKIX
enuHMI [8].

Y MHOTYX HallMEeHTOB C BUTaMIH-B,-
3aBMCUMOIT POPMOIL TOMOLIMCTUHY-
puy Ha3HaUYeHMe MUPUAOKCKHa (250
1200 Mr) IpUBOANT K BHIPR>KEHHOMY
K/IMHIYIECKOMY U «Ia60PAaTOPHOMY»
apdexram, HO IpUMeHeHMe BUTA-
MuHa B, B BbICOKMX /I03aX MOXET CO-
IPOBOXKAATHCS PAXOM OCTOXHEHMIT
U He>KeJIaTe/IbHBIX ABJICHUII (mepu-
¢depuyeckas HelpomaTtud, pabpo-
myonus u ap.) [8]. B mureparypHbix
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MCTOYHMKAX COLEPIKATCSA JaHHBIE,
CBIJIETENbCTBYIOIE O BO3MOXHO-
CTY VICIIO/Ib30BAHMS IIPYU TOMOLIM-
CTUHYPUI C TEPAIIEBTUYECKOI L[eTIBIO
6etamHa (TPUMETUITANIINHA) -
JOHOpAa MeTWIbHBIX rpymil. Beranx
MOYKET IIPUMEHATHCS B KOMIUTEKCE C
IMeToTepanyeil Uiy BMecTo Hee [14].
Lpyrvie MeTos! MeUKaMEHTO3HOTO
JledeHus1 0OJIe3HI TIPEeNMYIIeCTBEeH-
HO SIBJIAIOTCS TIOfIEP>KMBAOIINIMY U
HaIIpaB/IeHbl HA YMEHbIIEHE CITyqa-
eB TpoMb03a (mpodumakTKa TpoM-
605Mb60/MM).

ITpyt TOMOLMCTUHYPUY B IIOfABJISIIO-
meM GONBIIMHCTBE C/Iy4aeB OCHO-
BOJl nedeHus (Ha ¢oHe Tepanuu
6eTanHOM U 6€3 TaKOBOIO) ABJISET-
Cs1 HU3KOOeKOBas I1eTa C Pe3KUM
OrpaHNYEHNEM METVOHIHA, COCTAB
KOTOPOJ1 BapbMPYeT B 3aBUCUMOCTH
OT HanuuMs crenuduIeckoro re-
HeTN4YeCKOro gedeKTa 1 BhIpakeH-
Hoctu aktuBHoctu IIBC [2, 3, 8,
12, 13]. TmaBHOIT 3ajavyeii mueToTe-
panny roMOUMCTUHYPUM SIBJISIETCS
KOHTponb HemocTtatoyHocTu IIBC,
BKJTIOYasl HOpMaju3anuio apdekra
aKKyMY/ISIIUY MeTabonMnTOB (CHIU-
>KeHme ux TokcuaHocTu s [THC).
B paumon nuraHus mertelt ¢ TOMO-
LYICTUHYPYeEN BXOAAT 6e3MeTUOHN-
HOBBIe TedeGHble IPOAYKTHI, CIIeL-
aJIbHO ITOOOpaHHBIe HATYpajIbHbIE
IIPOAYKTHI MMTAHNS U HU3KOOEIKO-
Bble npoayKTsl [8, 13]. Ienbio mpu-
MEHEHUs CIeluanu3upoBaHHbIX
7e4e6HBIX HPOAYKTOB IIPU TOMO-
LUCTUHYPUU SIB/ISETCS 3aMelieHIe
JMCTOYHUKOB OenKa IIpu yCIOBUU
IIOJIHOTO COOTBETCTBYSI HOpMaM IIO-
Tpeb/IeHs] OCHOBHBIX HYTPUEHTOB
IeTbMI C y4eTOM BO3pacTa 1 KOH-
KPETHOW KAMHUYECKON CUTYaLUMu.
Husxko6enxkoBble MIPORYKTHI Mpef-
CTaBJIAIOT cOOOII CIIelann3ypOBaH-
Hble CyXJe aMUHOKICIOTHBIE CMeCH
6e3 comep>KaHMsI METHMOHMHA, HO C
moTauelt 6eIKOBOro SKBUBajIeHTa
B KO/INYECTBAX, COOTBETCTBYIOIIIX
Bo3pacTy 6onbHbIX [2, 8]. B Poc-
CUM HOCTYIHBI MeTabonnyeckue
¢dopmynet XMET Xomupgon (XMET
Homidon) [4], k perucrpanun ro-
toButrcst HCU Anamukc VMudaut
(HCU Anamix Infant). IIpu pacuere
pauroHa IpUHATO OPUEHTUPOBATD-
Cs1 Ha MUHUMAJIbHYIO IIOTPeOHOCTD
ITaI[iieHTa B COOTBETCTBYIOLIET He3a-
MEHVMOI aMUHOKMCIOTe.

ITomaBnsromee 6ONBIIMHCTBO CIIe-
[[Ma/INCTOB PEKOMEHJYIOT IIOXW3-
HEHHOe Ha3HavYeHUe JedyebHONI
AMeTHl MalMeHTaM C TOMOLUCTHHY-
pueit. 310 06YCIOBIEHO TEM, YTO I10-
TpebiieHne 6eNKOB B BBICOKMX 103aX
IPUBOJNT K BBIPAKEHHOMY HapacTa-
HUIO YPOBHs TOMOLIMCTENHA, KOTO-
PBIIl HOTEHI[MATPHO OKAa3bIBaeT II0-
Bpexjjaromiee BoszelicTeue Ha [IIHC
U [pYyTVie OPTaHbl ¥ CUCTEMBI Opra-
Hu3Ma B mobom Bo3pacte [2, 8, 13].

