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Pezrome. 1lenblo fJaHHOTO UCCIeNOBAHUS ObIJIO U3YYUTh 3(P(PEKTUBHOCTD U MEPEHOCUMOCTh CIeLIMaIM3UPOBAHHBIX MTPOAYKTOB JIET-
CKOro IMEeTUYECKOro JIe4YeOHOro MUTAHUS Y AeTell ¢ HACAeACTBEHHBIMM HAPYIIEHUSIMM OOMeHa aMUHOKUCIIOT C POKICHMS 10 TPEX
net. [IpoBeneHO OTKPBITOE, MHOTOLIEHTPOBOE, IIPOCIEKTUBHOE, HEKOHTPOJIMPYeMOe UCCaenoBaHue. B nccienoBaHye BKIIOYEHbI
8 MaIMeHTOB C yCTAaHOBJIEHHBIM TMAaTHO30M B BO3pacTe OT poxaeHus 10 2 et 11 mecsies. [TanneHTsl ObLIN paciipeaeieHbl Ha TpyTI-
bl B 3aBUCUMOCTH OT AuMarHo3a u Buaa ucciaeayemoro npoaykra (MIT). Ouenka s heKTUBHOCTH IIPOBOAMUIACH B COOTBETCTBUU
C NPUHIMIIAMY HaIJIeXalledl KJIMHUYIECKONM PaKTUKY, Ha OCHOBAHUY IMOJYYEHHBIX KIMHUYECKUX U JIa00PATOPHBIX JaHHBIX.
Ha nporsixkeHUH BCero UCCIeN0OBaHMsI BCE MAllUEHTRI yeelrHo mpuHuManu UII. JlucrerncnyecKux IBJIeHN, aleprudecKuX peak-
LW, yXYAIIEHUS] COMaTUUECKOT0 M HEBPOJOTMYECKOTO CTaTyca He 3aperuCTPUPOBAHO HU B OMHOM ciiydae. Ha ¢ oHe ieueHu s 3apuk-
CHUPOBaHBI ONTUMAJIbHBIE YPOBHU HEMPOTOKCUYHBIX METa0OJIMTOB B KpoBU 1 Mode. [Toka3aHa BeicoKasi KITMHUUYecKast 9 PEeKTUBHOCTD
NIl y neteit ¢c HacaenCTBEHHBIMY HapyIIEHUSIMU OOMeHa aMUHOKHCIIOT C POXKIACHUS IO TPeX JIeT.

Knioueguie cnosa: MeTHIIMaIOHOBAST, TIPOITMOHOBAS AlIUIYPUST, TIIyTapoBasi alluAypust 1-ro TUIA, JeHIIMHO3, 60JIe3Hb MOUHM C 3aTIaXOM
KJIEHOBOT'O CHpOTIa.
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The use of specialized products of children’s dietary medical nutrition for children
with organic aciduria (acidemia)
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Abstract. To assess the efficacy, safety and tolerability of the products specialized children's dietary nutritional therapy in children with
Inherited disorders of amino acid metabolism from birth to three years. 8 children from birth to 2y 11m with verified diagnoses were
enrolled in this open-label multicenter prospective non-controlled study. Patients were separated to the groups depending on diagnose
and nutritional treatment products. Clinical efficacy of the products was assessed according to the Good Clinical Practice guidelines
based on clinical and laboratory tests. All patients taken nutritional treatment products throughout the study. No dyspepsia, allergic
reactions, impairment of somatic and neurological status were reported. After the treatment, levels of neurotoxic metabolites in the blood
and urine were optimal. Nutritional therapy is highly effective in children with Inherited disorders of amino acid metabolism from birth
to three years.
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praHu4YecKue alluaeMuu (OpraHu4YeCcKKe allu1ypun;

OA) oTHOCSITCS K TpyIIIe 3a60JIeBaHUI, KOTOPHIE

XapaKTepU3YyIOTCSI TTOBBIIICHHOM 3KCKpelneit opra-

HUYECKUX KUCJIOT ¢ MOYOi. BOJBIIMHCTBO M3 HUX
BO3HUKAaeT B pe3yJibTaTe HapyIlIeHU s KaTaboim3Ma pa3IudHbIX
aMUHOKUCIOT. [TaToreHe3 Kaxk1oro U3 HUX 4Yallle BCero CBs3aH
¢ neuuTom hepMeHTa, 00yCIOBICHHBIM MYTAIIUSIMUA B KOITUPY-
IO1lleM TeHe, YTO MPUBOAUT K HAKOIMJIEHU IO METa0OJIMUTOB, Mpe-
LIECTBYIOIIUX (DepPMEHTATUBHOMY OJIOKY, OKa3bIBAIOIIMX TOKCHY-
HOE JICMICTBUE Ha KJETKHU pa3HbIX OPraHOB U CUCTEM.

Camas pacipocTpaHeHHas TpyTa cCpeau 3TUX 3a00JeBaHUN —
HapylIeHH s KaTaboa1u3Ma aMMHOKUCIIOT C Pa3BETBJICHHOM 11ETIbIO
(neiiimHa, U3oJeiiliMHa, BaJuHa) U Ju3uHa [1]. DTa rpynna
BKJIIOUaeT JICHIIMHO3 (00Je3Hb «KJIEHOBOrO cupomna»; MSUD),
ITPOTTMOHOBYI0, METUJIMAJIOHOBYIO allUyPUH, TJTyTAPOBYIO ally-
nypuio 1-ro Tuna (I'Al) u HEKOTOpbIE ApYTUE.

[TareHTs ¢ OA OOBIYHO POXAAIOTCS C XOPOLIUMHU aHTPOTIO-
METPUYECKUMHU MOKa3aTeasIMU U OLEHKON Mo 1mKajae Anrap
1 MOTYT HUUYEM HE OTJIMYAThCS OT 3[I0POBBIX HOBOPOXKIEHHBIX.
J1e61oT 3a001eBaHMsI BOCHOBHOM ITPUXOAUTCS Ha MEepBbIii rof (Jarte
MeCsI1IbI) )KU3HU, TOPA3/I0 peXe BCTpevaroTcs: popMbl ¢ 6oJiee Mo3i-
Hell MaHubecTanuei. KimmHuyeckue nposiBAeHUST KJ1acCUYeCKUX
panHux popM OA xapaKTepU3yIOTCsS OCTPbIM Ha4ajIoM C pa3BUTUEM
CHMIITOMOB METa0O0JIMYECKOI IEKOMIMEHCAIIMU: TPYAHOCTU BCKapM-
JIMBaHUS, PBOTA, HAPYIICHUS CO3HAHUS 10 CTEIIEHU YTHETCHU S
1 KOMBI, STTUJICTICH ST, U3MEHEHM I MBILIIEYHOTO TOHYca [1, 2].

