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obulecTBa MeANLUMHCKMX reHeTUKOB 19-23 mas 2015 T.

KonnektuB  pa6oyeir  rpynnbl:  Hay4yHoO-MUcCnefoBaTeNlbCKUil  KNMHUYECKNIA
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Poccum (a.M.H., npod. [1.B. Hosukos, A.M.H. E.A. Hwukonaesa), ®IrbHY
«HayuHbIA UeHTp 340poBbsa AeTeit» (4neH-kopp. PAH, npod. /1.C. HamasoBa-
BapaHoBa, A4.M.H., npod. T.3. boposuk, K.M.H. T.B. bywlyesa, A4.M.H., npod. J/1.M.
Ky3eHkoBa, K.M.H. H.I'. 3BoHKoBa), PIBHY «MeanKo-reHeTUYeCcKnin HayuyHbliA
ueHTp» (4.M.H. npod. C.N. Kyues, a.m.H. E.FO. 3axapoBa). PI'BY «Poccuiickas
AeTcKas KNMHM4Yeckas 6onbHULa» MuH3gpasa Poccum (4.m.H. C.B. Muxaiinosa).

ABTOpbl  MOATBEPXKAAOT  OTCYTCTBME  (PUHAHCOBON  MOAAEPXKKWU/KOH(MKTA
NHTEPECOB, KOTOPbI He06X0AMMO 06HapPO40BaTb.
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METOAOJ10I A

MeToapbl, MNCIMOJIb30BaHHbIE anAd cbopa/cenekumm JOKa3aTe/1bCTB.

KnunHnyeckne MeToamMyeckmne pekoMeHaaumumn cocTaBeHbl Ha OCHOBE METOA0/10r MK
SIGN (Scottish Intercollegiate Guideline Network; URL.: http://www.sign.ac.uk).
[loKaszaTenbHON 6a30i AN peKoMeHdaumin ABnsTCs nyb6nnkauuy, sowejlive B
MEDLINE, EMBASE, ORPHANET, KoxpaHOBCKyt0 616/11oTeKy, 6a3y AaHHbIX
OMIM. bbbl  UCNONb30BaHbl  WHTEPHET  JaHHble, MpeACTaB/ieHHble Ha
mexayHapofHbix (http://newenglandconsortium.org) “ HauMOHabHbIX caiTax
00LIEeCTB pefknx 60Me3He U OOLECTBEHHbIX OpraHu3auuin. 'nybuHa noucka
coctaBuna ¢ 1994 no 2014 rr.

MeToabl, UCMO/b30BaHHbIE /19 OLIEHKW KayecTBa M CWU/bl AOKA3aTe/IbCTB.

OueHKa 3Ha4YMMOCTM B COOTBETCTBUMN C PEMTMHIOBOM CXEMOW A5 OLUEHKM CUNbI
PeKOMeHJauMiA: Ka4eCTBEHHO NPOBEAEHHbIE MeTa-aHa/IM3bl, CUCTEMATUYECKNE VNN
PaHAOMU3NPOBAHHbIE  KOHTPOMMPYEMbIE  WCCMEAOBaHUSA C  HU3KAM  PUCKOM
CUCTEMATUYECKMX OLUMOOK; BbICOKOKAYECTBEHHbIE CUCTEMATUYeCKne 0630pbl
nccnefoBaHnm C/ly4ar-KOHTPO/Ib NIn KOTOPTHbIX nccnenoBaHuiA;
BbICOKOKAYeCTBEHHble 0030pbl UCC/EA0BaHUIA CyYali-KOHTPO/Ib UIN KOTOPTHbIX
NCCNeAoBaHNA C  OYeHb HU3KUM  PUCKOM  3PMEKTOB CMeLUMBaHUS  WUn
CUCTEMATUYECKNX OLLUMOOK N CpeaHen BEPOATHOCTbLIO MPUYMHHON B3aMOCBA3N. B
COOTBETCTBUWN C YPOBHEM [0Ka3aTe/bHOCTM (Ka4yecTBO [0Ka3aTe/lbCTB, Tabnmua 1)
Mo XOAY W3/I0XEHNS TeKCTa NpeAcTaBieHa CTerneHb CU/bl peKoMeHgaumin (Tabnuua
2). [Ana OuUeHKM KayecTBa, CWMbl [A0OKas3aTenbCTB UM (POPMYMPOBaHMS
pPeKoMeHJauMiA UCMosb30Ba/ICA KOHCEHCYC 3KCNepTOB.

HankaTopbl fobpokadvecTBeHHOW npakTukn (Good Practice Points, GPPs)
6asnpoBaMCb Ha K/MHUYECKOM ONbiTe paboyvelr rpynnbl Mo paspaboTke
PEKOMEHaLNIA.

OKOHOMUYECKMIA aHaM3 M nybnMkKaummM no  (papMako3KOHOMUKe He
aHanmM3nposancb. Banngmsaumsa pekomeHpaumini 6asmpoBaniacb Ha BHYTPEHHEN

9KCMEPTHOW  oueHKe.  KOMMeHTapuu,  MNOMy4YeHHble  OT  3KCMepTOB,



CMUCTEMATM3MPOBA/IUCL M 0BCYXXAaNUCh NpefceAaTeneM U yneHaMu paboueit

rpynnbl. MpoeKT peKoMeHaaLuiA 6bin PeLeH3POoBaH HE3aBUCMbIMI 3KCMEPTaMMU.

Tabnuua 1. Mpagaums ypoBHS 10Ka3aTe/lbHOCTM

YpoBeHb
foKasartesib-
HOCTU

Twun
[l0Ka3aTenbCTB

[lokasaTenbcTBa  MOJyYeHbl B pe3ynbTaTe  MeTa-aHa/in3a
60/bLLIOTO yncna XOpOLLIO CMJTAHNPOBAHHbIX
PaHAOMM3POBAHHbIX UCC/E0BaHIA.

PaHAOMU3NPOBaHHbIE  WCCNEAOBAHUS  C HU3KAM  YPOBHEM
NIOXKHOMO3UTUBHbIX U TOXXHOHETATUBHbIX OLLVGOK.

J10Ka3aTenbCTBa OCHOBaHbl Ha pesynbTaTax He MeHee O/HOrOo
XOPOLLO CMIaHUPOBAHHOIO PaHAOMU3VMPOBAHHOTO VCC/EA0BaHMS.
PaHAOMW3NPOBaHHbIE  WUCCMEJOBAHMA  C BbICOKUM  YPOBHEM
NOXXHOMO3UTUBHbIX U TOXXHOHETATUBHbIX OLLVGOK.

[loKasaTenbcTBa OCHOBaHbl Ha pe3y/bTaTax XOPOLLO
CMNNaHMPOBaHHbIX  HEpPaHAOMMU3MPOBAHHbIX  MCCNefoBaHWUIA.
KOHTponupyemble MCCMeaoBaHUs C OAHOW rpynnoli 60MbHbIX,
MCCNe0BaHMSA C FPYNNOIA UCTOPUYECKOTO KOHTPONS U T.1.

JloKa3aTeNbCTBa MoyYeHbl B Pe3yNbTaTe HepaHA0MU3NPOBaAHHbIX
NccneoBaHWn.  Henpsivble  CPaBHUTENbHbIE,  OMUCATENbHO
KOPENNALUMOHHbIE MCCME0BaHNS W UCCNEA0BAHUS KMHUYECKMX
CyYaes.

\Y

[loKasaTenbCcTBa  OCHOBaHb Ha KMMHUYECKMX  Clyvasx
1 Npumepax.

Tabnuua 2. Mpagaumsa cTeneHn Cunbl PeKoMeHaumnm

CTteneHb [pagaymsa

A [oka3aTtensCcTBo | ypOBHA WAN YCTOMYMBLIE MHOIOYMC/IEHHbIE
faHHble 11, 111 vnn 1V ypoBHA goKa3aTelbHOCTH.

B Jokaszatensctsa Il, 111 nam 1V ypoBHA, cuMTaroLmecs B LiesioM
YCTONYMBLIMU JaHHbIMW,

C Jokasatensctea I, [1ll, 1V ypoBHA, HO JaHHble B Lie/IOM
HeyCToNYuMBbIe.

D Cnabble nnm HecucTemaTnyeckmne aMnupuyeckme

[AOKa3aTebCTBa.




