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MeToAbl, MCnosib30BaHHble ANA cbopa/cenekuun pgokasatesbCTB. KnuHuyeckune
MeTOAMYEeCKMe pekoMeHAauUun cocTaBfeHbl Ha ocHoBe MeTtogonorun SIGN (Scottish
Intercollegiate Guideline Network; URL: http://www.sign.ac.uk). [oka3aTenbHoil 6a3oi
ONa  pekoMeHgauuin  sBnswTcs  nyénukauymn, Boweawmne B MEDLINE, EMBASE,
ORPHANET, KoxpaHoBckyto 6u6nvoTeky, 6a3y paHHbix OMIM. Bbinn 1Mcnosib30BaHbl
NHTEpHeT JaHHble, npefcTaB/ieHHble Ha MeXAyHapoaHbIX
(http://newenglandconsortium.org) 1 HauMoHasIbHbIX caiiTax 06WecTB peaknx 601e3Hen 1
06LLECTBEHHbIX OpraHm3aunii. FnyémnHa noncka coctasmna ¢ 1994 no 2014 rr.

MeToabl, UICNO/Ib30BaHHbIE ANA OUEHKW KayecTBa W CW/ibl AokaszaTenbcrB. OueHka

3Ha4YNMOCTN B COOTBETCTBUN C pel7|TMHF030I7I cxemoii Ana oueHKn Cwuibl peKomer,au,lel:


http://www.sign.ac.uk/

KayeCTBEHHO MPOBEAEHHbIE MeTa-aHa/M3bl, CUCTEMATUYECKME WM PaHAOMU3MPOBAaHHbIE
KOHTpO/IMpyeMble  UCCMef0BaHNA C  HU3KAM  PUCKOM  CUCTEMATMYECKMX  OLIMOOK;
BbICOKOKAYEeCTBEHHbIE CUCTEMATMYECKME 0630pbl UCCNEAOBAHWI CNy4Yali-KOHTPONb WK
KOTOPTHbIX  UCCNeOBaHUA;  BbICOKOKAYECTBEHHblE 0030pbl  UCC/ef0BaHUA  criyyai-
KOHTPO/Ib UMM KOFOPTHBIX UCCNEA0BAHUIA C OYEHb HU3KUM PUCKOM 3DheKTOB CMeLlBaHMS
UNN CUCTEMATUMUYECKMX OLLUMOOK U cpeaHell BEPOSTHOCTbIO MPUYMHHOM B3aMMoCcBA3N. B
COOTBETCTBUN C YPOBHEM [OKa3aTeNbHOCTU (KayeCcTBO AokasaTenbCcTB, Tabnuua 1) no
XO4y W3M0XEeHUs1 TekcTa NpefcTaB/ieHa CTeNeHb CUbl pekoMeHgauuii (tTabnuua 2). OAns
OLEHKN KayecTBa, CWIbl fAokasaTesbCTB M (POPMY/IMPOBAHMSA  peEKOMEeHAauui
MCMNOMb30Ba/ICS KOHCEHCYC 3KCNEPTOB.

MHamkaTtopbl pobpokavecTBeHHOW npakTukm (Good Practice Points, GPPs)
6a3MpoBaNnUCh Ha KITMHMYECKOM OMNbITe paboyelt rpynmbl Mo pa3paboTke pekomeHaaLui.

JKOHOMMYeCKMiA  aHanmM3 1 nybavkauMm nNo  )apMako3KOHOMUKE — He
aHanvsnposanncb. Banugusauma pekomeHgauuii  6asvpoBasiaCb Ha  BHYTPEHHEN

3KCI'I€pTHOI7I OLUEeHKe. KOMMEHTapI/II/I, Nnojiyd4eHHble OT JKCMNepTos.,

cMcTemMaTM3npoBasINCb U 06CYXJa/MCb npeacepareniemM U yneHamu pabéouen

rpynnbl. MPOEKT pekoMeHaLUMiA 6blsT peLeH3MpoBaH He3aBUCUMbIMI 3KCEPTaMM.