Junarnoctuka OA ocHOBaHa Ha aHaJIM3€ POIOCIOBHOIA, OLIEHKE
MaHHBIX aHAMHe3a, KIMHUYECKUX ITPOSIBJICHUSIX, OIpeIeIeHUN
YPOBHS aMHUHOKUCJIOT B KPOBU M OpTaHUYECKUX KMCJIOT B MOYE.
OCHOBHBIMY METOJAMU JIAOOPATOPHOU TMAaTHOCTUKY 3TUX 3a00-
JIEBAaHW U SIBJISTIOTCSI OMOXMMUYECKHE METOIIBI: TAHIEMHAsT Macc-
cnektpometpuss (MC/MC) u razosasi xpoMatorpadus MoUU
(I'XM) [1].

st moATBEpKAEHUSI TMarHo3a U MPOBEIECHUSI MENUKO-TeHe-
THUYECKOI'0 KOHCYJIbTUPOBAHMUS C 1IeJIbIO MTPOrHO3a MOTOMCTBA
MPOBOAUTCS MOJIEKYJISIPHO-TEHETUYECKOE UCCIeOBAHME.

Memuamaaonoeas ayudemus (anunypusi; MMA; MKbB-10:
E71.1) — ayTocoMHO-peliecCuBHOE, TEHETUYECKH TeTEPOreHHOe
HacJIeICTBEHHOE 3a00JIeBaH1e, 00YCIIOBJIEHHOE HAapyIIIEHUEM MeTa-
0011M3Ma aMUHOKUCIIOT (U30JIeUIIMH, BaJUH, TPDEOHUH, METHO-
HUH), XUPHBIX KUCJIOT C HECYSTHBIM YMCJIIOM aTOMOB YTJepoaa
U XoJiecTepuHa. 3a00yieBaHNE BCTPEYAETCS B pa3IUIHBIX ITOITY-
nauusgx. Yactora cpeay HOBOPOXIECHHBIX B cTpaHax EBpombr
1:48 000 — 1:61 000 [3]. [TaToreHes 3a6oJieBaHUS CBSI3aH C HAKO-
MJIeHUEM TIPOU3BOAHBIX METUJIMAJTOHOBOW M MTPOIMMOHOBOM
KHCJIOT BCJIGACTBUE OJIOKMPOBaHMS OOMeHa Ha YPOBHE Tepexoia
MmetuamanoHua-KoA B cykuunui-KoA. IpeniecTtBeHHUKAMU
MPOMMOHATOB B OpraHM3Me CJyKaT aMUMHOKUCIOThI U30JEHIIUH,
BaJIMH, TPEOHWH U MeTUOHUH (50% 00111ero KoIrm4ecTBa Mpornmo-
HATOB), XXMPHBIE KUCIOTHI C HEYETHBIM YMCJIOM aTOMOB YIJIeponia
u xonectepuH (25%); octanabHas 4acTh IPOIMKMOHATOB 00Pa3yeTCsI
B KUIIIEUHUKE B pe3yIbTaTe AesITEIbHOCTH SHAOTEHHOU (hJIOPHI.
Hakormienne opraHnyeckKux KUCIOT (TPOIMMOHOBOI, METHIMA-
JIOHOBOI, METUJIZTUMOHHOM M JIp.) BEAET K TSKEJIOMY METa0OIMIe-
CKOMY KETOAlNI03y, BTOPMYHON I'UIIepaMMOHUEMW Y, TUTIEPTIIN-
HUHEMW U, TUTIOTJIMKEMUH.

buoxumuueckast nmarnoctuka MMA ocHOBaHa Ha onpenelie-
HUW YPOBHSI aMMHOKUCJIOT N30JIeMIIMHA, BaJIMHA, METUOHWHA
Y TPEOHMHA B KPOBU, a TAKXKEe COAepKaHUsI B KPOBU MTPOITUOHUJI-
kapHutrHa (C3) u ceodbomHoro kapuutuHa (C0), moyeyHoit 3Kc-
KpELUUU OpraHuYeCKMX KMCJIOT — METUJIMAJIOHOBOM, 3-TUAPOKCH -
IPOITMOHOBOM, 3-TUAPOKCH-N-BaJIepMaHOBOM, METUJIJIMMOHHOM,
MPONMUOHUJITIUIIMHA.
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Ilponuonosas ayudemus (auunypus; [HA; MKbB-10: E71.1) —
ayTOCOMHO-PELIeCCUBHOE, TeHETUUECKH TeTePOTeHHOEe, HACTIe -
cTBeHHOe 3aboneBanue u3 rpynisl OA, oOycIoBIeHHOE Hapy-
IeHreM MeTaboIM3Ma aMUHOKUCIIOT (M30JIeLINH, BaJIUH, TPEO-
HUH, METUOHWH), XXUPHBIX KUCJIOT C HEYETHBIM YMCJIOM aTOMOB
yrjiepojia U XoJiecTepruHa. 3a0ojieBaHUE BCTPEYaeTCs B pa3iny-
HBIX TTOMTYyAIusIx. YacToTa cpei HOBOPOXKIEHHBIX B CTpaHaX
EBpornbl 1 CILHA — 1:350 000 [4]. [TaToreHes 3abojieBaHUSI CXOIEH
C TTaTOT€HEe30M METHJIMAJIOHOBOM allMJIeMUM U CBSI3aH C HAKOII-
JIEHUEM MPOU3BOIHBIX MTPONMTMOHOBOW KUCIOTHl BCIEACTBUE
0JIOKMpOBaHUSI OOMeHa Ha ypoBHe nepexoaa npornuoHui-KoA
B MeTuIMaoHUI-KoA.

buoxumunueckas nuardoctuka [1A ocHoBaHa Ha omnpejesie-
HUM YPOBHSI aMUHOKHUCIIOT U30JIeilIMHa, BadAHa, METUOHWHA,
TPEeOHUWHA, TJIMIIUHA B KPOBU, COAEPXAHUS B KPOBU MPOIMHUO-
HunkapautuHa (C3) u cBobomHoro kapautuHa (C0), moyeaHoi
SKCKPEIUY OPTAHNUYECKUX KUCIOT — 3-TUIPOKCUTIPOTTMOHOBOM,
METUJITMMOHHOU, TPONTMOHUII- U TUTJIMJITITUIIAHA.