[Tpenmonaraercst, 4TO paHHee HAYa/Io
AMeTOTepanny, CONPOBOXKAAIIE-
ecsl CHIDKeHMeM 0011ero comepika-
HUSI TOMOIL[MCTENHA B IIa3Me KPOBIL,
COIIPSDKEHO € JOCTIDKeHMeM boree
6/1arompuATHOTO UCXOAA Y 6OMbHBIX
¢ romouuctuHypueir. Hapymenusa
B [MeTOTepPAIN TOMOLVICTUHYPUU
CYI[ECTBEHHO YXYALIAOT IPOTHO3
60J1e3HI U XKM3HY MaLeHToB [15].

MuctnanHemna

[McTUAMHEMNS — 3TO F€HETUIECKN
00yCIOB/IeHHAs. aMMHOALMJIOIATHA,
accouuypoBaHHAs C HePUIUTOM
TUCTUAVH-aMMUAKINassl (TUCTURU-
Hasbl), KaTa/IN3UPYIOLIElt 1e3aMIHN-
poBaHue ructupnHa. 3abonesanne,
KOTOpO€e XapaKTepusyeTcsi MOBBI-
IIeHHBIM COfiepXKaHMeM IMCTUAMHA
B KPOBM, MOYe U CIHVHHOMO3TOBOII
SKUAKOCTH, IIPOSIB/ISIETCST HAPYIIEHN-
SIMI PEYEeBOrO U YMCTBEHHOTO Pas-
Butusa (onurodpenus), paccTpoi-
CTBaMy KOOPAVHALVUY IBVDKEHUI,
CYHOPOXKHBIM CUHIPOMOM 1 Ap. [2,
8,16, 17].

Crenyduyeckoii 1eKapCTBEHHOI Te-
panuy IMCTUVIHEMIU He pa3paboTa-
HO, TeM He MeHee He VICK/TIOYEeHO, YTO
CO BpeMeHeM Oy/IeT UCII0/Ib30BaAThCs
dbepmeHTO3aMecTUTEIBHASL TEPATINS
(c 9TONl LeNbI0 OCYIIECTBIAITCA
IIOIBITKY MHKAIICYI/POBaTh TUCTHU-
a3y B MICKYCCTBEHHBIX 1I€/I/TI0/I030-
HUTPATHBIX K/IeTKax) [8].
JlueToTepamnust — eMHCTBEHHBII U3-
BECTHBIII METOJ JIeYeHNMsT TUCTU/IN-
Hemuy. HecobmiofeHne IpuUHINIIOB
7e4eOHOr0 MUTAHUS PE3KO YXYA-
MIaeT HPOTHO3 6OIE3HU M JKM3HU
mereri. HecMoTps Ha coxpaHeHue y
HEKOTOPBIX MAIMEHTOB IIPVU3HAKOB
MHTEJIEKTYaIbHOTO ¥ HEeBPOJIOTH-
4ecKoro peduiuTa, KMETOTEPans
CYI[EeCTBEHHO Y/Iy4IlaeT KadecTBO
JKU3HU TAIMEHTOB C TMCTUITHEMM-
eit [2, 8].



Helipopueronorndyeckas KOppek-
LVIsL Y JleTell C TIOIHBIM ¥ C 9acTd-
HBIM OTCYTCTBMEM CIIeLN(PUIECKOrO
(dbepMeHTa JO/DKHA HAYMHATHCS KaK
MOXHO pasblie. [luera, Ha3HaYae-
Mas IalyeHTaM, He [JO/DKHA ObITh
ITOJTHOCTBIO 06e30€eIKOBOIT U 6e3ru-
cTUANHOBOI. [TOCKONIBKY B IPySHOM
M paHHEM BO3pacTe TMCTUANH SIBIIS-
eTCsl He3aMEeHMMOM aMUHOKMCITOTOM,
OH JIOJDKEH ITOCTYIIATh B OPraHM3M C
IIIIEN B COCTaBe GEIKOBOIO KOMIIO-
HeHTa panyoHa. Oblee cofep>kaHe
TUCTU[MHA B INIe He TO/DKHO Ipe-
BBIIIATH YPOBHSI MUHVMA/IbHOII HO-
TpebHOCTHU (16-34 Mr/Kr/CyT) [8, 18].
B nuraHuy 60IbHBIX HO/DKHBI Ipe-
o6ranath GPYKThL, PPYKTOBBIE COKM
u mope, 6e36e/1KOBBIII X160 U ApyTIe
nuieHHble 6e/Ka MpoAyKTel. MoryTt
ynoTpebnATbcs pbiba, MOpenpo-
LYKTBI, 6ONBLUIMHCTBO oBouleit. He-
00XOZMMO YUUTBIBATh COfep)KaHIMe
TUCTUAVHA B HATYPaJIbHBIX IIPOAYK-
TaxX MUTAHUS, UCIONIb3YEMBIX IIPU
OCTpOeHuM parmoHa [8].