[lns OKOHYaTENbHOM peaaKLUyn 1 KOHTPO/S KauecTBa PeKOMeHJaL UM Gbinn
MOBTOPHO MPOPELeH3MPOBaHbI YieHaMK paboyeit rpynnbl, KOTOpble NPULLAN K
BbIBOAY, YTO BCE 3aMeYaHMsi U KOMMEHTapuUU MPUHSATbI BO BHWMaHWE, PUCK

CMUCTEMATUYECKMX OLLUMBOK NpW pa3paboTke peKOMeHAALWIA CBEAEH K MUHUMYMY.
OMPEAENTIEHWE

3oBanepnaHoBas aungemus (aumpypus) — HacnefCTBEHHOe 3abo/neBaHue
M3 rpynnbl OpraHNYecknX aumaemuia, 06ycroB/ieHHOe LeuUMTOM W30BaIepuI-
KOA gervaporeHasbl, y4acTBYHOLLEN B 0OMEHE NenumnHa.
KOA MKB-10 E71.1 - Opyrue Buabl HapylueHMs 06MeHa aMUHOKMCNOT C
Pa3BETB/IEHHOW LiENbHO.

AMNAEMNONIOTI A

3aboneBaHve BCTpeyaeTCAd B pasMYHbLIX nonynaumsax. Yactota cpegu
HOBOPOXXJEeHHbLIX B cTpaHax EBponbl u CLUA no pasHbIM AaHHbIM COCTaBnseT
1:60000 - 1:150000. B Poccuiickoin Pepepaumy yactoTa 3abo/eBaHUSi He

onpefeneHa.
ATNONOINA

3oBanepnaHoBas aumgemmus obycnosneHa MyTtaumsmm  reHa VD,
KoaupyroLero msosanepus-KoA perngporeHasy, Kotopas y4vacTByeT B 0OMeHe
neumHa v nepesoauT mnsosanepunn-KoA B 3-mMeTunkpotoHun-KoA. Jlokanmsaums
reHa IVD - 15q13-g15. Twun HacnefoBaHUsi 3ab0neBaHUS - ayTOCOMHO-

PELLECCUBHbIIA.
MATOIEHES3

OepununT nsosanepun-KoA aermaporeHasbl BeAeT K 6/10KMpoBaHMIO 06MeHa
neiiuMHa Ha ypoBHe nepexofda wuzoBanepun-KoA B 3-MeTUNKpoTOHWUI-KOA. B
pesynibTate B TKaHAX W OUONOrMYECKUX >KMAKOCTAX MPOUCXOAUT HaKoMIeHue
OpraHnYecknUx KWUCNOT - K30BaslepraHoBOM, 3-TMAPOKCUM30BaSIEPUAHOBON, YTO
OKa3bIBaeT TOKCMYECKOE AelCTBMe, rMaBHbIM 06pa3oM, Ha LIHC, neyeHb, KOCTHbIN
MO3r, 00YC/OB/IMBaET pas3BUTUE TSKEIOro MeTabo/IMyecKoro KeTtoauuaosa,

BTOpMHHOVI rmnepaMmmoHmneEMnI, runeprinumHEMnA, TUMNorMnKeEMnNA. Cneanctemem



BbICOKOM MOYEYHOW IKCKPeLun W30BaNiepuKapHUTUHA CHYXUT BTOpPUYHaS

HeoCTaTOYHOCTb KapHUTMHA (PUCYHOK 1).

| Benok pauuona | | TkaHeBble 6enku
| neﬁuMH | /
TPaHCAMUHUPOBAHNE = = = = = = = = = = = = = = = = = -> M3oBanepuaHoBas KucnoTa
v V130BanepunranLmH
0-KETON30KANpPOHOBas 3-ruapoKcMnU3oBanepuaHoBas Kucnota
Kkucnora 4-TMPOKCUM30BASIEPUAHOBAA KUCIOTA

[LernaporeHasHblii Mes3akoHoBas KucnoTa

KOMMJIEKC KETOKMCNOT C MeTW"ﬂHTaPHaﬂ Kucnota
pasBeTBAeHHO Uenblo ~ ~ ~ T T T TTTTTTT > M130BaNepurItoKypoHng
(BCKAD) W3oBsaniepunrnyramar
\ 4 M3oBanepuncapkosvH
I/IaoBanepmn—KoA 3-FVIApOKCVIVI30I’eI1TaHOBaFI Kucnota

W30BanepnkapHUTUH
M3oBanepnn-KoA fernaporeHas’a - - - - - — - - - — — - - —— — - -
I 3-MeTUNKPOTOHOBas KMUCAoTa
| 3-MeTUNKpOTOHUN-KOA | I:> 3-METUNKPOTOHUAT IMLMH
A 3-r1ppoKcMn3oBaneprnaHoBas KcioTa
3-METUNKPOTOHUN-KOA - o o o oo
kapbokcunasa
:> 3-MeTUNrNI0TaKoHOBasA KucioTa
3-METAIOTaKoHW-KOA 3-MeTUNKrNyTapoBas KUCNoTa
3-MeTUNTNYTapUIKapPHUTUH
3-MEeTUNIMIIOTAKOHWA-  _ _ _ _ _ o ______
KoA rngpartasa
3-ruapokcu-3- | 3-rugpokeu-3-metunrnytapun-KoA | |:> 3-rnapoKcK-3-MeTUNryTapoBas KucaoTa
METUArNYTAPUN-KOA o o e e e e e e e e e e e - -
Nnasa « - 3-ruppokcn-3-metunrnytapun-KoA

peaykTaza

| MeBanioHOBas KucnoTa |

T MeBanoHONAKTOH
AueTin-KoA
XonectepuH

Puc.l Cxema mMeTabONMYeCKMX MPOLECCOB, NMPUBOAALMX K PasBUTUIO Pas3/IMYHbIX BapvaHTOB
130Ba1IEPMAHOBO  aumaeMun:  Metabonmnyeckue OM0KN BbifeneHbl ronyobIM  LIBETOM,
naTonornyeckme MeTabonmTbl BblAe1EHb! 4BOMHON PaMKOA.

KJTACCNOPUNKALNA

BblAensaoT  [Be  KAMHUYEeCKMe opMbl  3a60/MEBaHUS -  OCTPYHO

HeoHaTas/IbHYyH0 (Y 60-70% 60MbHbIX) U XPOHUYECKYHD UHTEPMUTTUPYHOLLYIO.
KIIMHNYECKAA KAPTUHA

B 60/bLUMHCTBE CNyyaeB 3ab0neBaHMe MPOTEKAET C TSHKENbIMU Kpu3amu.
MeTabonmMyecKnin Kpu3 npoBoumMpyeTcs (hakTopamu, BefyLUMMM K YCUIEHUIO
MpoLeccoB  Katabonmama: WHTEPKYPPEHTHble  MHMEKUMKW,  XMPYPrnYecKoe

BMeLLaTeNbCTBO, NMPuem 60/bLLMX KonnyecTs 6esnka (D).
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OcTpass HeoHaTa/lbHasi (Popma XapakTepusyeTcsi MaHudecTaumen Ha
MepBOV Hefene >XMU3HW: YropHas pBOTa, 0TKa3 OT efbl, CHKEHNe Macchl Tesa,
pesKas BANOCTb, COHNMBOCTb, NeTaprug, yrdeteHne LUIHC, cypoporn. XapakTepeH
HeoObIYHbIA 3anax MoYM TUMa «MOTHLIX HOM» WK «Cblpa». 3abonesaHue
npoTekaeT Tskeno 1y 30% aeteil NPUBOAUT K NeTa/lbHOMY UCXOAY.

XpOHMYecKas WHTepMUTTUPYHOLWaa dopma 60ne3HN oTanyaeTca 6onee
no3aHein MaHudgecTaument oT 2-HeaenbHOro Bospacta Ao 2 net. OHa NPOTeKaeT C
yepefoBaHMEM  aCMMNTOMHbIX MEPUOAOB M KETOauMAOTUYECKMX  KPU30B
PasIMYHOM CTEMNeHU TSHKECTU, COMPOBOXAAIOLLMXCA PBOTON, neTapruein. C
BO3PacTOM KOJIMYECTBO KPM30B, KaK MpaBuio, CHUMXaeTcd. B pefgkmx cnyyasx
3a60/1eBaHME He MeET BbIpaXXeHHOro npucTynoobpasHoro TeveHms (D-C).

Ans  GoNblUMHCTBA feTeil CTapllero BO3pacTa, He  MOMy4YMBLUMX
CBOEBPEMEHHOIO JleYeHWs, XapaKTepHa YMCTBEHHAast OTCTa/IoCTb B COYeTaHMM C
CUMMTOMATMYECKOIN 3rmnerncuein n apyrumm HeBPOIOrMYECKUMI PacCTPOMCTBaMK,
BO3MOXXHbI KpoBou3nnaHusa B mo3r (C).