Jletiyunos (6one3Hb «KjeHoBoro cupomna»; MKb-10: E71.0) —
HacJIeNCTBEHHOE, TeHETUUECKY TeTepOreHHOe, ayTOCOMHO-Pelec-
cuBHOE 3a0oJeBaHue u3 rpymmbl OA, oOycaoBIeHHOE 1ebUIIUTOM
NernaporeHas3bl KEeTOKHMCIIOT C Pa3BeTBIEHHOM LIEMbI0 U Hapy-
IeHUeM MeTabolM3Ma aMUHOKHUCIIOT JIelinHa, n30JeilHa,
BaJinHa. OTHOCUTCS K KJ1accy KpaliHe peakux (oppaHHbIX) 3a00-
neBaHui. JleiiimHO3 BCcTpeyaeTcs B pa3aMUHbIX TOMYISILIUSIX
cyacrtoroii 1:185 000 [5]. [TatoreHes 3aboyieBaHUsI CBSI3aH C HApYy-
1eHrueM 0OMeHa 1 HaKOTIJIEHUEM Pa3BETBIEHHO-1IETIOUYeYHbIX aM -
HOKWCJIOT, HAKOTIJIEHUEM B OMOJIOTUUYECKUX KUIKOCTSIX UX AePH-
BaTOB — 2-KETOM30KAIPOHOBOM, 2-KeTO-3-MeTUIIBAJIepUaHOBOM,
2-KeTou30BajepraHoOBOM KUCIOT. OCHOBHOI HEMPOTOKCUYECKMIA
3(bdeKT 00yCIOBJIEH BBICOKUM YPOBHEM JIEHIIMHA U €r0 MeTabo-
JUTOB. BOJBIITYI0 pOJIb B TaTOTEHE3€ UTPAIOT KETOAIINI03, TUTIO-
HaTpUEMUsI, OTeK U aTpodust TKAHU MO3Tra, BTOPUYHASI TUTIepaM-
MOHHUEMMSI, HEIOCTATOYHOCTD TTTIOKOHEOTeHe3a M TUIIOTJIMKEMMSI,
a TakXe TUCGhYHKIIMS MUTOXOHIPUATbHOM AbIXaTeIbHOM IIeTTH
U OKUCITUTEIBbHOTO (hochopuanpoBaHMsI.

BuoxuMuyeckast nTMarHoCcTUKa JeiIMHO3a OCHOBaHA Ha OIpe-
NIeJIeHU U YPOBHSI aMUHOKUCJIIOT JJelInHA, U30JIef1IMHA, BaJlMHA B
KPOBHU C MOJICYETOM COOTHOLLIEHU S JIEH LI H /aTaHWUH, OTIpeeSIeHU M
TOYEYHOM SKCKPEIIMU OPTaHNYECKUX KUCIIOT — 2-KeTOMU30KaIpo-
HOBOI1, 2-KeTO-3-MeTHIBaJIepraHOBOM, 2-KETOM30BaTIePUAHOBOIA.

IA1 (MKB-10: E72.3) — KIMHUYECKH FeTepPOreHHOE, ayTOCOM-
HO-pelleCCUBHOE HACJIeACTBEHHOE 3a00JieBaHNe, 00yCIIOBIEHHOE
myrtanusmu B reHe GCDH, kxonupyrotiem dhbepMeHT Ty Tapui-
KoA neruaporeHasy. OTot ¢epMeHT yyacTByeT B MeTaboau3me
AMWHOKHUCJIOT JTU3WHA, TUIPOJU3NHA, Tputnitodana. Jedunur
€ro IMPUBOIUT K HAKOIJCHUIO B OMOJTOTUYECKUX KUITKOCTIX
U TKaHsX raytapoBoit u 3-OH-rnyrapoBoii (3-rTuapoKCU-TIy-
TapoBOI) KHCJIOT, OKa3bIBAIOUINX HEWPOTOKCUYECKOE NEUCTBUE
MPEeUMYIEeCTBEHHO Ha MOIKOPKOBbIE CTPYKTYPHI FOJOBHO-
ro mo3ra. Al oTHOCUTCS K YUCIYy PeAKUX HACIEICTBEHHBIX
O6oJsie3Heit oOMeHa BellecTB. YacToTa 3a001eBaHKUs B CTpaHax
3anmanHoii EBporsl cocTasisieT B cpenHeM 1:50 000 HOBopox-
neHHBbIX [6]. Mexanusmbl pa3Butus [Al 10 KOHLIA HE U3YYEHBL.
[MpeumytniecTBEeHHOE TTOPaKeHNE CTPUAPHOI CUCTEMBI CBSI3BIBA-
10T ¢ U30MPATETHHON TOKCUIHOCTBIO TTTyTAPOBOM KUCIOTHI M/ U
ee TIPOU3BOJIHBIX. Takke TIIyTapoBasi KUCIOTa U €€ METa0OJIMThI
WHTUOUPYIOT neKapOoKcua3y ryTaMUHOBOM KUCIOTHI (bep-
MEHT, yyacTBylouiuii B Metabonusme TAMK), uTo BbI3bIBAET
CHUXKEHME KOHIIEHTPAIlMU 3TOT0 TOPMO3HOTO HelipoMeIruaTopa.

Buoxummnueckas nuarnoctuka ’Al ocHOBaHa Ha onpeneIeHu
KOHILIeHTpaluu riayrapuikapHutuHa (C5DC) B nsiTHax BbICy-
LLIEHHOM KpOoBH, a TakKXe 3-OH-rayTapoBoii KUCIOTHI B MOYE.
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OCHOBHbIMU NpuHLUMNaMmu Tepanuu OA aBnarTCA:

1. Ctporoe orpaHuuyeHue 6ejiKa MUIIEBBIX TPOAYKTOB C LIEJIbIO
CBEICHMS K HEOOXOMMMOMY MUHUMYMY IMMOCTYTIJICHUS B OPTaHU3M
AMUHOKMCJIOT, METabOJIM3M KOTOPBIX HapyIICeH.

2. O0s3aTenbHag KoMIleHcalus neduura 6eaka 3a cyer cre-
1IMaJIU3UPOBAHHBIX CMeceil Ha OCHOBE aMUHOKUCJIOT, COOTBET-
CTBYIOLIMX BO3PACTHBIM MOTPEOHOCTSIM peOeHKa B OCHOBHBIX
MUILEBbIX BEIIECTBAX U SHEPTUU, HO HE COoepKalllMX MaToreHe-
TUYECKU 3HAUMMbIX aM UHOKHUCJIOT.

3. C uenblo noaAepXXaHus MpoLeCcCOB aHAOOIU3MA U ITPEAOT-
BpalleHUsI pa3BUTUS MPOLECCOB KaTaboJM3Ma moka3aHo obe-
CTIeYeHUe TOCTATOYHOM SHEPreTUYeCKOl IEHHOCTU pallMoHa
B OCHOBHOM 32 CYET yTJIEBOJIOB.

4. JlueTtoTepanus Ha3HavYaeTCsI MHIAMBUAYAJIbHO CIIeIIMaTN-
CTOM, MMEIOIINM OITHIT JIcUeHM I manueHToB ¢ OA.

5. CBoeBpeMeHHOE HavaJio JICUCHUS TTO3BOJISICT B 3HAUNUTEb-
HOW CTETIeHU YJIYUIIUTh ITPOTHO3 3a00JIeBaHUS, a B HEKOTOPBIX
cllyyasix CracTy XXKU3Hb PEOEHKY.