B nmeroTepamuy manueHTOB C THU-
CTUAVHEMYeN UCHONb3YITCS Jie-
ye6GHble NPOAYKTBL Ha OCHOBE
L-aMUHOKMCIIOT, TUIIEHHbIE TUCTH-
IuHa U oboraiieHHble BUTaMUHa-
MM ¥ MMHEpPATbHBIMU BelljeCTBAMIL.
Takum nponykToM siBisieTcs: [cTu-
noH (Histidon), nmpepcrasnsommit
c06071 cMeCh 3aMEHUMBIX U He3aMe-
HIUMBIX aMUHOKUC/IOT 0€e3 TUCTUAHA
Y OPVMEHTMPOBAHHBII Ha TAIVIEHTOB
BCeX BO3pacToB [4].

OreHka 3¢ PeKTUBHOCTY JueTOoTe-
paruy OCyIIecTB/IseTCsI Ha OCHOBA-
HUJ MOHMTOPMPOBAHMUs COLEpKa-
HUS B KPOBM TUCTU[MHA, YPOBEHb
KOTOPOTO Ha (OHe JIeYeHNsI JODKEH
cocrapnarh 0,01-0,03 r/m [18].

MeTunmanoHoBas n nponnoHoBas
aymaemum

S1u Helipomerabonndeckue 3abo-
JIEBaHUS TPANUIIMOHHO PacCMaTp-
BAIOTCsI BMeCTE, 4TO 00YCIOB/IEHO
CXO[ICTBOM MX IaTOreHe3a U KJIVHU-
yecKkux nposisrernit. Obe aungeMnn
MOTAI0TCS KOPPEKI[UHU IPY HA3HA-
yeHuu guerorepanuu 19, 20].
MeTUIManoOHOBAasA anUgeMUs
(MMA) - HacnencTBeHHasA 00OIE3Hb,
obycmoBieHHast fedexktom pepmerTa
MeTunManoHun-KoA-nsomepassr-2,
a TakXXe KoOalaMUH-pefyKTasbl,
KoOanaMUH-aTaHUH-aALeHO3 M-
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TpaHcdepasbl. 3aboeBaHme MPOsIB-
JISIETCST 3a/IEPYKKON TICUXUYECKOTO U
HapyueHusMM QU3NIeCcKOro pasBu-
TVS1, HEIIOCTOSIHHON TUIIePITINI{MHe-
Mueit, HaTn4I1eM B MOYe MeTUIMa-
JIOHOBOII KVMC/IOTBI M KETOKUCIOT C
IUTMHHOM yI/IepOHOI Lenbio. Berpe-
Yal0TCs 2 TUIIa 3a007IeBaHMs: BPOXK-
nenHas (HeoHaranbHass) MMA u
nprobperennas MMA, cBsizaHHas
¢ meduiuroM BUTAMMHA B,,. Ilpn
NedeHny BUTAMUH-B  -3aBUCHMBIX
dbopm MMA ncronp3yoT pasnnd-
Hble GOpPMBI 3TOTO BUTaMIHa (afe-
HO3WIKOOATaMIH, TUPOKCUKObaa-
MuH u ap.) [2, 8, 19, 20].

Henbio guerorepanuu MMA aBnsa-
eTCsl MUHMMA/IM3ALUs SHIOTeHHOM
BBIPAGOTKM METUIMAIOHOBON KIC-
JIOTBI 32 CYET YMEHbIIEHNS KOHI[eH-
TpaLV ee IpeflIeCTBeHHIKOB. Ypo-
BeHb IPOIVOTeHHbIX aMIHOKVICIOT
(M307eLVH, BalVH, TPEOHUH, METH-
OHVH) MOXXHO CHU3UTD HOCPENCTBOM
OrpaHMYEHNS ATMMEHTAPHOTO II0-
CTYIUIEHVISI B OPraHu3M O€/KOB, [103-
TOMY IPUMEHSIOTCS AMEeThI C HU3KUM
copepxanreM 6enka (mo 0,75-1,4 r/
KI/CyT) ¥ COOTBETCTBYIOIEN 0Ta-
et He3aMEeHMMBIX AMIHOKICIOT,
3a MCKITIOYEHMEM BaIMHA, METVOHN -
Ha, TPEOHMHa U M3ofeliHa. Takum
06pa3oM, OCHOBOIT JUETOTEPAIINN
SIBJIsSIETCST HU3KOOEIKOBOE MUTAHNE
C MICKJIIOYEHMEM BBIIIETIEPEYNCTIEH -
HBIX aMUHOKUCIOT I MaKCUMaJIbHO
paHHMM HadanoM fnedeHus. VHpu-
BUyaJIbHbIE PALIMOHBI CTPOSITCA C
y4eToM codeTaHUs] (PAKTUIECKUX
006beMOB IPYAHOTO MOJIOKA IV €T0
3aMeHUTeNIel ¢ MeTabOoMMIeCKUMI
¢dopmynamu. COOTHOLIEHNE MEXIY
HIIMI OTIPefe/IsieTCst TOTPeGHOCTDIO
B MIPOMMOTEHHBIX AMIHOKICIIOTAX B
PasmMYHblE BO3PACTHDIE MTEPUOBI U
Maccoit Tena pebenka. Panyon mu-
TaHUs YTOYHSETCS Ha OCHOBAHUU
MOHUTOPWHTIA COEP>KAHUS YEeTHI-
pex MPONMOTEHHBIX aMUHOKICIOT
B KpoBu. Ilo JOCTIKEHNN [EeTHMU
12-MecsI9HOrO BO3pacTa BCs IIOPLVIs
«IIeTbHOTO» (MHTAKTHOTO) OenkKa,
obecrmeunBaeMasi paHee 3a CYeT
TPYAHOTO MOJIOKA VIIM MOJIOYHBIX
cMeceil, 3aMeHsETCSI Ha TBEPAYIO
IUINY C 9KBUBAJIEHTHBIM COTeEpiKa-
HyeM 6eIKOBOTO KOMITOHeHTa. [lyis
CoxpaHeHNUs1 00'beMa aMMMeHTapHO-
IO MHTAKTHOTO OesiKa B IIepeHOCH-
MBIX IIAL[IeHTaMI TIpefiefiax CIefyeT