Mo>keT Habno4aTbCsa OCTPbIA MaHKpeaTuT, TyOynspHasa AUCHYHKUMA MO
TMny cuHapoma e ToHu-[lebpe—PaHKOHN.

B nepvofgbl MeTaboNMuYeckoro Kpusa Yy [AeTer BbIABNAKOT  TSHXKeNblM
KeToaunaos W TUNePrivMuMHEMUIO, MOTYT OTMe4yaTbCA aHeMus, JIeNKo- U
TPOMOOUMTONEHNS, TUMEPAMMOHMEMUA W TUMNOrnMKemMns. B KpoBM  pesko
MOBBILLEHO cofiepXkaHune n3oBanepunkapHuTHa (C5), B Moye — n3oBasiepuaHoBOM,

3- 1 4-rapoKCcMn30BaNepUaHoBOi KCIOT U M30BaNepUNTIMLMHA.
OVNATHOCTUMNKA

[varHoctmka M30BasiepraHOBOM  auuMaypuMm  OCHOBaHa Ha  aHaiuse
POLOC/NOBHOM, OLEHKE aHHbIX aHaMHE3a, KIMHUYECKMX NPOSAB/IEHNIA, pe3yibTaTax
aHaM3a CoAepKaHWs B KpPoBM  um3oBanepunkapHutuHa (C5) ©  ravuuHa,
onpesaeneHnn MoYeyHoMn 3KCKpeuun N30Ba/1epUaHoOBOiA,
rMAPOKCUN30BaA/IEPUAHOBOW KMUC/IOT U U30BASIEPUTIMLMHA.

OCHOBHbIMM mMeToLamu MOATBEPXKAEHNA  [AMarHosa  ABMSKOTCA

ObMoxummnyeckme  MeTofbl:  TaHAeMHas  macc-cnektpometpusa  (MC/MC),



aMUHOKMCNOTHBIN aHanu3, rasoBas XpomaTorpadmsi-macc-cnektpometpus (B).
[na noaTBepXXAeHUs [uarHosa UM MeAMKO-TeHETUYECKOrO KOHCY/IbTMPOBaHUA
NpPOBOAMTCS MONEKYNApHoe muccnegosaHue reHa 1IVD (C).

O6cnefoBaHMIO Ha M30Ba/IEPMaHOBYHO auMaypuio MOAJMEXaT CcreaytoLne
rpynnbl LeTei:

- [IeTK NIKOBOro Bo3pacTa U3 CeMeit, MMERLLMX 60/MbHbIX C AaHHbIM 3a60/1eBaHEM
(B NepBYyto 0Yepeb, 6paTbsa 1 CECTPbI 6O/LHOTIO);

- [IeTN MePBbIX Hefeslb U MeCALEB XWU3HK, Y KOTOPbIX MOC/e HEKOTOPOro nepuoja
(MHOTr4a OYeHb KOPOTKOrO, B TEYEHME HECKO/IbKUX CYTOK) YA0B/IETBOPUTENLHOIO
COCTOSIHMSI MOSBU/INCL PBOTA, OTKa3 OT efpbl, JIeTaprus, rMnoToOHWUSA, CyA0poru,
KOMa, MeTabo/IM4eCcKmnin aumnio3, KETOHYpUs;

- [etn moboro Bo3pacta C MNOBTOPHbIMK  MPUCTYNamn pPBOTbI, BAMNOCTY,
COH/INBOCTW, TMMOTOHWUW, KETOALNA033;

- [eTn, oTCTalolime B MCUXOMOTOPHOM pPasBUTUW, C 3MNWIENCUIA, HapyLUeHWEM
MbILLEYHOr0 TOHYCa, KPOBOM3MMAHWAMM B MO3r, TYOYNApHOW AUCHYHKUMEN,
OCTPbIM MaHKPeaTUTOM.

[N ycTaHoBNeHMA AuarHosa v3oBasiepuaHoBOM auuaypun y nauueHToB C
KIMHUYECKMMMN CUMMTOMaMK 3ab0/1eBaHNA CreuugnyecKumMmn anarHoCTUYECKMMU
Tectamu criegyeT cunTarth:

- KONIMYECTBEHHOE onpefeneHne nsosanepunkapHutHa (C5) B kposu (B);
-KO/IMYEeCTBEHHOe OMnpefenieHe U30BasiepyaHoBoi, 3-rMapPOKCMM30BaIepraHoBOM
KWCMOT U U30BaNepunranumHa B moye (B);

- BbIsiB/IeHMe MyTaumi B reHe 1VD (C);

- OnpefeneHve akTUBHOCTY (PepMeHTa B Ky bType hmbpobnactos (D);

- NaKTaTaumaos, ketoaumaos, runepammoHemums (C).

Buoxnmuyeckre MeToAbl AMarHoCTUKN

MeToaom TaHaemMHoi macc-cnekTpomeTpun (MC/MC) B nnasme KpoBu, B
MATHAX BbICYLLIEHHOW KPOBW ONPeAenstoT KOHUEHTPauuo amMmHOKMCIOT W
aunIKapHUTMHOB. [Npu M30BaNlepMaHOBOA auuaeM1Un HabMoAaeTCA MOBbILLEHNE

KOHUeHTpaumn C5 (M30BanepuiKapHUTUHA), KOTOPbIA 0ObIYHO MpeBbIAeT 2
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MKMosb/n (Hopma ao 0,4-0,6 B 3aBMCMMOCTM OT BO3pacTa), 4YacTO MOBbILUEHbI
cooTHoLeHne C5/C2 1 ypoBeHb rnumHa.

AMVHOKWUCNOTHbBIA aHannM3. Y MHOrMMX MauuMeHToB B KPOBM WU MOuYe
YBE/IMYEHO COoAepXXaHue ravumHa. OfHaKo 37O He ABMAETCA CreuupUUHbIM Y
MOXeT HabntoAaTbCs NPU APYrux HacneACTBEHHbIX HapyLLEHNAX 06MeHa BELLEeCTB.

MeTogamun rasoBoll xpomaTorpaduu U Macc-CneKTPOMETPUM B Moue
MauMeHTOB  BbIAB/AOT  MOBbILWIEHME  KOHLUEHTpauum M30BasiepuaHoBon, 3-
rMAPOKCMM30BANIEPNAHOBOM KUCIOT U N30BaNiepunravymHa. Kpome toro, B Moye
MOTrYT NPUCYTCTBOBAaTb 3-TMAPOKCMMacNAHas, 3-rMapoKcumsomacnsaHas, 2-MeTu-
3-rMapoKcnmacsfHas KMCNoTbl, OTpaxXaroLLMe COCTOSHNE KeTo3a.

MonekynsapHO-reHe TUYecKne MeTOoApbl

C NomOLLbH0 CTaHAAPTHBIX MOJIEKYNAPHO-TEHETUYECKUX METOLOB MPOBOAAT
nccnefosaHve reHa IVD, OTBETCTBEHHOrO 3a pasBUTWE W30Ba/IepPaHOBOM
aungemun. MposegeHve AHK-anarHOCTUKK CTPOro rnokasaHo A/ NpeHaTa/lbHOM
NN NPenMnIaHTaLMOHHOW ANarHOCTUKMN.

OngpepeHumanbHas  AMarHOCTUKA  MPOBOAMTCA C  TUMOKCUYECKUMMMU
MOPaXKEHNAMM  HEPBHOW  CUCTEMbl,  BHYTPUYTPOOHLIMW  UHMDEKLMAMY,
MOCTBaKUNHa/IbHBIMU OC/TOXXHEHWUAMMW, HaCNeACTBEHHbIMU HapyLleHUsAMU 0bmeHa
BELLEeCTB, B YaCTHOCTW C APYrMMM (hopmMaMu OpraHu4Yeckux auugypui un c

fetheKTaMy LMK/ CUHTE3a MOYEBUHBI.
MPUMEPBbI ®OPMYJTMPOBKI ANATHO30B

- I3oBanepuraHoBas auuaypus
- I3oBanepmaHoBas aumaemms
- HapylweHuns obmeHa aMUHOKMCNOT C pa3BeTB/IEHHON Lenbio (M30BasiepruaHoBas
auunaemms)
JIEHEHUNE

CTparterua neyeHmsi 6O/bHbIX 3aK/OYAeTCA B CHMDKEHMU 06pa3oBaHuA
TOKCUYHbBIX MeTaboNMTOB felunHa, NpeaynpexaeHnn pasBuTUS KeToaumnaosa,
rmnepaMMOHMEMUM, TOKCUYECKOro MOpaXKeHWs TKaHelW rO/0BHOIO Mo3ra W

BHYTPEHHUX OPraHoOB C 0GEecrneyeHneM MpoLEcCOB aHabonn3mMa, HOPMasbHOro
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pocTa M HYTPUTMBHOIO CcTaTyca AeTeil. TakTuka JieyeHWs OCHOBaHa Ha
CreyroLLMX NPUHLMNAX.