Ta6nuua 1. Npagauusa ypoBHA fokKasaTtelbHOCTH

YpoBeHb
P Tun
JloKa3are
Jl0Ka3ar
JIb-
ebCTB
HOCTU
[okazaTenbCTBa MOJIyYyeHbl B pe3y/bTaTe MeTa-aHa/liu3a
I 5101811 (0)0) 517 (ol XOPOIIIO
CTJITaHUPOBAHHBIX PaHZOMHU3UPOBAHHBIX
HCCieJOBaHUM.
PaH/10MH3MpOBaHHbIe MCC/Ee0BaHUSI C HU3KUM YPOBHEM
JIO>KHOIIO3UTHUBHBIX 1 JIO)KHOHETaTUBHBIX OIIMOOK.
[lokazaTenbCTBa OCHOBaHbI Ha pe3y/JbTaTax He MeHee
I O/IHOTO XOpOIII0 CI/JIAHMPOBAHHOT'O PaH/I0MU3HMPOBAaHHOI'O
vccejoBaHus. PaH/OMU3UpOBaHHbIE HWCCAe[0OBaHUS C
BBICOKHM YPOBHEM JI0>KHOTIO3UTHBHBIX u




JIO)KHOHETaTUBHBIX OIITHNOOK.

Iloka3aTe/sibCTBa OCHOBaHbI Ha pe3y/jbTaTaX XOPOIIO
CTUIaHWPOBAHHBIX HepaH/IOMU3HMPOBAHHBIX UCC/Ie0BaHUM.

I11
KonTpo/mupyemble ucciefoBaHusi C  OAHOM  TPYTIIOW
OOMBbHBIX, WCCAENOBAaHUS C TPYIION HMCTOPUUYECKOTO
KOHTPOJIS U T.JI.
IlokasarenbCTBa TMOJTy4YeHbl B pe3yJbTare

vV HepaHJOMU3UPOBAHHBIX HCCJIeJOBaHUM. Hernpsimbie
CpaBHUTeJIbHbIE, OnMCaTebHO KOpeJUISILIUOHHBIE
WCCJIeJOBaHUS U UCC/IeJ0BaHNS KTMHUYECKUX C/TyJaeB.

v [lokasarenbCTBa OCHOBaHbl  Ha KJIMHUUECKUX

C/yyvasix U npruMepax.

Tabnuua 2. Fpagaums cTerneHn cusbl pekoMeHaaLmMm

CrerneHb ['papaums

A [oka3arenbCcTBO I ypOBHSI WM yCTOWYMBBIE
MHorouucsieHHsle fgaHsblie 1, I1I wim IV ypoBHsA
[I0Ka3aTeIbHOCTH.

B [Joxkasarensctsa I, IIT unu IV ypoBH4, cunTaroiyecs B
11eJIOM YCTOUUMBBIMU JAHHBIMU.

C [lokasaresibCTBa II, ITI, IV ypoBHs, HO
JlaHHble B LIeJIOM HEyCTOMYMBHIE.

D Cnabvble WIn HecucTeMaThyeckue

SMIIMPpHUYECKHE [10Kad3dTe/IbCTBA.

[lna oKoHYaTesIbHOW peAakumm U KOHTPO/IS KaYecTBa pekomeHaaumMmn obim

NOBTOPHO MPOPELEH3MPOBaHbI YieHaMy paboyeit rpynnbl, KOTOPble MPULLIN K

BblBOA4Y, 4YTO BCE 3aMeydyaHnsa N KOMMEeHTapun NnpuHATbl BO BHUMaHWE, PUCK

cucTemMaTMyeckmx oWnBoK Npu paspaboTke pekoMeHaaunii ceefeH K MUHUMYMY.