Kommnanus Nutricia — oguH U3 MUPOBBIX JIUAEPOB IO MPO-
MU3BOJACTBY MPOAYKTOB CHEIIMAJTU3UPOBAHHOTO AUETUYECKOTO
MUTaHUS BhICOYAMIIEro KauecTBa — yIes1eT OrPOMHOE BHUMA-
HUE COBEPLIEHCTBOBAHUIO (DOPMYJI CBOEH MPOAYKIIMU, OCHO-
BbIBasiCh Ha JaHHBIX COBPEMEHHBIX HAYUYHBIX TOCTUKEHUA.
C 11e71bI0 OCYLIECTBIIEHU S T1UMeToTepanuu y aeteii ¢ OA kommna-
HUS pa3paboTaa MPOAYKTHI CIIelIMaJIM3UPOBAHHOI0 JIeUeOHOTO
MUTaHUS:

* MMA/PA Aramukc MHdaHT — cmenimaJau3upoBaHHBI I
MMPONYKT IUETUYECKOTO JIeYeOHOrO MUTAHUS I CTPadaloluX
METUJIMAJIOHOBOI MJIX MPOMMOHOBOU alluAEMUEH IeTEU EPBOTO
ronaa xxu3Hu (ot 0 1o 12 MecsileB) — B KaueCTBE OCHOBHOTO MUTa-
HUS U 15 IeTeit 10 3 JIeT — B KaueCcTBe NOMOJHUTEIbHOrO MUTa-
Hus. [TponyKT copepXUT cOaJaHCUPOBAHHYIO CMECh 3aMEHUMBbIX
1 He3aMEHUMbIX aMUHOKHUCJIOT (32 UCKJIIOYEHUEM METUOHWHA,
TPEOHMHA, BajJiMHAa), a TAKXEe XM Pbl, BATAMUHbI, MUHEPAJIbI.

* MSUD Anamukc MHbaHT — crielinaaiu3upoBaHHbIMA TPO-
NYKT IETCKOI0 NTUETUUYECKOTO (J1e4eOHOro) MUTaHu sl AJs AeTeil
nepBoro roaa xu3Hu (ot 0 1o 12 Mecsi1eB) B KauecTBe OCHOBHOTO
MUTAHUS U B Ka4eCTBE TOMOJHUTEILHOIO MMTaHMS IS IeTeil 10
3 11eT, CTpagaloInX JEHITMHO30M (00JIe3HB «KJICHOBOTO CPOTIa»).
IIpencraBnsieT co60ii cOaTaHCMPOBAHHYIO CMECh 3aMEHUMBIX
U He3aMEHMMBIX aMUHOKHUCIIOT (32 MCKITFOUCHHEM M30JIeHIINHA,
JIEIIMHA, BaJIMHA), )KUPOB, BATAMUHOB U MUHEPAJIOB.

* GAl AHamukc MHGpaHT — cieliMaau3upoBaHHbIN TPOAYKT
NUEeTUYECKOTO JIeueOHOTo MUTaHU S AJsl AeTeil mepBOro rojaa
Kku3Hu (ot 0 1o 12 MecsieB) B Ka4eCTBE OCHOBHOTO MUTaHUS
1 B KayecTBe JOMOJHUTEJbHOTO MUTAHUS AJs AeTel 10 3 JeT,
crpanatouux I'Al. TIpeacraBisieT coO0i MPOAYKT, CoAepXKaIIUiA
cbaJlaHCUPOBAHHYIO CMECh 3aMEHUMbBIX U HE3aMEHUMBbIX aMUHO-
KMCJIOT 3a UCKJIFOUEHHMEM JTM3UHA.

CocTaB Bcex MPOAYKTOB 00OTallleH AJMHHOILETTOYeYHbBIMU
MOJTMHEHACHIIIEHHBIMY XXM PHBIMM KUCJIOTAMM M MUIIEBBIMU
BOJIOKHAMU C TIPEOMOTHYECKUM 3(PHeKTOM, a TaKKe MaKCUMaJlb-
HO TIpUOJIMKEH K COCTAaBY TPYIHOTO MOJIOKA.

Llenpro maHHOTO UCCIeI0BAaHUS ObLIO U3YUYUTH 3(D(EKTUBHOCTH
M TIEPEHOCUMOCTD CIEINATU3UPOBAHHBIX ITPOAYKTOB IETCKOTO
nueTruyeckoro gedeoHoro nutaHuss MMA/PA Anamukce UHbaHT,
MSUD Anamukc Uudbant u GAl Anamukc MHbaHT npu MeTu1-
MaJIOHOBOI, TPOMTMOHOBOI allUAypusiX, JeiuHose u [Al y neteit
OT POXJEHU S 10 TPEX JIeT.

MaumeHTbl U MeTOAbI UCCNeAOBaHUA
B aMOynaTOpHBIX YCIOBUSIX TPOBENEHO OTKPHITOE, MHOTOLICHTPO-

BOE, MPOCIIEKTUBHOE, HEKOHTpOJIMpyeMoe uccienoBanue. Padbora
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BoinosiHeHa Ha 6a3e ®I'BHY MI'HII um. akan. H. 1. boukoBa
(Mocksa) u CI16 'KY3 MTI'Ll (CankTt-IleTepOypr).

B nccienoBaHue BKIIIOUEHBI § TTAIITMEHTOB C TTONTBEPKIEHHBIM
nuarHozom OA (MMA, T1A, neiiuuno3 u 'Al) ot poxaeHus
no 2 get u 11 MecsilieB BKJIOYUTENBHO. JIMarHO3 BCeM IETIM
ObIJ1 yCTAHOBJIEH HA OCHOBAHUU KJIMHUKO-1a00pPaTOPHBIX JaH-
HBbIX, TOATBEPKIEH MOJIEKYJISIPHO-IUAaTHOCTUYECKUM METOIOM.
KonnuecTBo mauiMeHToB ONpeiessioch KpaitHe HU3KOM YaCTOTOMI
3a00J€BaHU I ¥ BO3PACTHBIMU OrPAHUYEHUSIMU.

IMauueHTs! MU UX POAUTENU (UJIU MHBIE 3aKOHHbIE MTPEICTaBU-
TeJIY MalMeHTa) MPeA0CTaBUIN MUCbMEHHOE MHGOPMUPOBAHHOE
corjacue Ha y4acTue B UCCIIEOBAHUU.

Bce netu Obinu pasaeneHbl HA 3 TPYMIBI B MEPBYIO BOILIU
mauueHTsl ¢ MMA u 1A, monyuvaromne UIT MMA/PA Anamukc
WudaHT; BO BTOPYIO — I€THU C Jel1IMHO30M, nonyyvatomiue WI1
MSUD Anamukc MHbaHT; B TpeThio — ¢ [Al, monyvaromue UIT
GA1 Anamukce MabaHT.