Mpy NofO3peHNM Ha HacneACTBEHHOe HapyLUeHWe 0bMeHa aMUHOKUC/IOT K
OpPraHMYyecKnx KUCMOT HauMHaTb AUETUYECKOE NleYeHre HeobXo4MMO cpasy nocne
B3ATUS aHa/IM30B, HE A0XWMAAACb UX pe3ynbTartoB. [0 MofyvyeHUs pesynbTaTos,
NOATBEPXKAAOWMX  MeTabosmyeckoe  3abofieBaHue,  CnefyeT  OrpaHU4YMTb
nocTynsieHne 6enka: ANnd fAeTell MepBOro MNOMAYroAvs >KU3HU — TpyAHoe
BCKapM/MBaHve WM BCKaPMINBaHWE LETCKUMW MOJIOYHBbIMU CMECAMU C HU3KUM
cogepxaHvem 6enka (1,2 -1,3 r/100 mn BOCCTaHOBMEHHOTO NpoAyKTa). [Ans aeTen
cTapwe 6 MecCsUEB - WCK/OYEHME BbICOKOOE/IKOBbLIX MPOAYKTOB (MsCO, TBOPOr,
pbl6a) 13 pawmoHa.

Mocne nNOATBEPXKAEHUA AMarHo3a TaKTWKa JIeYeHUs OCHOBaHa Ha
CriefyroLMX NpUHUMNax:

- OrpaHuyeHre NOCTYNIeHNS NerUnHa ¢ NULWERn 40 MUHUMabHON NOTPEOHOCTY;

- obecneyeHne QU3NONOTNYECKOM MOTPEOHOCTM B APYrMX aMUHOKUCIOTaxX W
HeoOXOAUMbIX HYTPUEHTax AN1d NpeaynpexaeHns Ux HeaocTaToOuHOCTU U
noagepXxaHna aHabonnsma;

- Ha3Ha4eHWe NIeBOKAPHUTMHA N TIMLUUHA A4N19 YCUIEHUS CBA3bIBaHWUA TOKCUYHOIO
N30BasIepuN-paguKana;

- KOPPeKLUs BTOPUYHON KaPHUTUHOBOW HEAOCTaTOYHOCTH;

- CK/HOYEHME TO/I0faHNA, NpeaynpexaeHne akTeaummn npoLeccoB Katabonmama;
- KOHTPO/MPOBaHWe KUC/IOTHO-OCHOBHOIO COCTOSIHUA KPOBW, MpefoTBpaLleHune
pasBUTUS aumao3a, Nojaep>kaHne BOAHOro 6anaHca;

- YCU/IEHWE Tepanuun B Nepuo MeTabosIMyeckoro Kpusa.

OCHOBHbIMM ~ KOMIMOHEHTaMW  KOMMJIEKCA JiIeYeHUs OO0/IbHbIX  CNyXKaT
HM3K06e/IKoBasA AMeToTepanus, npenaparbl 1EBOKAPHUTMHA U TULMHA. Tepanuio
[OMNOMHAKT  Ha3HayeHWeM  BWUTaMMHOB  rpynnbl B, N0  nokasaHuam

adHTUKOHBY/bCAHTOB, CUMIMTOMaTN4ECKNX CPEACTB.
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OCHOBHbIE NPUHLMNbI ANETUYECKOrO NIEYEHMS:
- CTpOroe orpaHu4yeHne 6efika HaTypasibHbIX MULLEBLIX MPOAYKTOB C LENbH
CBefleHUs1 K He06X0AMMOMY MUHUMYMY MOCTYN/IEHNE B OPraHn3m aMUHOKUCNOTbI
nevumHa. [ns aetert NepBoro NOAYroAmsa XM3HN orpaHUYeHne pacnpocTpaHseTcs
Ha MaTepuMHCKOe MOJIOKO WM LETCKMe MOJSIOYHbIE WM COeBble CMeCu, AN1s AeTen
BTOPOro Monyroausi XW3HWM —  3anpeT Ha BBEAEHVWE B KayecTBe MNpMKopMa
BbICOKOOE/IKOBbIX MPOAYKTOB (MfACa, Pblbbl, TBOPOra, AW, MOJIOYHbIX MPOAYKTOB
6060BbIX U T.4.), 4719 NaUMEHTOB CTapLle O4HOr0 roga — CTPOrve orpaHUYeHns B
1CMO0/b30BaHUM BbICOKOGENKOBbIX NPOAYKTOB;
- 00nA3aTenibHas KoMneHcauus fdemumta 6efika 3a CYeT Creumann3npoBaHHbIX
CMeceil Ha OCHOBE aMWUHOKMCNOT, COOTBETCTBYHOLMX BO3PACTHLIM MOTPEOHOCTAM
pebeHKa B OCHOBHbIX [MMWLLEBLIX BELLECTBAX W 3HEPIUMW, HO HE COAepXKaLmx
neriumH. B Havane neveHns v B nepmof MeTabo/IMYeCKMX KPU30B B TeUeHue 24 —
72 4acoB (He 60see!) McCnonb3oBaTb TOMbKO CreUMaIN3MPOBaHHYHO CMECh
aMWUHOKMCIOT;
- C Uefiblo MofjepXaHus NpoLeccoB aHabonmMsma M npefoTBpaLLEHNs pasBUTKUS
npoueccoB KaTabonmsama obecnevyeHne AOCTaTOYHOWM 3SHEPreTUYEecKOW LIEHHOCTU
paunoHa B OCHOBHOM 3a CYeT Yr/1eBO/0B;
- B Ka4yecTBe MCTOYHMKA XXuUpa NpeanovTuTeslbHee MCNob30BaTbh PacTUTESbHbIE
macna, CoepaLlue nosiMHeHachILLEHHbIE XXUPHbIE KUCOTbI (parncoBoe, IbHAHOE,
0/IMBKOBOE, MOACO/IHEYHOE 1 Ap.);
- 06ecneynTb NalmeHTa 4oCTaTouyHbIM KOMIMYECTBOM XXUAKOCTY;
- obecneunTb ApobHble KOpMeHMS 6e3 ANUTENbHbIX HOYHbLIX MEepepbIBOB BO
n36exaHve ronofaHuns, 0CO6eHHO y eTei rpyAHOro U paHHero Bo3pacTa;
- Nncuxonornyeckas nopamep>kka 1 obyyeHne poauTeneid npasuiaMm opraHm3aumum
MOMOLUM W AMeToTepany B MEXMPUCTYMHbIA Nepuog 1M B Mepuog Yrposbl
MeTab0/IM4ecKoro Kpusa;
- Yy poauTenein pebeHka 1 npu pebeHke BCeraa Ao/MKHa ObITb NaMSATKa C YKa3aHUEM
HEOT/IOXKHbIX MepornpuAaTUiA B Mepuog Yrposbl M pasButus MeTabosimMyeckoro