BO3JIEP)XUBATHCS OT TOTPeOIeHNMs
BBICOKOOenkoBoit mumu. [lemeco-
00pa3HO MCIIONB30BATh CIIELVasb-
Hble 6e3- WM HU3KOOENKOBbIe IPOo-
LYKTBI IUTAHWsI, YIOB/IETBOPSIOIIIE
nOTpeOHOCTh JeTell B MNINEBON
aHepruu (2, 8, 19, 20].
Merabonnyeckue GOpMYyIbL Ipef-
CTaBJIAIT COOOM aMUHOKUCIOTHBIE
CMecH, JUIIeHHbIe TPOMNOTeHHDBIX
KOMITOHEHTOB. VIX ucmonb3oBaHMe
M03BOJIsIeT Ha3HA4YaTh MalleHTaM
[METY C afleKBaTHBIM COJlep>KaHyeM
6enka 1 orpaHMYeHeM IIPOIOTeH-
HBIX aMUHOKUC/IOT, HEOOXOUMbIX
JUISL 9HIOTEHHOTO MPOTENHOCUHTE-
3a. [leTAM pasIMYHOrO BO3pacTa,
crpagaromuM MMA, npepnHasHa-
yeHbl lede6HbIe TPORYKT XMTVI
Maxkcamang (XMTVI Maxamaid)
n XMTVI Makcamym (XMTVI
Maxamum) [4]. Eme omHa MeTa-
6onnueckas popmyna - MMA/PA
Anamuxkc Wudpantr (MMA/PA
Anamix Infant) - B Poccun moka He
3aperucTpupoBaHa.

ITponnonosas anupemus (ITITA) -
HaclelCTBEHHOE MeTabonmdecKoe
3aboreBaHe, 06ycIoBIeHHOE edu-
nuroM pepMeHTa MeTMIMaJTOHWUI-
KoA-kap6oxcunassl. bonesnp xa-
paxTepusyeTcs IPUCTYHOO0OPa3HBIM
TeYeHNEM C 3MU30JAMU CYLOPOT,
TUHOIINKEMUN U IPYTUX HEBPOJIO-
IMYECKUX U COMATUYECKNUX CUMIITO-
MOB, BITOCTIE[ICTBUU COTPOBOXK/A-
eTCsl 3aJepXKKOIl MCUXMIECKOTO U
¢dusnyeckoro passutns [2, 8, 19, 20].
Huerorepanua npu IIITA ocHosa-
Ha Ha TeX K& MPUHI[MIIAX, YTO IIPU
MMA, - MUHUManNU3aluusa SHIO-
TeHHOJ BBIPAbOTKM IIPONIOHOBOI
KUC/IOTBI IIyTeM OTPaHMYEHUs MU-
mesoro 6enka (go 0,5-1,5 r/xr/cyT) ¢
JoTanMell He3aMeHVMbIX aMUHOKIIC-
JIOT, 338 MCK/IIOYEHNEM BajllHA, Me-
THOHNMHA, TPEOHIHA ¥ U30JIeNI{Ha
(2,8,19,20]. IIpn IIIIA ucnonp3syror-
s Te e MeTaboymrdeckiie GopMyIIbL,
yro npu MMA (MMA/PA Anamuxc
Mudant, XMTVI Maxkcamoiig u
XMTVI Makcamym) [4, 8].

o 25% mponmoHaTa OTK/IabIBaeT-
CsI B OKETY0YHO-KUIIIEYHOM TPAKTE
B pe3y/bTaTe BBIPAOOTKY aHaspoO-
HbIMU OakTepusamu. EcTb faHHbIE O
CPaBHUTENBHO YCIIEIIHON STUMU-
HALMM 3TUX MUKPOOPTaHU3MOB IIO-
CpencTBOM aHTMOAKTEPUATBHOI Te-
panuy METPOHMIA30/I0M B T€UEHUE

Ny
B
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MOCTENeHHO CTAHOBATCA HEOTbeMITeMON

YaCTbtO TEPANEBTYECKIX CPEACTB,

NCNONb3yEMbIX AETCKUMU HEBPOJIOTdMUI

B COTPYAHNYECTBE C METONOrAMI.