OueHka KJIMHUYecKolil 3¢ HEKTUBHOCTU U MEPEHOCUMOCTH
NIl y nereit ¢ OA npoBonujiach B COOTBETCTBUU C MPUHLIMTIAMU
HaJJiexallei KIMHUYECKON MPaKTUKM, NeUCTBYIOIIMMHU B CTpa-
Hax EBpocoio3a, Ha OCHOBaHUHM MOJYYEHHBIX JAHHBIX OCMOTPa
U pe3yJbTaTOB 00CIEI0BAHMSI.

XapakTepucTukKa uccneayembix rpynn

B nepBy1o rpymimy BKJIOUEHBI 5 AeTeil: 4 ¢ yCTaHOBJIEHHOM MaJio-
HoBOU auunypueit (1 meBouyka u 3 MaJIb4MKa) U ONMH MaJbuUK
¢ IPONMOHOBOI anmaypueit. CpeqHMT BO3pacT AeTeil Ha MOMEHT
BKJIIOUEHMUsI B MCCiienoBaHue cocraBui 11,6 9,9 mecsa (MUHU-
MaJIbHBIN — 4 Mecs1a, MaKcuMalbHbBIN — 28 MecstieB). Bee netn
poauIuch TOHOIIEHHbIMU Ha cpoke 40 + 1 Henens. [TokazaTenu
uzmIeckoro pa3BUTHS TIPU POKIEHUU COOTBETCTBOBAJIN TeCTa-
LIMOHHOMY Bo3pacTy. CpemxHsisi Macca Tejla MaJIbuMKOB ITPU POXK-
neHuu coctaBuia 3020 £ 393 r, neBouka Becusa MNpU poXKIEHUU
3000 r; nauHa MmaabuukoB — 50 + 1,4 cm, neBoyku — 50 cM.

YeTblpeM U3 MATEPBIX ASTEM 1MarHo3 yCTaHOBJIEH OoJiee 3 Mecs-
1IeB Ha3al, OHU yXe MoJyJyaau cieluaJau3upoBaHHbIC TPOAYKThI
nutaHus. OouH peGeHOK ObIJI BKJIIOYEH B MCCIeIOBAaHUE Cpa3y
MocJjie yCTaHOBJIEHU S AMarHo3a. B kauecTBe MOMOJIHUTEIbHOMK
Tepanuy IeTU ToTyJaJiu JEBOKADHUTHH, NeBOYKe ObIJT Ha3Ha-
YyeH OKCKapOa3enuH ¢ MPOTUBOAIMIETITUYECKON 1IeIblo. Bee
IeTU UMEJIU 3aIep>KKY MOTOPHOTO M TICUXOPEYEBOr0 Pa3BUTUS.
Y tpoux Ha MPT rosoBHOro Mo3ra BbISIBJE€HBI aTpoduyecKue

Tabnuua 1

OCHOBHbIE M JONONHUTENIbHbIE OUOXUMUYECKUE KPUTEPUU
oueHkn athchextusHocTn UM

Mokasatenn Ipynna 1 lpynna 2 lpynna 3
OCHOBHbIE KpoBb: Kposb: Kposb:
° NIPONUOHMA- ° NeALNH ° rnyTapun-
KapHUTuH (C3) ° BaJINH KapHUTMH
Moya: Moya: (C5DC)
° METUIMANOHO- | © 2-KeTOU30- Mova:
Bas Kucnorta KanpoHoBas ¢ 3-OH-rnyta-
° TMApPOKCH- Kucnota poBas
Npon1OHOBas ° 2-KeT0-3-MeTun- Kucnota
Kucnota BasiepuaHoBas ° rnyTaposas
Kncnora Kucnota
[ononHn- KpoBb: Kposb: Kposb:
TeSibHble * pH ° pH * pH
° [N110K03a ° [110K03a ° [110K03a
° CBOGOAHbIN ° CBO6OAHbIN ° CBO6OAHbIN
kapHuTuH (C0) kapHutuH (C0) KapHUTUH
° TIVLMH (CO)
° BaJIMH
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usmeHeHus. [Ipu DDy 1BOUX U3 HUX 3aperucTprupoBaHa MU~
JenTUuOpMHas aKTUBHOCTD. Y OTHO peOeHKa JMarHOCTUPOBaHA
KapaAMOMHUOIIATHSI TT0 JaHHBIM YJIBTPa3BYKOBOTO MCCICIOBAHMUS.

Bo BTopy1o rpymimy BKIIoUeH 1 pe6GeHOK — MaTbuuK 2 JIeT 7 Mecsi-
1IeB C YCTAHOBJICHHBIM JUATrHO30M «JIEHIINHO3». PeOeHOK ponmiics
JIOHOLIIEHHBIM ¢ Maccoit 3300, minHoi 52 cM, OLIEHKOI I10 LIKaJie
Anrap 7/8 6aioB. [luarHo3 yCTaHOBJIEH cpa3y Toclie POXKICHU S
B CBSI3U C OTSTOILEHHONW POAOCIOBHOM MO TaHHOMY 3abo0JieBa-
HUIO (TTepBOMY peOEHKY OblJI YCTAHOBJIEH TMArHO3 «JIEHIIMHO3»,
00YyCJIOBJICHHBIM OMaiaebHbIMU MyTaliusiMu B reHe BCKDHA,
pebeHoK yMep B Bo3pacTte 1 Mecsua xkusHu). Jluerorepanusi ¢ mpu-
meHeHuem CITJIIT Oblyia Ha3HaYeHa cpa3y Mocjae YCTaHOBICHUS
nuarHo3a. JlomoJaHUTeIbHO PeOeHOK MoJydall IeBOKAPHUTHUH.
MoTopHoe pa3BUTHE IO BO3PACTY, IICUXOPEYEBOE — C TEMITOBOIM
3aJIePKKOI: peOEHOK TOBOPUT OTIAEIbHBIC CJIOBa, (pa3oBoOil peun
HET, HaBBIKH OTMIPSITHOCTU C(DOPMUPOBAHBI HE TTIOJTHOCTHIO.