Kpw3a.
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B MeXXnpucTynHbIA Nepuos [AMeTOoTepanus OCYLWecTBNsSeTCS B
COOTBETCTBMU C BbILLEONMUCAHHbLIMW NPUHLMNAMMW:
- 06WMin 6enoK neyebHOro paumoHa paccUMTbIBAETCA MCXOAS M3 BO3PACTHbIX
notpebHocTter pebeHka (MP  2.3.1.2432-08 HopMmbl  (DM310ONOrMHECKNX
MOTPeOHOCTE B 3HEPIrMM U MNULLEBLIX BeLeCcTBax A1A Pas/IMyHbIX [Pynn
HaceneHusi Poccuiickoin ®egepaumu; (Tabnuubl 3-4), a Takke C Y4YeTOM
TONIEPAHTHOCTN MauueHTa K 6enKy B 3aBUCUMOCTU OT (POPMbl 3ab0/1eBaHUA ©
TSHKECTU ero TeveHus;
- KBOTa 6efika HaTypa/lbHbIX MPOAYKTOB Ha3HA4aeTcs C Y4eTOM MWUHMMaSIbHOM
NoTPebHOCTM B NaTOreHeTMYeCcKM 3Ha4YMMOW aMUHOKMUCNOTE — NeiunHe (Tabnuua
5);
- PeKOMeHZyeTCcAa M0/b30BaTbCs OAHMMM  CMpPaBOYHbIMKM  MaTepuasamn o
XUMUYECKOMY COCTaBy MNPOAYKTOB, TaK KaK B pPa3HbIX CMpPaBOYHWMKAX [AaHHble
MOrYT OT/INYaThCS;
- MOBbILEHHAA MOTPEOHOCTb B MMULMHE U KapPHUTWHE YAOBNETBOPAETCH 3a CUeT
crewLmanM3npoBaHHOro NPoAyKTa 1 MeAnKamMeHTO3HbIX npenaparos (Tabivua 5);
- MPOTMBOMOKA3aHO WCMO/Ib30BaHMe MpenapaTtoB OEH30MHON KUCMOTbl K eé
MPOU3BOAHBIX, CAIMUMNIATOB, B T.4. aCMNUPUHA;
- cnepyet usberatb NOTPe6NeHUsS MPOAYKTOB, B KOTOPbIX B Ka4yecTBe MULLEBbLIX
006aBOK (KOHCEpPBaHTOB) MPUCYTCTBYHOT OeH30iMHasa kucnota (E210) n eé
npounssogHble (E209, E211-E219);
- C Lefiblo KOMMeHcaumm fedmumTa 6enka UCnonb3ytoTcs creunann3npoBaHHble

MPOAYKTbl Ha OCHOBE aMUHOKMCNOT 6e3 neiumHa (Tabnumua 6).

Tabnuua 3. CpeiHeCYTOUHbIE HOPMbI MOTPEBHOCTEN B OCHOBHbIX MALLEBLIX

BELLIECTBAX W 3HEPrUN A1 AeTel NepBOro roAa Xu3Hu (Ha Kr Maccbl Tena)

Bospact SHeprud benok XKunpsl Yrnesoabl

(mec.) Kkan/ Kr r/Kr r/Kr r/Kr

0-3 115 2,2 6,5 13
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4-6

115

2,6

6,0

13

7-12

110

2,9

5,5

13

Tabnuua 4. Hopmbl 3Mon0rnyeckort NOTPe6HOCTU B OCHOBHbIX MULLEBbIX

BELLIECTBAX W 3HEPrun ANs 30POBbIX AeTeli cTaplue roga*

Bospact SHeprua benok, XXupsbl, | Yrnesogbl,
KKaUT r/CyTKN r/CyTKu r/CyTKN
oT 1 ropa fio 2 net 1200 36 40 174
OT 2 neT Ao 3 net 1400 42 47 203
oT 340 7 net 1800 54 60 261
oT 7 fo 11 net 2100 63 70 305
oT 11 10 14 neT Ma/IbUNKM 2500 75 83 363
oT 11 8o 14 net AeBOYKMN 2300 69 77 334
oT 14 no 18 net roHOLUN 2900 87 97 421
0T 14 o 18 NneTt AeBYLLKU 2500 76 83 363

* -[Nf JeTel C N30Ba/IepuaHoBON aumaeMueii cTapLue roga notTpebneHve 6enka no CpaBHEHMIO C
yKa3aHHbIMY B Tabnuue yMeHblUuaeTcst Ha 10-25% B 3aBUCUMOCTM OT (hOPMbI 3200/1eBaHUSA, TSHXKECTU
COCTOSHWS M HYTPUTUBHOTIO CTaTyca pebeHka.

Tabnuua 5. OpmMeHTUPOBOYHASA NOTPEOHOCTL B NIEALMHE, TNULMHE N KAPHUTUHE Y

60/bHbIX M30BaNePMaHOBOI aLnaeMIEN B 3aBUCMMOCTM OT BO3pacTa

Bo3pacT 60/bHbIX

CyTouHasi MOTPEBHOCTb

NeliunH (L KapHUTUH
[eTn rpyaHoro Bospacra MI/KI mMaccol Tena
0 - 3 mec 80-150
3 -6 Mec 70-140
6 - 9 mec 60-130 150 150
9-12 mec 50-120
[Jetun ctapwe 1 roga mr/cyT
1-4roga 500-900
4 -7 net 600-900 1400 1250
7-11 net 700-900
MoapoCTKM 1 B3POC/ble mr/cyT
Jesyuwikn 11- 15 net 700-900 - -
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JeBywkn 15- 18 net 620-820 - -

KOHowwn 11- 15 net 1100-1500 - -

KOHowun 15- 18net 1100-1500 - -

Tabnuua 6. Cneynanm3npoBaHHble NPOAYKTbI HA OCHOBE aMUHOKMCOT 6e3

nenunHa*.
HanmeHoBaHue benok Knp, Yrneeojpl, | JHepretnyeckas Bospact
npoayKTa (3kB.) T r r LLeHHOCTb, KKa NPYMEHEHUS
«HyTpureH 14 -leu» 14 23 50,4 470 otrOpolr.
«HyTtpureH 20 leu» 20 18 50,3 443 crapwe 1r.
«HyTtpureH 40 leux» 40 13 31,1 401 crapwe 1r.
«HyTpuren 70 leux» 70 0 3,9 296 cTapwe 1
roga

*-MPOAYKTbl 3aPErMCTPMPOBAHBI HA TEPPUTOPUM FOCyAapcTe TamoxeHHoro Cotosa.

B Tabnuue 7 npeactaBneH CYTOYHbIA Habop NPOAYKTOB A/19 [eTei
AOLLKO/IbHOr0 BO3pacTa C M30BasiepraHoBOIN aumgemMumen.

C Uenblo YCUNeHWs CBA3bIBaHWA MeTaboNMTOB NeiuMHa U JIMKBUAALUN
KapHUTUHOBOW  HEAOCTATOYHOCTM  6O/IbHbIM  Ha3HayaloT  6osbluMe  [03bl
KapHUTMHA. PeKOMeHAYeTCAa UCMNO/b30BaTh TOIbKO L-(hopMbl KapHUTUHA (3/1bKap
30%, KapHuTeH). [leTn paHHero Bo3pacTa Nosy4yaloT KapHUTUH K3 pacyeta 100-
150 mr/kr maccbl Tefna B CyTKuM 3a 2-3 npuema, AeTn 6onee cTapLlero Bospacra -
50-80 mr/kr/cyT. CyTo4Hasa fo3a He AO/MKHa npeBbiwaTs 3 1. Tepanua NpoBoguTCA
HernpepbIBHO.

B KOMMnekc neyeHWs aeTeil BXOAMT [MUWMH, KOTOPbIA, MNOA06GHO
KapHUTKHY, 006/51afaeT CrnoCOOHOCTbID KOHBLIOrMpoBaTb [AepuBaThbl NeluUuHa ¢
obpas3oBaHMeM M30BalEpUArNLMHA. Ha nepBOM TrO4Yy >KWU3HW [03a MOXEeT
pocturate 150 mr/kr B cyTku. B 6onee crapliem BO3pacTe OHa B CpefHeMm
cocTasnfeT 60 MI/Kr Macchbl B TeHeHWe 4/IMTeNIbHOrO BPEMEHM,

LOonoNHNTeNbHO HasHayalT BUTaMUHbI rpynnbl B B BO3pacTHLIX fo3ax. 1o

MNOKa3aHAM NCNOJIb3YKOT  aHTUKOHBY/IbCAHTbI, HOOTPOMHbIE npenaparbl
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NMPUMEHAKOT C OCTOPOXXHOCTbHO BO n3oexxaHue npoBoKaunn 3INUNENTUYECKNX

MPUCTYTOB.