Kpome Toro, CrieKTp HeBpOoryecKoil

NaTonoruiA, NOANEXaLLel KoppekLui
JWeToTepanyeil C UCNob30BaHMeM

npoayKuwmn Komnaxum SHS International
Ltd, 3HayuUTENbHO pacLLMPAETCA 3a cueT

KITaCCUYECKMX HEBPONOTNYECKIX

11 COMdTOHEBPOJIOTNYECKIX 3300n1eBaHMi.
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1-3 nepnenn. ITockonbky nmpu MMA
u ITITA oT™mevaeTcst M3OBITOYHOE Ha-
KOIUIEHJE B OPTaHM3Me TOKCMYHOTO
ammumaka (NH,), i koppekuun ero
YPOBHs OBUIO TIPEIIOKEHO UCIIONb-
3oBaHMue N-KkapOaMmariayramara
(Carbaglu), npumeHeHMEe KOTOPOTO
He 03HAYaeT OTKA3 OT CTAHIAPTHBIX
neyeOHbIX guer [8, 20].

[nyrapoBas aumpemusa | Tuna

OpHOIl M3 CpaBHUTENBHO YacCTO
BCTPEYAIINXCS HACTENCTBEHHDBIX
OpraHMYecKMUX alUpeMuil, BO3-
HUKAIUX BCIeACTBUE Heduiura
rnytapun-KoA-gerugporeHassi,
SIBJISIETCST T/IyTapoOBasi allyeMus
I Tuna (TAI). ITpu poxpennn 3a6o-
JIeBaHMe MPOSIBIATCSI Makpoueda-
JINel, a TO3Hee — MUCTOHMYECKI -
AVAKNHETUIECKUM CUHIPOMOM MU
«9HIe(PATIOTIATNIECKUM KPUSUCOM»
Ipy BO3SHMUKHOBEHMM VHTEPKYp-
PeHTHBIX 3ab0/eBaHMil, COIPOBO-
KparoImyxcsa KatabonusmoMm [8, 21].
Oapmakonoruyeckoe nedeHue Al
He paspaboraHo, HO 3abojeBaHMe
YCIIELTHO IIOAfAeTCS AMeTOTEePAIIA.
OCHOBHOII 11€/IbI0 JIe4e6HOI qUeThl
SIBJISIETCSI CHIDKEHIE BBIPAOOTKI ITTy-
TApPOBOIT KMCTIOTHI I €e MeTab0/INTOB
(2, 8,21, 22]. ITpu T'AI ncrionb3ayrorcs
neBokapHUTHH (L-KapHUTKH) U pu-
6odnasuu (BuTamuH B,), mocnenHmit
IIPUMEHSIETCS B KaueCTBe KohakTopa.
Panee coo6111a/I0Ch O TIONTOKUTENb-
HOM OIIbITe TIPYMEHEHNS IIo/TyBere-
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TapMaHCKOI gueThl B nedeHun I'Al,
HO 3TOT BUJ JVETOTepalMy IIOKa
CUMTAETCSA SKCIIEPUMEHTATbHbBIM
[23]. Y mereit 1-r0 rofa >KUSHM MUHU-
MaJIbHOE IIOCTYIUIEHUE B OPTaHU3M
nMusyHA ¥ Tpuntodana, HeoOXOxM-
MBIX [IJ/I1 HOPMa/IbHOTO POCTa U pas-
BUTHA, 0becrednBaeTcs 3a CYeT MH-
TAKTHOTO Oe/IKa U3 TPYFHOrO MOIOKA
WIN eTo 3aMeHuTenel (¢ TijaTesn-
HBIM PacyeTOM); OCTaJIbHOI OeloK
IOJDKEH IOCTYIaTh B COCTaBe CIIeL-
anbHBIX MeTabonmuuecknux Gpopmyrn
Ha OCHOBE CMeCH aMIHOKMUCTIOT 6e3
copepKaHuA TpunrodaHa U IM3NHA
[8,21]. VI3 BOCTYIHBIX [/ 3TOIL LieNN
B Poccum mpopyKToB crenyeT Bbime-
nanth XLYS TRY Tnyrapupon (XLYS
TRY Glutaridon). dpyrue meta6o-
ymdeckue popmyibl, Hanpumep GAl
Anamuxc VHdaHT, s areTndecko-
O JIeYeHNUs ITTyTapOBOIl alluIypun
I Tuna B Poccuiickoit @epepanun
IIOKa He 3aperucTpUpoBaHsl [4].

NleiiymnHo3 (6one3Hb Moum
C3anaxom K/IeHOBOro cupona)

Jleit1iuHO3 — 3TO Te€HEeTUYeCK!U re-
TepOTeHHO€e HaC/IefCTBEHHOE 3260-
7ieBaHue, BbI3bIBaeMoe JeuIuToM
IeruiporeHaspl KETOKMUCIOT C pas-
BETBJIEHHOI L[EMIbI0 ¥ HAKOIUIEHEM
B TKaHSX U OpraHax Jeill[nHa, n30-
JIEVIIIHA M BajMHa, a TaKXXe COOT-
BETCTBYIOIINX anbda-KeTOKUCTIOT,
TOKCUYeCKIiT 3¢ (HeKT KOTOPBIX IPO-
SIBJISIETCSI B BUJIE CYLOPOT, YMCTBEH-
HOJl OTCTAIOCTU U APYTUX HEBPO-
JIOTMYECKUX CUMIITOMOB [8, 24-27].
ITpu aTom 3aboneBaHUM OT MOUU
U Telma MCXORUT crenuduaeckuii
3arax, HalIOMUHAIINI 3amax Kie-
HOBOTO cupomna [2].