B TpeTbio rpymmy BKJI0OYEH MaJbuKK B Bo3pacTe 1 ron 11 mecsiies
¥ IeBOYKa B Bo3pacTe 2 JIeT 4 MeCsIIeB C YCTAHOBJICHHBIM TUaTrHO30M
T’Al. Macca Majibguka rpu poxaeHuu coctansisiia 3870 1, AeBOYKU —
3030 r, miuHa — 55 1 50 cM cooTBeTcTBeHHO. Oba pebeHKa poau-
JIUCh JIOHOLIEHHBIMU B YAOBJIETBOPUTEIbLHOM COCTOSIHUM, MEpU-
HaTaJbHbII MEepHO MpoTeKas 6aronosyyHo. [TepBbie CUMITOMBI
3a00J1eBaHMs TTOSIBUJIMCH Ha TIEPBOM TOY XU3HU B BUJI€ PBOTHI,
TPYAHOCTEI BCKapMJIMBaHUS, Y I€BOYKHW — B BUJI€ Pa3BUTUSI CYI0-
POXKHOTO CUHIpOMa IOocJie TpaBMBI. JIMarHo3 ycTaHOBJIEH Ha OCHO-
BaHUM Pe3yJbTaTOB OMOXMMUYECKUX UCCICTOBAHUI — 3HAYNMOE
nosbiieHure yposHst C5DC o 4,84 mxM /i (Hopma — 0-0,45 MmxM /1)
¥ TIOBBIIIIEHHAST SKCKPELMS TIyTapOBOi KUCIOTHI ¢ MOYOI (Oosee
13 000 MMoOTB/MOJTE KpeaTUHUHA y 000uX 1Tpu HopMe — (-2 MMOJTB/
MOJIb KpeaTuHUHa. [lonTBepKaeH MOJIEKyISIpHO-TeHETUUECKUM
nccienoBanreM. O6a pebeHKa NMeH 3aIep>KKY MOTOPHOTO U TICH-
XOpeuyeBOro pa3Butus. Y aesouku rnpu MPT-uccienoBaHumn otme-
YaJIUCh U3BMEHEHU I O€JI0ro BEleCTBa U CTBOJIA TOJIOBHOTO MO3ra.
Ha B3I naTosornyeckoit akTHBHOCTH Y Hee He 3aperucTpupoOBaHoO.

OueHky 3¢ dexkTruBHOCTU WUITT ipoBoauivu myTeM onpeaeaecHu st
YPOBHE aMMHOKMCJIOT KPOBU U MOYH, a TaKKe CeMDUUIECKUX
allMJIKapHUTUHOB B KpoBU. OlleHKAa MEPEHOCUMOCTH OCHOBBIBA-
JIach Ha YacTOTE M TSXKECTH Pa3BUBIIMXCS B XOI€ MCCICI0OBaHU S
HeXXeJIaTeIbHBIX SIBJICHUI, B TOM YHCJIE aJlJIEPTUYECKUX PeaKIInid,
a TaKXKe M3MEHEHM 1 moKa3aTesieil XKU3HEHHO BasKHBIX (PYHKIIM A
B CPaBHEHUM C UCXOOHBIM ypoBHeM. [IpoBonuics aHaan3 yaoB-
JIETBOPEHHOCTH BPauyoM M PONUTENIeM MallMeHTa MPOBOAUMON
Teparueil C TOMOIIIBIO0 aHKETUPOBAHMSI, a TAK3Ke YKCJIa TTallueH-
TOB, TOCPOYHO MPEKPATUBIINX UCCIIENOBAHNE.

JnutenbHoCTh uccaenoBanus coctapuia 30 + 2 nus. [lpen-
yCMaTpUBaJoCh iBa BU3UTA K Bpauy-uccliefoBaTe 0 (IOMOJHU-
TeJbHbIE BUBUTHI Ha3HAYAJIMCh IO MOKa3aHUSIM), BO BpEMSI KOTO-
PhIX TTpoBoaAMIICS cO0p nHMOpMalLuK (Kajo0bl, aHAMHE3, JTaHHbIE
(hu3MKaIbHOrO OCMOTPA C OLIEHKO (hU3MYECKOro pa3BUTH S, aHATIN3
MEIULIMHCKOI TOKYMEHTAIIMN), a TAKXKe IMTPOBEACHME aHAIN3a YPOB-
HsI aMMHOKUCJIOT U allMJIKAPHUTUHOB B KPOBU U MOYE.

AHaMHECTMYECKHMI METOI BKJIOYaJ cOOp U aHaIMU3 XKajoo,
cBelleHUI 00 aHaMHe3e XU3HU (anamnesis vitae) 1 3a007eBaHUS
(anamnesis morbi) ¥ TPOBOAMJICA MMyTEM HEIMOCPEACTBEHHOTO
orpoca poauTesiell, aHaaIM3a MEAUIIMHCKONW TOKYMeHTAIlUU:
UCTOpUM O0JIe3HU, aMOyJIaTOPHBIX KapT U mp. OlLleHKa coMaTu-
YeCKOTO cTaTyca BKJIrouasa B ce0st ocMOTp (C aHAJIM30M 00IIero
COCTOSTHUSI K1 CAMOYYBCTBU S MALIUEHTA) COCTOSIHUST CITU3UCTOTO
M1 KOXHOT'0 MOKPOBOB, MPOBOAMJIACH OLIEHKA (DYHKIIUU OTACb-
HbIX OPTaHOB U CUCTEM: CEePAEYHO-COCYAUCTOM, NbIXaTeIb-
HOIi, MOYEBBIBOASILEH, KEJIYyNOUHO-KMIIIEYHOT O TpakKTa U ap.
O11eHUBaJIOCh HATMYME/OTCYTCTBUE TUCTIETICUYECKUX SIBJICHU,
aJIJIepruvyecKux peakinii, oTka3oB oT motpedaeHus UII.
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Tabnuua 2
[AvHamMuKa 0CHOBHbIX NOKa3aTenei y AeTeil nepeoii rpynnbl
(MMA/MNA)

NMokasarens Hopma Buaurt 1 Busur 2
Poct +2SD -1,82 £1,17 -1,33+1,03
Bec +2SD 172121 -1,56 + 0,9
C3 (KpoBb) 0,13-7,4 mxM/n 10,13+ 13,4 8,67 £ 13,97
MeTtunmanoHosas 0-2 MmMoNb/MONb 1482 + 450 201 + 342
Kucnota (Moya) KpeaTuHuHa
fmopokcunponuoHo- | 3-10 Mmonb/monb 42 31
Bas Kucnora (Mova) KpeaTnHuHa

Tabnuua 3
[AvHamMuKa 0CHOBHbIX NOKa3aTesnei y pe6eHKka u3 BTOPOi rpynnbl
(neifumnno3)

NMokasarenb Hopma Busur 1 Busur 2
Poct +2SD 0,8 1,02
Bec +28D -1,14 -0,85
TNenumH (kpoBb) 30-370 mkM/n 1284 904,16

MKM/n
2-KeT0-3-meTun- | 0-2 MMONb/MONb 0,004 0,001
BajiepuaHoBas KpeaTuHuHa
Kucnora (Moya)
2-KeTomsoBane- 0-2 MMONb/MONb 21,15 21
puaxoBas KpeaTuHuHa
KUCNoTa MOYU

Tabnuua 4
[nHamuKa OCHOBHbIX NOKa3aTeneil y AeTei N3 TpeTbeil rpynnbl
(FA1)
Nokasarenp Hopma Busur 1 Busur 2
PocT +2SD n:-1,58 0. -1,77
M: -1,95 M: -1,91
Bec +2SD [:-0,84 n:-0,81
M: 1,01 M: 1,01
[nyTapunkapHuTuH 0-0,45 mkM/n 0:0,5 [:0,35
(C5DC) M: 2,4 M: 1,9
3-0H-rnyTtaposas 0-2 Mmonb/mMonb [: 5340 0. 4120
Kucnora KpeaTuHMHa M: 3337 M: 39,92