Tabnuua 7. MNMpUMepHbIA CYTOUHBIA HAboP NPOAYKTOB, ero XMMUYECKUiA COCTaB U
3HepreThyeckas LleHHOCTb /1 fieTel AOLIKO/IbHOrO BO3pacTa C U30Ba/lepraHOoBOi

aungemuent

MpopyKTbl KonnyecTtso, XMMMNYECKWNIA COCTaB, I OHEeproLeHHOCTb,

r(mn) 6enKkun XUPbl | Yrnesofbl | KKa

Xne6 140 1,06 3,5 84,2 378
HM3KO6ENKOBbI
XnebobynouHble 30 0,23 2,7 19,4 105
n3penns
Cyxasn CMeCb 54 0,87 1,8 50 79,3
HM3K06e/IKoBas
Bepmuwuens 13,7 0,12 0,08 11,2 47,9
HM3K06e/IKOBas
Kpyna 25 1,7
HM3K06e/IKoBas
Cyxoi 24 5,0 17,2 114
6e36€eN1KOBbI
HannToK
Macno cnMBoyHoe 20 0,1 16,5 0,16 149
Macsno TonneHoe 10 0,03 9,8 0,06 88,7
Macno 15 - 14,9 - 134,8
pacTuTenbHoe
Caxap 30 - - 29,9 113,7
BapeHbe 20 - - 14,0 56
KapTodesnb 100/70 1,4 0,28 11,4 56
KanycTa cBexas 55/44 0,79 0,05 2,1 11,9
MopKOBb 95/76 0,98 0,07 4,8 25,8
Csekna 60/48 0,72 0,05 4,32 20,2
Kabayku 25/19 0,12 0,06 1,0 4,75
Orypubl 5/4 0,03 - 0,11 0,65
Canar 10/9 0,12 - 0,18 1,4
Momugopbl 15/13 1,3 0,03 0,49 3,0
Tomar-nacra 8/7 0,35 - 1,33 7
JlyK penyatblii 5/4 0,05 - 0,32 1,45
Knoksa 10 0,05 - 0,38 2,6
Cokn 100 0,5 - 11,7 47
DpPYKTbI CBEXME 200/170 0,9 0,5 16,6 78,17
DpyKTbI Cyxune 10 0,3 - 5,05 22,7
3a cuet 9,5 70 258 1700
HaTypaJibHbIX

NPOAYKTOB NUTaHNS
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JleyeHue geTeit B nepnos MmeTaboMyeckoro Kpmsa

MeTabosimyeckne Kpusbl, Befylme K KPUTUUYECKUM, YrpOXaeMbIM >XU3HU
COCTOSiHWUAM, NPV M30BaJIepMaHOBOM auMaeMun MNPOSBASIOTCA B BUAe OCTPO
BO3HMKAIOLWLEN  3HUedasonati,  aTakcuu, NPUCTYNOB  PBOTbl,  TOHWKO-
KNOHWYeCcKuX cygopor. Kpusbl 00bIMHO MNPOBOLMPYHOTCA HEe6/1aronpusTHbIMU
(hakTOpaMun, KOTOpble OO0YCNOBNMBAKOT  YCWUEHWE MPOLECCOB  KNETOYHOro
KaTabonmnsma ¢ 06pasoBaHMEM TOKCUYHbLIX MPOU3BOAHBIX NELMHA:

- npuem 6enka W neliumHa B KONMYECTBe, MPEBbILIAKOLWEM TO/EPAHTHOCTb
opraHu3ma 60/1bHOro pebeHka;

- HefloelaHne, HMU3Kas KalopUMHOCTb PauyMoHa;

- MHTEPKYPPEHTHbIE PECMMPATOPHbIE U XKEeNYL0YHO-KULLEYHbIE NH(EKLNOHHBIE
3ab60/1eBaHuS;

- BaKUMHaums;

- (hM3MYecKas Unn NCUX0-3aMOLMOHaAIbHAS Harpyska.

PaHHMMKM  Mpu3Hakamu  MeTabo/IMYecKoro Kpusa CiyKaT — BASIOCTb,
COH/INBOCTb W/IN Pa3fpaXKMTe/IbHOCTb, 0TKa3 OT e/bl, PBOTA, HapyLUEeHMe MOXOLKW.
MosBnAlOTCA  AblXaTeNbHble  HapylleHWs, Taxukapaus.  Hesponorudveckue
paccTporcTBa MPOrpeccupyroT Br/IOTb 4O CTynopa WM KOMbl, 00YCNOBIMBas
BbICOKYO /1I€Ta/IbHOCTb. TAXECTb COCTOAHWA, rNaBHbIM 06pa3oM, OrnpeaenseTcs
BbIpaKeHHbIM MeTaboIMYeCKMM KeToalMao30M. HacTo 0TMeYaeTca rmnoriMkeMms
(okono 50%  pgetein), runepammoHMemMusi, 06e3BOXMBaHMe.  COCTOsIHME
MeTabo/IMYeCKoro Kpusa, OCOOGEHHO Yy [eTeld paHHero BO3pacTa, AB/SETCH
rnokasaHuem A7 rocnuTan3aumm m OCHOBaHWEM A1 MPOBeAEHNS UHTEHCUBHON
Tepanuu.

Mpy yrpose wan B c/lyvae pasBUTUA MeTabo/IMYECKOro Kpusa JeyeHue
AO/MKHO HauMHATLCA He3aMeanTeNbHO. SleyebHble MePONpUATUS Harpas/eHbl Ha
KynunpoBaHue NpoLieccoB Katabonmnsma, npekpatleHne 06pa3oBaHns U HAKOMIEHWS
TOKCUYHbIX OPraHNYecKuX COeAUHeHUI N BbiBEAEHME UX U3 opraHu3Ma. TakTuKa
NeYeHns JeTeil B Nepuog Kpnsa BKIKYaET KOPPEKLUIO ANeToTepanum, akTuBauuio

CBA3bIBaHNA HaKarnnBarLWKMXCA OPraHNYeCKUX KUCIOT MYTEM YBETNMYEHNA [03bl
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rmMumMHa M L-KapHWTUHA,  KOPpeKkuu  MeTabonmyeckoro  aumpaosa,
rMNepaMmmMoHNEMUA U BOAHO-3/1EKTPOSIMTHLIX  HapyLUeHW, AONOHUTENbHOE
BBEeLEeHVE T[/II0KO3bl AN 3HEPreTUYeckord MOALEPXKKNW U YMEHbLUEHUSA
WHTEHCUBHOCTW NPOLECcCcoB KaTabom3ma.

[neToTepanua geTel B Nepnos MeTaboim4yeckoro Kpusa:

- MepeBecTn pebeHKa Ha MNUTaHWE WCK/OUYMTENbHO CMEChb) aMUHOKWUCIOT 6es3
neliLmHa, Ho He 6osee YeM Ha 24-72 yaca. Cobnrogatb PeXXMM APO6HbLIX N YaCTbIX
KOPMJIEHWA C MPOMEXYTKaMW MeXAy KOpMIeHusMM 2-3 4aca, BO3MOXHO
HenpepbIBHOE KanesfibHOe BCKapMAMBaHWe 4Yepe3 WHy3omat. [py Hannymm
CpbIrMBaHNIA, PBOTHI, OTKasa OT  edbl —  KOpM/leHMe  4epes
Has3oracTpa/bHblii/Ha304yoAeHaNbHbIN 30HA UK ractpocTomy (D);

- KO/IMYECTBO 06LLero notpebnsemoro 6enka A40/MHKHO ObITb HE HMXe 6e30MacHoro
ypoBHs (Tabnuua 8) (D);

- 06ecneYnTb BbICOKOKa/IOPUinHOE NuTaHne (Tabnuua 8) 3a cyHeT MCNoNb30BaHUA 5-
10% rfoKo3bl,  F/IFOKO30MOMMMEPHBIX — PacTBOPOB  (MaflbTOAEKCTPUH) B
[OMOJIHEHNE K CMECU Ha OCHOBE aMWHOKWUC/IOT; pacyeT MPOou3BOAUTCA MCXOAA U3
Ka/IOpUMHOCTW 1 T yrneBooB = 4 KKan, 1 r Ma/ibTOAeKCTPUHa NpupaBHUBaeTcs K 1
r yrnesogoB. B03MOXHO napeHTepasibHOe BBedeHWe yrnesodoB (5%-10%
NIF0KO3bl), @ TaKXe MMNNL0B A0 1 r/Kr/CyTKu;

- Yyepe3 24-72 vyaca OT Hayana /le4YeHUA MOCTEMEHHO BBOAAT MPOAYKThI,
CoAepXKallme HaTypasibHblii 6enok, U3 pacueta Y4 HEOOXOAMMOrO CYTOYHOTO
o6bema — B MepBblil AeHb, ¥2 - Ha 2-3-I AeHb, ¥ - 3-4-1 AeHb, Aanee B NOHOM
ob6beme. VICTOUHMKOM HaTypasibHOro 6efnka Ans [eTeil MepBbIX LUECTU MECSALEB
XW3HW SBNAETCA MAaTePUHCKOE MOJIOKO/AETCKas MOJSIoYHas CMecb, ANs [eTeit
BTOPOro MOMYroAus XW3HN — TakKe HU3KOOe/IKOBble NMPOAYKTbl NpUKopMa, 4Ns
[eTen cTaplue rofa - HUM3K0OeNKoBble HaTypasibHble NPOAYKTbI (KPYrbl, OBOLM,
(OPYKTbl, pacTUTeNbHble Macna) W creumanM3vpoBaHHbIe MPOAYKTbI HA OCHOBe