OMNMPEAEJTIEHUNE

MeTunmanoHoBasi aumaemus  (aumaypus) — TeHeTUUYecKM reTeporeHHoe
HacneACTBEHHOE 3abo/fieBaHMe K3 TPYMMNbl OPraHNYecKUx auuaemMuii, 06Yyc/ioBMeHHoe
6/10KMpoBaHMeEM O6MeHa NPOMUOHATOB Ha YPOBHE nepexoaa MeTUIMasioHun-KoA B
CYKUMHWUN-KOA 1 HapylueHuem MeTabonvaMa psiia aMyHOKUCIOT (M30MEUnH, BasuH,
TPEOHVH, METUOHWH), >XMPHbIX KUC/MOT C HEYeTHbIM 4YWUC/IOM aToOMOB Yriepoga W

XonecrtepunHa.

KO,U, MKB-10 E711 - [pyrve Buabl HapylweHna obMeHa amMUHOKMC/IOT C

pa3BeTB/IEHHOM LIENbIO.

SAMMAEMNONOInNA

3aboneBaHve BCTpeyaeTCs B Pas3/iMYHbIX nonynauusax. Yacrtota cpeam
HOBOPOXAEHHbLIX B cTpaHax EBponbl 1:48 000 - 1:61 000; nonosuHa cnyvyaes
npeacrtasrieHa Bi12-pe3ncTeHTHbIMM diopMamu. B Poccuiickort depepaumn  TouyHas

yacToTa 3a60/1eBaHusi He onpeaesneHa.

IATNONOINA

Knaccuueckan dpopma 3abonesaHuss obycnosneHa geduumTtom MeTuMasioHnn-KoA
MyTasbl (reH MUT) ¢ nonHbiM (mutO) wanM yacTu4yHbIM (Mut-) OTCYTCTBMEM aKTMBHOCTU
hepmeHTa. Kothaktopom AaHHOro pepmeHTa siBNsieTca BuTaMvH B12, noatomy gedekTbl
MeTabonu3ma faHHOro (pepmMeHTa Takke COnpoBOXAATCA METUIMA/IOHOBOIN auuaypuer
- U30/IMPOBAHHOIN WM B COYETAHUW C rTOMOUMUCTUHYpUel. Jlokannsaums rena MUT - 6p21.
®opMbl  METU/IMAJIOHOBOM  auuaypun, CBA3aHHble C  HapyleHuamu MeTabonmama
BUTaMuHa B12, obycnoBneHbl myTaumsmn reHoB MMAA, MMAB, koaupylouwmx o6MeH
afieHosunkobanamuHa (cblA, cbiB popmbl) nnn gedmnunmtom MmeTunmManioHnn-KoA

anumepasbl (reH MCEE). Jlokannsauma reHos 4q31.1-931.2, 12924, 2pl13.3
COOTBETCTBEHHO. KpaliHe pefko BCTpeyaeTcs hopma MeTU/IMasIOHOBOW auuaypun,
CBSi3aHHasA C He4OCTAaTOYHOCTLIO peuenTopa TpaHckobanammHa n myTtaumen reHa CD320,
KOTOpbI kKapTupoBaH Ha 19p13.2. PopMbl METUIMA/IOHOBOW aumaypum ¢
rOMOUMUCTUHYPUEl 06yCnoBAEHbI MyTaLMAMM FEHOB: LMBRD1 — cblF chopma,
MMADHC - cbID cpopma 1 MMACHC- cbIC dhopma. Tun HacnegosaHus npu Bcex
reHeTUYEeCKNX BapmaHTax — ayTOCOMHO-PELIECCUBHbIN. Takke onucaHbl hopmbl MMA,
06YC/NOB/IEHHbIE NCTOLWEHNEM MUTOXOHAPWUabHON HK 1 cBsizaHHbIE ¢ MyTauUsiMy reHOB

SUCLA2, SUCLGL1. laHHble 3a60/1eBaHNs OTHOCATCS K rpynne MUTOXOHAPUa bHbIX



3HUedanonaTnii U TakTka MX fledeHnss oT/ImyaeTcss OT Tepanuu apyrmx opm

MEeTWIMa/IOHOBOW auuaypun.