AHanu3 GU3NIEeCKOro pa3BUTHUS MPOBOIUIIN C UCITOJIb30Ba-
HueMm Moayiei nmporpaMmMbl WHO Anthroplus 2009 Ha ocHO-
BaHMU OIEHKYW aHTPOIIOMETPUUYECKUX TTOKa3aTeseil — Macchl
U IJIMHBI TeJla, U3MepeHre KOTOPHIX MPOBOIMIIOCH C TIOMOIIIBIO
CTAaHIaPTU3UPOBAHHBIX BJIIEKTPOHHBIX BECOB U POCTOMEPOB.
Manee noka3sarean Z-scores OTHOILIEHUSI MacChl TeJia K BO3pacTy,
IJIMHBI K BO3PACTy, OKPY>KHOCTH FOJIOBBI K BO3PACTY M MaCChI TeJia
K JUIMHE OLIEHMBAJIU IIPY POXIACHUHU, IIEpel HAayaJIOM JUeTHYe-
CKOTO JieueHM s 1 Ha ¢oHe nuetndeckoro jgedeHus UII. Ouenka
(pu3MIecKOro pa3BUTHS MTALIMEHTOB 0a31UPpOBaIach HA IMATHOCTHU-
K€ OTKJIOHEHU T aHTPOITOMETPUYECKUX ITOKa3aTesieil OT MeInaHbl
cTaHgapTHOU monyasaunu (Z-scores). CorjlacHO cTaHIapTaM
WHO Anthroplus 2009 cpenHeBO3pacTHBIMU IMOKa3aTeIIMHU
Z-score MacChl ¥ JUTMHBI TeJla CYUTAJIM ITOKa3aTesu B Impeenax +
2 SD (standard deviation — cTaHIapTHOE OTKJIOHEHMUE).

OlieHKa HEBPOJIOTMYECKOT0 CTaTyca U IICMXOMOTOPHOTO pa3-
BUTHUS BBITMIOJHSIACH C TPUMEHEHHEM METOIUK, UCITOTb3yeMbIX
IUISI OTIPEeICHUS] YPOBHSI AMOIIMOHAIbHOI'O, IICUXUYECKOTO,
MOTOPHOTO, PEYEBOro Pa3BUTHsI AeTeil; UCIOJb30BAICSI METOI
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KOJTUYECTBEHHON OLIEHKU HapyILIEHUsT ICUXOMOTOPHOTO pa3-
Butus JI. T. Kypost u E. M. MactiokoBoii [7].

BceM netsim nipu riepBoM Bu3uTe 0611 HazHaueH WTT, mpoBeneH
pacyeT MUTaHUS B COOTBETCTBUY ¢ KITMHMUEeCKMMU peKOMEeH 1A -
uusiMu Munsnpasa Poccuu [3-6]. 7151 Ha3HAUEHUSI U KOPPEKIIUU
IMEeTOTepaniy BCeM MallMeHTaM ITPOBOIMIIUN OIIEHKY (aKTHuye-
CKOTO TTUTAaHMUSI, BKJIIOYAsT PEKUM IMUTAHWsI, PAa30BBI U CYyTOY-
HBII 00bEM, XapaKTepPUCTUKY CheleHHON muinu. OueHuBagach
MUuieBas HEHHOCTb JIeYeOHbIX PALIMOHOB C MOACYETOM OCHOBHBIX
HYTPUEHTOB (0CJKHU, KUPHI U yIaeBoabl). CpaBHEHHUE TTPOBOIM-
snock ¢ HopmamMu pusunonornyeckux noTpeOHOCTEN B SHEPTUU
U IMUALIEBBIX BellleCTBaX AJs IeTeil JaHHOro Bo3pacra [7].

OmnpeneleHUe YpOBHENW crelMUUYECKMX aMUHOKUCIOT
Y AaUUJIKAPHUTUHOB KPOBU U MOYM OCYIIECTBIISIIOCH IBaXKIbI:
IO HayaJa JIeYeHWsI U TIPU 3aBEPIICHU U NccaenoBaHus (Tao. 1).
AHanM3 TPOBOAMJICS Ha 00pa3iie nepudeprnieckoil KpoBU, B3sI-
Toit Ha 6iraHK-puabTp (hopma Ne 903). Basitue 06pa3ioB KpoBu
Ha GUIBTpOBaJIbHBIE OyMakHbIE TeCT-0JJaHKH OCYIIECTBIISIIOCH
yTPOM HATOIIAaK, He paHee YeM uyepe3 3 yaca mocjie eabl. AHAJIN3
BBITIOJTHSIJICSI METOIOM TaHIEMHOM Macc-CIeKTPOMETPUMU.
KoHueHTpaiuio opraHM4ecKuX KUCAOT MOYM ONPENENSIN METO-
JIOM ra30Boii xpoMaTorpaguu.

OueHKa yIOBJIETBOPEHHOCTU BpauyoM U MallUeHTOM (pOAM-
TejeM) pe3yJibTaTaMU AUEeTOTepanuu OCylIeCTBISIIACh METO-
JIOM aHKETHUPOBAHMS C IMMOMOLIBIO IIKaJbI OT 1 10 5, B KOTOpOit
1 cooTBeTCTBYET yTBEpXKAeHUIO «[I0JTHOCTHIO HE YIOBIETBOPEH»,
a 5 — «[lomHocThIO ynoBieTBOpeH». OCHOBHBIMU KPUTEPUSI-
MU OLIEHKU OBIJIN YIOBAETBOPEHHOCTDb MPOBOIUMBIM JICUCHU-
€M, YIOBJIETBOPEHHOCTh OBICTPOTON YMEHBIIEHUSI CUMIITOMOB
¥ YIOBJIETBOPEHHOCTH OOIINM COCTOSIHUEM 3[0POBhs Ha (hOHE
MMPOBOIUMOTO JiedeHUs1. OOmuii 6171 CyMMUPOBAJICS IO TPEM

C poxxgeHus

C poxxgeHus
3 L
~

PKU

AHAMMKC NHOAHT

MSUD

AHAMMKC NHOAHT
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KPUTEPUSIM: MAKCUMAaJIbHbBII1 COOTBETCTBOBAJ 15, MUHUMATb-
HBII — 3.

Cratuctuyeckast 06paborka KIMHUYECKUX TaHHBIX TTPOU3-
BOJIMJIACH C TIOMOIIBIO CTAHIAPTHBIX METOMOB CTATUCTUYECKOM
00paboOTKM U MakeTa KOMMObIOTEPHBIX MporpaMm Statistica,
Microsoft office.