KpaxMaJioB;
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- C LieNblo NOAAEp>KaHMs COOTBETCTBYHOLLIEN SHEPreTUYeCcKol LIeHHOCTU paLMoHa
MPOAO/HKAOT UCNOMb30BaTb Ma/IbTOLEKCTPUH, & TakXKe HN3KO6E/TKOBbIE NPOAYKTbI
Ha OCHOBE Kpaxmana;

- B MEpUOA BbIXoda M3 MeTaboNMyecKoro Kpusa nuwia Ao/mkHa UMETb LaaALLyHo
KYNMHapHYH 06paboTKy;

- MocneaytoLLee yBennyeHne KBOTbl HaTypaibHOMO 6enka B pauyoHe NPoBOAAT Mo
Mepe cTabunmusaumy  MeTabo/IMYeCKMX  HapyLUeHWin, B  COOTBETCTBUM C

HYTPUTMBHBIM CTaTyCOM pebGeHKa M ero ABMUraTe/lbHON aKTUBHOCTbHO.

Ta6bnuua 8. AueTtndeckne peKoMeHaaLuy B Neproj MeTaboIm4eckoro Kpusa

Bospact 0-12mec 1-3roga 4-6 net 7-10 net
Be3sonacHoe konuyectBo | 1,8-15 1,3-1,2 1,1-1,0 1,01 -0,99
obuiero 6enka r/kr/cyt

KanopuinHocTb 150-120 110-80 80-70 60-40
Kkan/kr/cyTku

XXupgkoctb (B T.4. BOAa, | 120 100 1200-1500 | 1500-2000
[N1F0KO30CO/EBbIE, MI/KT/CYTKW | MA/KT/CYTKW | MA/CYTKM | MIT/CYTKM
[JIFOKO30MO/IMMEpPHbIE

pacTBopbI)

CyTOuYHYO [03y KapHuTMHA yeenuumsatoT o 200 mr/kr (3a 3 npuema).
MakcumasibHas CyTOYHas f[o3a He [Oo/MKHA Mpesbiwatb 5 r. MpeanoyTuTesibHo
BHYTPVMBEHHOE WM BHYTPUMbILLEYHOE BBefeHWe npenaparta. [py 3TOM MOXeT
MPOUCXOANTL YBE/IMYEeHMEe COLepXKaHUA CBOOOAHOrO KapHUTMHA B KPOBW BbILLE
HOPMa/IbHbIX 3HaYeHWIA, YTO paccmaTpmBaeTC Kak 61aronpuaTHbIA (PakTop U He
CNY>XUT OCHOBaHWEM A9 nepepbiBa Tepanun (D).

o3y rnvymHa ysenuumeatoT o 200-250 mr/kr (3a 4-8 npuemos). [Mpu
MCNONb30BaHUMN YKAa3aHHON [03bl MOBbLILIEHNE YPOBHS 3TOM aMWHOKWUCNOTbI B
KPOBU TakKXe He SB/AETCH OCHOBaHWEM A/19 OTMeHbl npenaparta (D). B cnyuae
Ha3Ha4yeHWs 60/iee BbICOKOW [03bl BO3MOXEH HebMaronpusATHbIA 3DMEKT B BUAE

noABNeHNA JNETAPrnn N aTakCuw, O6yCﬂOBHEHHbIX YPE3MEPHbLIM HaKOMJIEHNEM
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FMALMHA,  CHVXKEHVWEM  3KCKpeuuu  M30BAIEpUNrMuMHa  BC/IEACTBME
NHrMOmpoBaHua rnnymH-N-aumnnassl.

Koppekumss meTabonnyeckoro auufosa OCYLLECTB/SETCA BHYTPUBEHHbLIM
BBEEHMEM LUEMOYHbIX pPacTBOPOB ruapokapboHata Hatpusd, TPUCONS WK
(Tpucbyepa) TpucammHa (THAM). M'mapokapboHaT HaTPUA NPUMEHSETCA B BUE
8,4% n 4,2% pacTtBopa Ana ypobcrtea nepepacyeta Ha mmonb NaHCO. Ero
Ao3mpoBka (Mmosib) onpegensetca no opmyne: (-BE) x macca tena (kr) x 0,3.
Kpome Toro, 605bHbIM PEKOMEHAYETCS LLUENOYHOe MUTbe — PacTBOP COAbl U3
pacueTta ¥2-1 vaiiHas noxka Ha 200 M1 BOAbl, LENOYHbIE MUHEPa/IbHbIE BOAbI.
MO>XHO MCNoMb30BaTh BBEAEHME COAbl B BUAE PeKTa/lbHbIX CBeYeil. PerynspHo
(Kaxgble 6-12 4yacoB B 3aBMCMMOCTU OT TSXKECTU COCTOSHUS) KOHTPONMPYIOT
roKasaresii KUCI0THO-OCHOBHOIO COCTOSHUS KPOBU.

Koppekumsi  BOAHO-3MEKTPONUTHBIX HapYLUEHWA, TuUnepaMMOHUEMUN U
3HepreTUYeckonW HepgocTaToyHOCTU (D): ANA yCTpaHeHUs runorugparaumm
Ha3sHayaloT BHYTPMBEHHOE BBefAeHVe (MU3MO0MN0rMYECKOro pacTsopa, WMCMonb3ys
CNeayoLmi pacyeT B 3aBMCMMOCTM OT Macchbl pebeHka: 100 mn/kr/cyT (macca <10
Kr); 1000 mn + 50 mn/Kr Ha nocnegyowmin kunorpamm nocne 10 kr (macca 10-20
Kr); 1500 mn + 20 mn/Kr Ha nocnegytowmin kunorpamm nocne 20 kr (macca >20
Kr). C Lenbi0 YCTpaHeHWs 3HepreTMyeckoro feuumra M CHVDKEHWA YPOBHA
aMMuaka B KpOBW NpoBOAAT BHYTpuBeHHoe BBefeHMe 10%-20% pacTBopa
rnoKo3bl 13 pacdera 20 mn/kr ¢ wuHcynmHom (1 EQ/8 r rntokosbl). [ocne
[BYX4acOBOro BBEAEHMS PEKOMEHAYETCA KOHTPO/Ib COAepXaHusd Jflakrata u
FNIFOKO3bl B KPOBW; AOMYCTUMO NOAAEPXUBATb YPOBEHb [/IOKO3bl Bbilwe 3,3
MMOJIb/N1 'y HOBOPOXAEHHBbIX U 5,5 MMONb/N — y cTapwux geteid. Mpu ypoBHe
ammmaka B Kposu Bbilwe 200 MKMOAL/N JOMOMHUTENbHO ANA CTUMY/IALUN CUHTE3]
MOYEBMHbI MOKa3aHO BBeAeHWe apruHuHa (250-300 mr/kr) nam untpynnuHa (350
Mr/kr). HasHauyatoT onmeByto kucnoty 0,1 Mr/Kr/cyT, NUPUAOKCUH 5 Mr/cyT.
OcyLecTBNAOT 0653aTe/bHbIA KOHTPO/b YPOBHSA HATPUS N Ka/INA B KPOBMW.

[MayneHTaM B COCTOSHMM OCTPOro MeTabo/IMyecKoro Kpusa, Npy oTCYTCTBUK

GbICTPOIN NONOXKMTENbHOM PeakLMN Ha MHTEHCUMBHYHO TEparnuio, COXPaHAoLLEMCS
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KeToaumaose U runepaMMoHuemnn, ana 6onee 3(h(MEKTUBHOIO BblBEAEHUA
TOKCUYHbIX MeTaboIMTOB MPOBOAAT NEPUTOHEANTbHbIV AUann3 U FeMOANaIns.