NMATOINEHES3

MaToreHe3 3ab0/1eBaHNA CBSA3aH C HaKOM/eHMeM NPOU3BOLHbLIX METUIMaSIOHOBOM
W NPOMWOHOBOIM KUC/IOT BC/eACTBUE 6/10KMpoBaHNss ObMeHa Ha ypoBHe nepexoga
MeTunMasioHnn-KoA B cykumHun-KoA. lNMpepgluecTseHHUKaMM MnpornMoHaToB B OopraHusme
cnyxar aMWHOKUCNOTbl W30MeWUMH, BasIMH, TPEOHUH U MeTuoHuH (50% obuiero
KO/iMyecTBa MponMoHAaTOB), XUPHbIE KACNOTbl C HEYETHbIM 4YMC/IOM aTOMOB yriepoga u
xonectepuH (25%); ocTasilbHas 4acTb MNPOMMOHATOB 06pa3yeTcs B KULEYHUKE B
pesynbtate AeATeNIbHOCTM 3HAOreHHON dnopbl. HakornseHne opraHuyeckmx KucrioT
(MpoNMOHOBOW, METU/IMA/IOHOBOW, METU/I/IMMOHHON W Ap.) BedeT K  TsSHKenomy
MeTabonmMyeckoMy Ketoaumaosy, BTOPUYHOW TMNepaMMOHUEMUN, TUNEPrIULMHEMUN,
rmnornmkemun. MOBbIWEHHbI YPOBEHb B KPOBW W BbiCOKask MOYeYHaAss 3KCKpeums
NPONVOHUNKAPHUTUHA 06YC/IOBIMBAIOT UCTOLLLEHME 3anacOB KapHUTMHA U €r0 BTOPUYHBIN
aedounymnt. Cxema MeTabosIMyecknx HapyLleHuid, Habgarwmxes npyu MeTUIMasioHOBO

aumagemuu, npeacTaB/ieHa Ha pucyHke 1.

MeTtunmanoHosas
Knucnora

MponuoHoBas
Kucnorta

MponuoHun-
KapHUTUH

DKCKpeLums ¢ Mo4oii

Puc. 1 Cxema wMmeTabo/mMuecKux TIPOLIECCOB TIPU MeTHU/IMa/IOHOBOM
anygeMuu: Metabosmueckrie OIOKM  BbIJeseHbl ToayObiM 1iBeToM  (1-



MPOMMOHOBAs, 2-MeTU/IMA/IOHOBast alyeMust),laTo/IoruueckKue MeTabOo/UTEI
Bbl/Ie/IeHbI JBOMHON paMKOM.

KNACCNPUKALNA

BblgensatoT Bi2-pe3ucTeHTHyto (0Kono Y cnydyaeB) u Bi2-3aBUCUMYHO
hopMbl METUIMAJIOHOBOM aunaypun. B12-pe3ncteHTHas popma xapakrepumsyeTcs
6onee paHHeil MaHuUdecTaumein n TsxenbiM NPUCTYNoo6pasHbiM TedeHueMm. Mo
cpoKam MOsIBNEeHNs MepBblX NPU3HakoB 60/1€3HM pas3NnNyalnT HeoHaTaslbHYIo,

M/1afIeHYECKY0 U NO3/HI0 POPMbI.

KIMIMHNYECKAA KAPTUHA

B 60NblWIMHCTBE C/lyYyaeB 3ab0/eBaHME WMEET KPKU30BOE TEYEHMeE.
MeTabonuyecknii  Kpu3 npoeouupyeTcs hakTopaMu, BeAylMMU K YCUNEHUHO
npoLeccoB  kata6o/smM3Ma:  WHTEPKYPPEHTHblE  MHMPEKUMKU,  XMPYpruyeckoe

BMeLllaTes/ibCTBO, ﬂOTpe6erHV|e 60/1bLUOro KonyecTea 6eska u Aap.