B 3aBUCHMMOCTM OT HAJIUYUS TOTO
UM MHOTO OMOXMMUYECKOTO [le-
(dexTa gernfporeHaspl KETOKUCIOT C
PasBEeTBICHHOII LI€TIbI0 BBIAECTISIIOT HE
MeHee 5 kHMYecknx ¢popm 6omes-
HIL: KJTacCHYecKasi, MHTepMUTTUPYIO-
1jasi, IPOMEXKYTOYHas, TUaMIH3aBU-
CUMasi, HEOCTATOYHOCTD JIMTIOAMIL
merupporeHass [2, 8].

B cBs131 € TSDKECTBIO COCTOSIHUS, 00Y-
C/IOBJIEHHOJI MTOpaKeHMEM HEepPBHOI
CUCTEMBI, IeTAM MOTYT HOTpebo-
BaTbCsl MEPOIPUATIISL MHTEHCUBHOI!
Tepanmny, MepUTOHeaIbHbIIT Jans,
9JIeKTUBHAsl TPAaHCIUIAHTALVSA IIe-
YeHU, MOAJep)KIBalolee TedeHIe.
HasHayeHue TuMaMuHA IMMOKa3aHO

TOJNBKO IHalMeHTaM C BUTaMWH-
B,-3aBucumoir dopmoii 6onesnn
(10 mr/cyT u BoIILIE) [2, 8].

Tonpko mpu Kmaccudeckoit popme
neiinuHO3a mociae 3PQPpeKTUBHOI
TPAHCIUTAHTALNN TIedeH) GOIbHbIE
He HYXXJAIOTCS B JMeTOTepaluu,
TaK KaK cOfiep>KaHue B KPOBU JIeii-
I/HA, M30/IEeIIIIHA 1 Ba/lMHa OObIY-
HO HOpMaJIM3yeTcs depe3 6 4acoB
IOC/Ie TpaHCIUIaHTauuu. B ocranp-
HBIX C/Iy4asx IIOKa3aHa CTporas je-
JyeOHas [jyeTa, Ha3HaueHMe KOTOPOI
onpepenAeT gajabHENIINII IIPOTHO3
JKU3HU M 3J0POBbS AL[VIeHTOB. [Jue-
TOTEpaIUA IpY JIeHIMHO3€e HaIlpaB-
JIeHa Ha JOCTVDKeHUe HOPMaIbHOTO
cofiep>KaHus B KpOBU clennguye-
CKUX aMMHOKIICIIOT, IIOAepKaHue B
OpraHusMe COCTOSIHMSI aHA0O0/IM3Ma,
a TaKoKe Ha CHIDKEHME YPOBHSA aMI-
HOKICTIOT C Pa3BeTBJ/IEHHOI 1IeTIbI0 1
yMeHbIlIeHe HAaKOIUIeHNA UX TOKCHU-
YeCcKMX MeTabonuTos [2, 8, 24, 25].
ITocme BOCCTaHOBIEHUS YPOBHEN
KeTOaMIHOKVIC/IOT C Pa3BeTBICHHON
IIeTIbI0 B KPOBY TAI[YIeHTaM Ha3Hava-
I0TCA CHelMaIbHbIe IIPOAYKThI IUTa-
HUA C HUSKUM COJlep>KaHVeM TaKUX
aMMHOKIIC/IOT VM MaJIble KOJIMYecTBa
IUIEBBIX IPOJYKTOB, COLEPKAIIX
Ha3BaHHbIe KeTOKMUCTIOTHI, A1 yHO-
BJIETBOPEHNA 3CCEHIMATbHBIX II0-
tTpebHOCTEl B Hux. Obmee Komu-
4ecTBO IOTpebiAeMoro 6enka Ipu
9TOM OKa3bIBA€TCsl HECKOJIBKO BBIIIIE,
4eM Y 3[J0POBBIX JIeTell aHa/IOTMYHO-
rO BO3pacTa, YTO CBA3aHO C HU3KOI
yTUIM3anyeil IpOTeMHOB U3 YIIO-
TpeONIAeMbIX NPOJYKTOB IMUTAHUA
(2, 8,24-27].

B neuyenunm pereit ¢ neMuMHO30M
YCIIEIIHO NPYMEHAKTCA MOPOLIKO-
06pasuble MeTabomdeckye GopMyIbl
6e3 neitnuHaa 1 usoneinuaa: MSUD
Maxkcamaity (MSUD Maxamaid) -
LA HALVIeHTOB B Bo3pacTe OT 1 roza
mo 8 net [4, 28] 1 MSUD Maxkcamym
(MSUD Maxamum) — [ijis ITaliIeHTOB
ot 8 net u crapure. JleueGHBIIT IpO-
nykt MSUD Anamukc Muganr B Poc-
CIU TIOKa He 3aperncTpupoBa [4].
[uetorepanyusa NpOBOJUTCA IOJ
KOHTPOJIEM COfEP)KaHUs JIeHa
B KpOBMU (€ro KOHIIEHTPAIVs JOIK-
Ha OCTaBaThCsA B Ipefienax oT 2 o
5 mr%). IIpuHATO CuMTaTh, YTO ma-
IVIEHTbl B COCTOSHUY IIePEHOCUTD
IIOCTYIIJIEHNME JIEMIMHA C MMILEN Ha
yposHe 300-600 mr/cyrt. IIpn neii-
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[MHO3€e TMOKa3aHa MOXW3HEHHAs
AMEeTOTePANs; HAPYIIEHUs TUEeThI
CePBE3HO YXY/IIAI0T IIPOTHO3 6071e3-
HU U KU3HU [8, 25-27].