B npouecce  KOMMIEKCHOrO  /IeYeHWs  OCYLLECTBASKT  KOHTPO/b
nokasaTefel KJMHWUYECKOro aHanm3a KpOBW, YPOBHA remornobuHa, oobuiero
benka, anbbymuHa, T/HOKO3bl, CbIBOPOTOYHOIO Kenesa, /felduuHa, rnumHa,
N30Ba/IepUIKAPHUTHA 1 CBOBOAHOI0 KapHUTMHA. KOHTpPO/IMpYHOT napameTpbl
KWC/I0THO-OCHOBHOIO COCTOSIHUA KpoBW. NpoBOAAT OonpefeneHune cogepXxaHus 3-
rMAPOKCUM30BANIEPNAHOBOM KMC/IOTbI U U30BaSIEPUNTANLMHA B MoYe. KpaTHOCTb
NMpoBefeHNsa aHa/I30B 3aBUCUT OT COCTOAHUA pebeHKa, HO B MNepuos
NHEKUNOHHBbIX  3ab0/1eBaHMIA,  MeTabo/IMYeCKOro  Kpusa  onpefesieHue
aMUHOKMCNOT N KaPHUTUHOB OCYLLIECTBNAIOT He pexxe 1 pasa B 7-10 gHeit, KLLC —
eXeIHEBHO 10 CTabumsaumm nokasaresneil.

OcCyLLEeCTBNAT KOHTPO/Ib HYTPUTMBHOTO CTaTyca C KOppeKuue NuTaHus B
3aBMCMMOCTU OT COCTOAHUS pebeHKa M ero TosiepaHTHOCTM K 6eniky. KOHTposb
(PaKTUYEeCKOro nuTaHua (XMMMYECKOro CoCTaBa pauuoHa) Ans NpeaynpexneHus
PasBUTUS  AePUUUTHBIX COCTOAHMIA MPOBOAAT Y [AeTeld B peaHUMauVOHHOM
nepuoae — eXxefHeBHO, y [eTell NepBOro roga »XusHu - He pexe 1 pasza B 7-10
AHeN, y nauneHToB cTaplle 1 roga— 1 pa3 B 1-3 mecsua.

YpPOBHN aMUHOKWUCNOT B KPOBU Ha ()OHE JieYeHUAs [LOSKHbI  ObITb
NPUOAMKEHbI K pediepeHCHbIM BO3PACcTHbIM 3HayeHUAM. [lokasaTtefb ranumMHa
MOXET ObITb YMEPEHHO MOBbILLEHHbIM.

CHMXeHne ypoBHA reMorniobuHa, >xenesa, obuiero 6enka, anbbymmHa u
aMUHOKMCNOT YKa3blBaeT Ha HeLOCTaTOYHOCTb HYTPUTUBHOW  MOAAEPXKKW.
YMeHbLUeHVe COofepXaHns CBOOOAHOrN0 KapHUTWHA, T[/IOKO3bl, TEHAEHUMS K
CHWXeHuiO pH  Kposw, pJeuuMTy OCHOBaHWA, HapacTaHWe COAepXKaHus
N30BaSIEPUIKAPHUTUHA B KpOBMU, MOYEeBOWA 3KCKpeuun 3-
rMAPOKCUN30BAIEPUAHOBOW KUC/IOTbI, N30BaIEPUNTINLMHA, 3-T1MAPOKCUMACIAHOM
KNCNOTbl — HebMaronpusATHble 1abopaTtopHble NPU3HaKW, CBUAETENLCTBYOLME O

Ha4asie pa3BuTunAd MeTab0/IM4YecKoro Kpu3sa.
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BEAEHWME MALUMEHTOB
[eTn C un30BasepraHoBOM aumaeMuein 4acto nonagatT B OTAe/NeHMe

naTosiornn eTeil paHHero Bo3pacTta, NMHMPEKLMOHHOE OTAeNeHNE U peaHMaLMio
B COCTOSIHUWN MeTabo/IMyYecKoro Kpusa, pasBmBLLErOCS Ha (DOHe MeTabo/IMYecKoro
aumnaosa, 0Teka Mosra, FmnorMKemmn,

[MpoLo/MHKUTENIbHOCTL roCNUTaIM3aL MK 3aBUCUT OT CKOPOCTM BepugrKauum
ANarHo3a, KOpPekUuMnM MeTaboNMUeCKMX  HapyLIeHWIn nyTeM  MpoBeAeHus
WHTEHCMBHOI TepanuuM N Hadana naToreHeTMYeCKon aueToTepanuu, a Takke OT
CPOKOB MOSB/IEHNA MOJIOKUTENIbHOW  AMHAMWKM CO  CTOPOHbI  LEHTPasIbHOM
HEPBHOW CUCTEMbI WU [PYrux OpraHoB, CKOPOCTWM BOCCTaHOB/IEHMSI MOKasaTesien
FNIFOKO3bl  KPOBM W KWUC/IOTHO-LLENOYHOTO COCTOSAAHWA, OTBET Ha JileyeHue
OTMeYaeTcs B TeyeHue 5-7 [AHeir. [MpebbiBaHWe B cTauMoHape B CpeAHEM
COCTaBNAET 21 AeHb.

[Mocne BLIMMCKM M3 CTauMoHapa pebeHOK AO0/MKEH Haxo4MTbCA Ha aTarne
amoOynaTopHO-NOMNKINHNYECKOrO HabnwaeHna Yy neguaTtpa, HEBpPOMarosiora,
reHeTVKa, 60/IbHble C CUMMTOMATMYECKOI 3MWNENCUER HYXXAAKTCA B HabMO4eHNN
anunentonora. KoHcynbTaumMm  Apyrux — CneunasucToB  HasHayaroTcs Mo
nokasaHuam. ExxemecAa4yHO Heobxoaumo npoBoAuTb mccneposaHmsa KLUC kposw,
KOPPEKLMIO fIeYeBHOro MUTaHMA U CMMNTOMAaTUYecKon Tepanuu, 1 pa3 B 6-12
MecsALeB PEKOMEHAYETCS  KOHTPONMpOBaTb  COAEpXKaHWe  MaTosIormyeckmx
MeTaboNMTOB B CbIBOPOTKE KPOBM WM MOYe METOAOM TaHAEMHOW Macc-
CNeKTPOMETPUMN.

ExxerogHo Aet AO/MKHbI NPOXOAUTb YrybGneHHY AucnaHcepusaumio B
YC/IOBUSAX AHEBHOro craumoHapa (4NMTeNnbHOCTb rocnutanmsaumm He meHee 10
CYTOK), Trfe TaKke OCYLIeCTBNATCA Heobxoaumble peabunmTalMoHHbIE
MeponpuATHS.

Pogntenn [omkHbI 6bITb 0OYYeHbl MpasuiaM opraHu3auuMn Tepanuv B
MEXNPUCTYMHbIA NEPMOL 1 B Neprof, yrpo3bl MeTaboIMueckoro Kpusa. Y pebeHka
npu cebe Bcerja [O/HKHA HAXOAWUTLCA MaMATKA C yKasaHWEM HEOT/IOXKHbIX

MEPONPUATUIA B MEPNOA HAUNHAKOLLLErOCst METAb0IMYECKOT0 Kpu3a.
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NMPOPUTTAKTUNKA

[MpotmnakTnyeckmne Mepbl BK/IHOYAKOT Me[NKO-TeHeTUYeCcKoe
KOHCY/IbTUPOBaHMe WM MNpeHaTa/lbHY0 AMarHOCTMKY, KOTOpas OCYLLECTB/AETCA C
MOMOLLBIO  MONEKYNSAPHO-TeHETUYECKOro U1CCnefoBaHNa buonTtata XOpuoHa C
BbIIBIEHMEM MyTauuMu COOTBETCTBYIOLWEro reHa IVD.

HeoHatasibHbIi CKPUHWHT B PoccuiAickoin defiepaui He MPOBOAUTCS.

NCXOo4dbl N MNMPOIMHO3

[MPOrHO3 COCTOSAHMSA U YPOBHS NCUXNYECKOTO Pa3BUTUA 60/bHbLIX 3aBUCUT OT
TSXKECTN 3ab0/ieBaHUSI M CPOKOB Hayana crneumanns3vpoBaHHOW Tepanun. [Mpu
paHHell AmarHocTuke (40 5-HefenbHOro Bo3pacta) Okono 85% nauveHToB B
CTaplleM BO3pacTe He WMEKT HapyleHUA WHTENNeKTa U HEeBPOIOrnyYecKnx
pacCTPOMCTB, MPX NO3AHEN ANArHOCTUKe — 0K0No 45%.

[MporHo3 3a6o/eBaHNsi OTHOCUTENILHO OGNMaronpUSATHLIA AN XKU3HU NpU

paHHeVI ANarHOCTUKe 1 TwaTtesibHOM mMeTabonM4ecKom KOHTPONE.
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