Mpn Bi12-pe3ncTteHTHO chopme MMA nepBble CUMNTOMbI 00bI4YHO

noABIAKTCA B BO3pacTe 2 Hedenb — 4 MecAueB: yNopHad pBoTa, OTKa3 OT efpbl,

aernapatauus, BSIJIOCTb, COH/IMBOCTb, AbIXaTe/lbHble HapyLUEeHNs, 3a4epxka
MCUXOMOTOPHOTO " thmsmyeckoro pasBuUTUS, VHOTa pa3BMBalOTCS
MHCYNIbTONOAOGHbIE  3MW30/bl. B 6onee cTapluem BO3pacTe, NnoMUMO

3HAYMTENbHON 3a4EepPXKM MNCUXOPEYEBOrO0 M MOTOPHOrO pasBuTUA, y AOeTel
OTMEYaKTCA HEBPOJIOrMYECKue HapylleHusi, B BuAae pas/iMyHbIX
aKcpanMpamMmuiHbIX HapylleHuii  (xopeoaTeTouAHble U MUOKOHUYECKME
TMNEepPKNHE3bI, MbIEYHas  AWCTOHWUS,, WHCYNbTOMNOAO6HbIE anun3oAbl,
anunenTuyeckne NpUCTynbl),  MOPaXEHMe Mo4yek no Tmny
TYOYNONHTEPCTULMNATIBHOTO HepuTa C apTepuasibHON rMNepTeH3nel N NoYEeYUHOoM
HeAOCTaTOYHOCTbIO, 3PUTEMATO3HLIA AepMaTuT, B OTAE/bHbIX cnyvasx -
naHkKpeaTuT 1 KapanuoMmMonaTtus.

Mpw KOMMbOTEPHOM n MarHUTHO-PE30HAHCHOM TOMOrpagmyeckom
nccnefoBaHUsAX rO/IOBHOTO MO3ra BbISIB/ISAKOTCA XapaKTepHble HapyLeHUs: KopTuKaibHas
aTpodvs, pacliMpeHne >XenyaoukoB, YTOJUeHMe 60po34, 3afepXka MuesMHU3aunu,
NOBbILLIEHNE NHTEHCMBHOCTM CUrHasia B 06nactn 6asasibHbiX raHrnnMeB B T2-B3BELLEHHOM

N306paxeHunn.



B12-3aBucmmas popma 60/1e3HM 06bI4YHO UMeeT 60/1ee NO3AHI0K MaHudecTauuto.

Mpu BCcex hopmax B nepuop MeTabosIMyecKkoro kpusa y feteli oTMevaroTcs
cnegywwme OOMEHHbIE pacCTpoicTBa: TSXKENbIi mMeTabonnyecknin - aumaos, Ketos,
rMNeprimuuHeEMuns, rmnepaMMoHeEMIUs, HEMTPO- 1 TPOMOOLMTONEHNS, TUNEPYPUKEMUS, Y
yacTu 60/1bHbIX — rMnornnkemMus. iHorga HabngaeTcsa runeprinkemMums.

B KpoBM NoBbILAETCA YPOBEHb MPONUOHUIKapPHUTMHA (C3), B HEKOTOPbIX Criydasx
MeTuIMasnioHunkapHuTnHa C4DC 1 cHuxXaeTca cogepxaHue cBobogHoro kapHuTuHa (CO0).
B Moue 3HauMTeNbHO MOBbIWAETCHA KOHLUEHTpauuss MeTWIMa/IOHOBOW, a Takke 3-

rMApoOKCUNPONMOHOBOM, 3-TMAPOKCK-N- BaslepnaHoBO, METUN/IMMOHHOWN KACMOT.