Meta6onuueckue popmynbl

1 neyebHble NPOAYKTDHI

ANA [pyrux BUAOB NaTonorumn
HepBHOIi (UCTeMbl

Komnanms SHS International Ltd
IPOM3BOIUT DAL IPOAYKTOB IJIA
JledeHus APYTUX BULOB MeTabomu-
4eCKOJI MaTOMOINM, COPOBOXKIAI0-
mUXCcA MOpakeHNMeM HEPBHON CH-
crembl. ITo coctosuio Ha 2012 1.
He BCe OHM 3aperMCTPUPOBAHBI B
Poccuiickoit Pepepannu [4]. Tak, nns
AMeTOTepanyuy rajlakKTO3eMUN BbI-
ITyCKaeTcsA NMPOAYKT lamakTomun 17
(Galactomin 17), usoBanepuaHo-
Boit anmupmemuun - IVA AHaMmukc
Vudant, XLEU Maxkcamaiin, XLEU
Makcamym n XLEU Faladon. IIpu
HapyHeHusX oOMeHa MOYEBMHBI
(rpynna reHeTHMYecKyu M (PeHOTH-
IIYeCKY IeTepOreHHbIX MeTabomu-
4eCcKMX 3a00jIeBaHuIl, BbISBAHHBIX
HaCIe[[CTBEHHON HEJOCTATOYHO-
CTBIO (DAaKTOPOB, CIIOCOOCTBYIONINX
aJIeKBaTHOI TpaHCc(hOpMalnn OCTa-
TOYHOTO Oe/IKa B MOYEBUHY U CUH-
Te3y apruHuHA) MPUMEHSIOTCS
AMVHOKMCIOTHO-YT/IEBORHBI IPO-
nykt Juamamus (Dialamine) u cmech
9CCeHLMaTbHBIX aMMHOKMCIOT
Essential Amino Acids Mix. B repa-
oMM HapyuleHuit 6eTa-OKMCIeHNs

OCHOBHBIM INPOM3BOAUTENEM MeTaboamuecKux
dbopMyn mms CTpaH eBPOIENCKOTO permoHa Ha
NPOTKEHUN psAfa NeT Apasgerca KommaHma SHS
International Ltd (Benmko6puranus), OCHOBaH-
Has B 1879 1. B 1995 r. kommanuio SHS npuobpena
Nutricia (Hupgepmaugsr), Kotopas yxe 6omee 100 et
IIPOM3BOJUT Pa3INYHbIE BUABI 1e4eOHOTO MUTAHUS.
B 2007 r. Bmagenbuem u Nutricia, u SHS cTana rpynmna
xoMmmaHuit Danone. B HacTosA1Iee BpeMs oppaszene-
He rpynmsl kommaanii Danone — Nutricia Advanced
Medical Nutrition — siBisieTcs pacIpoCTpaHUTeIEM
HPOAYKTOB JI€4e0HOTO MUTAHWUSA HAa TEPPUTOPUN
Poccuiickoit @enepanun [4].
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JKMPHBIX KICIOT (IIPefCTaBUTEIbHAS
IpyIlia TeHeTHYEeCKN HeTepPMIHIPO-
BAaHHBIX HAPYIIEHMII, BBI3BAaHHBIX
HETOCTaTOYHOCTDHI0 QYHKIIMOHUPO-
BaHUA crenuduIecknx GpepMeHTos,
PACIIEIVISIIONINX KOPOTKO-, CPEfHE-,
[UIMHHO- VI/WIV OYeHb IIMHHOLEIO-
YeyHble XMPHble KMUCIOThI) Ha3Ha-
vqaercs Monoren (Monogen). ITpu
meduiute CyIbPpUTOKCUAA3bI MOTYT
[IPUMEHATHCS edeOHble TPORYK-
el SOD Anamukc Mudanr (SOD
Anamix Infant) u XMET XCYS Mak-
camaiig (XMET XCYS Maxamaid),
npu runepausunemun - HYPER
LYS Anamuxc Vugpanr (HYPER LYS
Anamix Infant) n XLYS Makcamaiig,
(XLYS Maxamaid), npu HekeTOTM-
yeckoil runeprmynaemnn — NKH
Anamuxc MHdpant (NKH Anamix
Infant) [4]. [lepeuncnenHbie MeTa-
6onuyeckue 3aboneBaHUs PERKO
BCTPEYAIOTCSA B [TOBCELHEBHOI IIPaK-
THUKe IETCKMX HEBPOJIOTOB, HO BCET-
Ha TpebyIOT afjeKBaTHOII 1 CBOEBpe-
MEHHOI KOPPEKIVIL, KOTOPast MOXKeT
OBbITb OOecriedeHa Ipy YCIOBUM YIC-
HO/Ib30BaHMsI COBPEMEHHBIX CIIeI[-
¢buvecKNx NMPOAYKTOB Je4eOHOTO
MTUTAHUS.