Pe3ynbTaTtbl M 06CyXaeHue

Ha nporsixkenun 30 = 2 qHeil Bce MalMeHThl YCIEUIHO MPU-
Humanu MUII. Iucnencuyeckux siBJeHU, HapyIIeHU cTya,
aJlJepruyecKMx peakiuii U Ipyrux HexeJaTeJbHbIX SBICHUMI
B XOJIe BCETO UCCJIENOBAaHUS HE 3apETUCTPUPOBAHO HU Y OMHOTO
pebenka. [TokazaTenn GpU3MYeCcKOro pa3BUTH S HECKOJIBKO yIIyU-
muanck (tabma. 2-4). Co CTOPOHBI COMAaTUUECKOTO U HEBPOJIOTH-
YECKOIo cTaTyca YXyIAIIeHU He BOZHUKJIO HU B OHOM CJIydae.
Y tpoux neteit c MMA ymeHbLIMIACh PA3IPAXUTETBHOCTD, COH
craj 6osiee CIOKOMHBIM.

YpoBHu pH u ri110K03bI KpoBU 10 U nociae HazHaueHust UTI1
HaXOIUJINCh B HOpMe. YPOBEHb OOIIIero KapHUTHHA — B IIpeIesiax
pedepeHCHbIX 3HAUYCHUA.

Co cTOpOHBI cieubUuYecKUX OMOXUMUYECKUX MAapKEPOB
(QMMHOKUCJIOT U alMJIKAPHUTUHOB) y neteit ¢ MMA oTmeueHo
UX CHUXXEHUE U HOpMaJu3allis y BliepBble J1UAarHOCTUPOBAH-
Horo pebenka ¢ MMA. Bce maHHble npeactaBjeHbl B Ta0I. 2.
V pe6enka c [TA ynydmmanch mokasareJau OMOXUMUYECKUX Map-
KepoB. JlocTuub UX HOpMaJIM3aIUU Y HETO HE YIaJI0Ch, UTO 00Y-
CJIOBJICHO TSI3KECTBIO TeUeHU s 3a00JieBaHUS (B paHee TTPOBEICH-
HBIX UCCJICAOBAHUSIX YPOBEHBb TMIPOKCUITPOITMOHOBOI KMUCIOTHI
B MOYE ITOBBIIIICH).

Y pebeHka c IS IINHO30M OTMeuaiaCh THAMUH-HEYYBCTBUTEIb-
Has hopma. PeGeHOK TOMOTHUTENIBHO MOJyYaJl JeBOKAPHUTHUH.

NUTRICIA METABOLICS

LIFE-TRANSFORMING NUTRITION

NMPABU/IbHOE HAYA/1IO
AOWETOTEPANUNU

mix infant :]

Anamix infant .

C poxgeHus
C poxxaeHus

GAl

MMA/PA

AHAMUKC MHOAHT

TYR

AHAMMKC NHOAHT
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Ha done neyenuns oTMeueHO CHUXKEHME YPOBHS JIEWIIMHA U Opra-
HUYEeCKUX KUCIIOT B Moue. [laHHbIe TTpencTaBIeHbI B Ta0I. 3.

VY nereit c Al Ha ¢pone npumeHenust MI1 Obly10 mokazaHo 3Ha-
YUMOE CHUKEHUE YPOBHEH crieInprIecKuX MapKepoB B KPOBU
1 Moue. JlaHHbIe IpeCcTaBIEHBI B Ta0I. 4.

AHaNIU3 YIOBJIETBOPEHHOCTU POAMTENCH (3aKOHHBIX Mpe-
cTaBUTeJiell) pebeHKa 1 Bpaya IPOBOIMMBIM JICUEHUEM TToKa3asl
BBICOKYIO YIOBJIETBOPEHHOCTb KaK CO CTOPOHBI POIUTENEI, TaK
1 co cTopoHbl Bpaya (14,6 £ 0,74 u 13,8 = 1,34 COOTBETCTBEHHO).

BbiBOAbI

JluetoTepanus siBaseTCs TJaBHOM COCTABISIONIEH B JICUCHU N
60abpHBIX ¢ OA. B ocHOBe nmueTtoTeparnuu JIEXKUT OrpaHUYEeHUE
MOCTYTIJIEHUSI aMUHOKMCIIOT, 0OMEH KOTOPBIX HapyIieH. s
5TOTO Ha3HAYaOT HU3KOOEJIKOBYIO TUETY COTJIACHO (DM3MOJIOTH-~
YeCKUM NoTpedHOCTIM. BocnonHeHue O6enka (MCTOUHUKA He3a-
MEHUMBIX aMUHOKMCJIOT) OCYIIECTBIISIETCS IMTyTEeM Ha3HauYCHUST
CreaJu3UPOBAHHBIX MTPOAYKTOB MUTAHUS, HE COMEPKALINX
MAaTOTEHETUUYECKY 3HAYMMBIX aMUHOKMCJIOT W MO3BOISIIOIINX
peOCHKY pacTu M pa3BUBAThCS.

[IpoBeneHHoe uccaen0BaHUE TOKA3aJ0 BBICOKYIO KJIMHUYE-
CKY10 3¢ (PEeKTUBHOCTb U MEPEHOCUMOCTD CHELUaJTu3UPOBaH-
HBIX MPOAYKTOB I€TCKOTO TMETUYECKOTO JIeUeOHOro MUTaHU ST
MMA/PA Anamukc Undant, MSUD Anamukc MHbanT u GA1
AHamukc MH(DaHT, 4TO BbIPaXaJoCh B CHUXKEHUU YPOBHSI CIIell-
UpUIECKUX ONOXUMHUIYECKUX METAOOJIMTOB, 00J1a1al0IINX HEUPO-
TOKCHYECKUM AelicTBreM. Ha mpoTsKeHnr BCero ucciaeIoBaHu st
HE 3apeTUCTPUPOBAHO HU OTHOTO CJIy4asi pa3BUTH I HEXKeIaTeIb-
HBIX SIBJICHUI ¥ JOCPOYHOTO TIPEeKpallcHU S NCCIIeIOBaHMS.

Boiee Toro, GblJla MOKa3aHa BbICOKAS YIOBJIETBOPEHHOCTh
ITPOBOAMMOI1 Tepamnneit Kak CoO CTOPOHBI pOAUTENICH (3aKOHHBIX
MpencTaBUTENIe) pebeHKa, TaK M CO CTOPOHBI Bpadeid.

TakuM o6pa3oM, MPOAYKTHI AETCKOTO TUETUYECKOTO Jieueo-
Horo nutaHust MMA/PA Anamukc Mubant, MSUD AHaMmukc
Nudant u GA1 Anamuke MHMaHT MOTHOCTBIO COOTBETCTBYIOT
TpeOOBaHUSIM K TMETOTepANIUy MUTaHU S OOJIbHBIX IETEM, CTpaaa-
IOIIMX HACJEACTBEHHBIMU HAPYILIEHUSIMU OOMEHa aMUHOKUCJIOT/
OpPraHMYeCKUX KUCIOT, U MOTYT ObITh PEKOMEHIOBAaHBI IJIST UX
neueHus. [l

Wccnenosanne npoBeAeHo npu nogaepxke komnanum Nutricia.
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