HeBponoram xopomo usBecTHa
X-cLerieHHas afpeHOeIKORUCTPO-
¢ust (X-AJIIT) - HeliponereHepaTuBs-
HOe Hac/Ie[CTBEHHOe 3a60/IeBaHIe,
[Opa’Karolllee MCK/IIUNTENbHO MaJlb-
491KOB [2, 8, 29, 30, 31]. [Ipumenenue
MMMYHOMOJY/IATOPOB U UMMYHOCY-
IIPeCCOpPOB, IIPenapaTtoB BanbIIpoe-
BOJT KVCTIOTBI, MHCY/IMHOIIOFOOHOTO
dakropa pocra-1, HeitporpoduHa-3
1 uMMyHoKuHMHa npu X-AJI]l He-
a¢ddexTnBHO, a 9P PeKkTUBHOCTD 3a-
MECTUTEBHOI TePANyi TOPMOHAMNI
KOPBI HAafIIOYEIHIKOB, IIepPeCafKL
KOCTHOTO MO3Ta U TPAHCIUIAHTAL{NN
reMOIIOTUYECKUX CTBONIOBBIX KIle-
TOK BecbMa criopHa [29, 30]. Han6o-
jlee ePCIEKTUBHBIM METOLOM Tepa-
vy X-AJI]] npepcraBideTcs guera
¢ ucnonb3opanueM Macna Jlopenno
(Lorenzo’s oil) - cmecn rnmuueporn-
tpuoneara (GTO) u ramueporn-
tpuapykara (GTE) B coorHOmeHnN
4:1 [8, 30]. Ilpumenenne Macna Jlo-
PEHIIO CIIOCOOHO He TONIBKO CHUBNUTh
pUCK LiepebpanpHOro geduiura y
meteit ¢ X-AJIJl mpu HasHaueHUMU
B TOCHMMIITOMATUYECKOM IepUOfe
0071e3HM, HO U 3aMeJIUTh IPOrpec-
CHpOBaHNe a/jpeHOMIeNTOHepomna-

TUM y HAaLMeHTOB 0e3 NpM3HAKOB
nopaxenuss [THC [30, 32]. Eciu
TPOMOOIIUTEI B KPOBU CHIDKAIOTCA Y
MAIMEeHTOB [0 ypoBHA < 80 000/m,
npuem Macia JIopeHII0 BpeMeHHO
IIPEKpPAIIAIOT, 3aMEH:AA ero Ha MacyIo
¢ GTO (6es GTE) [30, 31].

Cpenu TpOJYKTOB Je4e6HOTO
nuTaHug, npomssoaumbix SHS
International Ltd, mpexcraBnens
He TonbKo Macno JlopeHIio, HO 1
Inunepon-tpuonear (GTO-macno)
n Inmunepon-tpuspykar (GTE-
Macino) [4].

Kommanmsa SHS International Ltd
IpPOU3BOLUT He TOJNBKO MeTabo-
mdeckye GOPMYIIBI, HO U ApyTye
nede6HbIe TPOAYKTHI. Tak, >Kupo-
Bas 9MYIbCHs U3 CPefHelernoyed-
HBIX TPUITINLEPUROB JIMKBUIKEH
(Liquigen) MoXeT IpUMEHATHCS B
cocTaBe KeTOTeHHBIX JIJeT IIpY Jieve-
Huu papMakope3suCTeHTHBIX GopM
SMM/IENCUY, @ TaKXe B KauecTBe
9HEPreTUYeCKOTO0 MOAY/ISA I Ha-
6opa Beca. Kanomxen (Calogen) -
BBICOKO9HEpTeTHYecKas XUpPOoBasd
3MYNIbCUsS C COflep>KaHMeM JITMHHO-
LIeITOYEIHBIX TPUITNI[EPUJOB — VIC-
[O/IB3YETCsI B Pa3/IMIHBIX KIIVHIYe-
CKUX CUTYaLMsX, CONPSDKEHHBIX C
HOBBIIIEHHOIT TOTPE6HOCTHIO B ITH-
11eBOI 3Hepruu [4].

3aKnioueHue

CoBpeMeHHasi OTeYeCTBEHHAs Me-
AUIMHA yAenseT ocoboe BHUMaHME
penkum (opdanubiM) 3aboneBaHu-
ssM. [IpusHaHMe EeTCKUMU HEBPO-
JIoTaMi aKTYalbHOCTU HelpoMe-
Tabomuueckux 6oyes3Helt, a TaKXKe
POMM HePOAETONOTUN B UX JIede-
HUM — OffHa 13 OT/IMYUTEIbHBIX YepT
HeliponeauaTpuy Hadana 2010-x It
[33, 34]. Merabonuyeckue popmy-
JIBI U JpyT¥ie IIPOLYKTHL IedeOHOro
IUTAaHNsI, HECMOTPS Ha UX OTPaHU-
YEeHHYI0 HOCTYMHOCTb, IOCTEIIEHHO
CTAHOBSITCSI HEOTHEM/IEMOII YaCThHIO
TepaeBTUYECKUX CPENCTB, UCIONb-
3yeMBIX HEeTCKJMMMU HEBPOIOTaMU B
COTPYAHMYECTBE C [UETONOTAMI.
Kpome Toro, crekTp HeBponIOrmie-
CKOI1 TIATOJIOTUY, TIOJIEXKAIIEl KOp-
PEKIMU JUeTOTEePATINE C UCTIONb-
30BaHMEM NPORYKUWUY KOMIIAHUY
SHS International Ltd, sHaunrenpHO
pacImpsieTcs 3a CIeT KIaCCUIeCKIX
HEBPOIOTMYECKNX U COMATOHEBPO-
JIOTMYECKUX 3a00/IeBaHMIT.