ANATHOCTUKA

[varHoctvka MeTWIMa/IoOHOBOW auuaypvm OCHOBaHa Ha aHasim3e pOLOC/I0BHON,
OLUEHKe [aHHbIX aHamHe3a, KMHUYEeCKUX MNPOSB/EHWUIA, pe3y/bTaTtax aHansa YpOBHS
aMUHOKUCNOT U30MeiunHa, BaslMHa, METWOHMHA W TPeOHMHA B KPOBW, OnpefesieHuu
cofepxaHuss B KpoBu nponuvoHuikapHutuHa (C3) u ceBobogHoro kapHutuHa (CO),
NMOYEYHO IKCKPELMN OpraHNYeCcKmUX KUC/OT - METUIMa/IOHOBOM, 3-rMAPOKCUMNPONMOHOBOIA,
3-rMapoKCcu-n-BasiepMaHoBoOi,  METW/IJIMMOHHOW,  MPONUOHUArAUUMHA.  OCHOBHbIMU
MeTogamMn NOATBEPXAEHMA AMarHo3a SABMAKTCA OGMOXMMUYECKME MeTOoAbl: TaHAeMHas
mMacc-cnektpomeTpus (MC/MC), aMUHOKUC/MOTHbIA aHanu3, rasoBasi xXpomaTtorpadus-
Macc- CreKTpoMeTpus.

Ans  noAatBepXAeHWs guarHosa U MefuKO-reHeTUYeCcKOro  KOHCY/IbTUPOBaHUSA
NPOBOANTCA MOIEKYNAPHO-TEHETUYECKOE UccefoBaHue.

Vcnonbsyetcs TaKke MOANOULIMPOBAHHBbIN anropuT™m nabopaTopHoi
andphbepeHumanbHo ANarHOCTUKN METU/IMaNIOHOBOW auuaypum M Apyrux COCTOSIHWUIA,
CBSA3@HHbIX C MOBbILIEHWEM KOHLEHTpauuy MeTU/IMa/IOHOBOW KUCNOTbl B GUONOTMYECKNX
Xngkoctax (puc.2).

O6cnefoBaHNio HA METWIMa/IOHOBYHO auuaypuvio noganexar criegyrowme rpynnbl
aeteit:

- [etn nboro Bo3pacTta M3 ceMei, umerLwmx 60/bHbIX C AaHHbIM 3aboneBaHnemM (B
nepBylo ovepepb, 6patbsa U cecTpbl 60LHOIO);

- [eTu nepBbiX HefAeslb U MEeCAUEB XW3HWU, Y KOTOPbIX MOC/ie HEeKOTOpPOro nepuoga
(MHOrga oO4YeHb KOPOTKOrO, B TeYeHMEe HEeCKO/IbKUX CYTOK) YAOB/IETBOPUTESIbHOIO
COCTOSIHUS MNOSIBUNCL pPBOTA, OTKa3 OT efbl, fietaprus, rMnoToHUsA, Cy[oporu, Koma,

MeTabonnyecknii aunao3s, KETOHypus;



- [leTn No6oro Bo3pacTta ¢ NOBTOPHbIMM NPUCTYNaMn PBOTbI, BSSIOCTU, COHIMBOCTH,
rMNOTOHMK, KETOAUMA03a,;
- [leTn, oTcTawlme B MNCUXOMOTOPHOM pasBUTWKM, C 3NWIencueid, HapylleHuem

MbILLIEYHOro ToHyca.

Ans1 yemaHosieHusi duazHo3a MeTU/IMaJIOHOBOW aunaypun y naumeHTos ¢
KIMHUYECKMI cuMnTOMamm 3aboneBaHns cneungouyeckumMmm AnarHocTuyeckumMmy Tectamm
cnepnyet cuntath (cuna A no OKcopackoit Wwkane):

- KO/IMYeCTBEHHOE ornpejesieHne nponuoHunkapHutHa (C3), cBo6OAHOrO
kapHuTnHa (C0), rnumnHa B KpoBY;
-KONIMYeCTBEHHOE onpejeneHne MeTUIMasloHOBOW, 3-rMApPOKCUNPONUOHOBOM, 3-

FM,D,pOKCM-n-BaﬂepMaHOBOVI, METW/IMMOHHOIA KUC/I0T B MOYE;

- BbIsIBIeHWe MyTalui B reHax MUT , MMAA ,MMAB, MCEE.

Buoxumuueckue memoobl OUd2HOCMUKU

MeTogoM TaHAeMHOW Macc-cnektpomeTpum (MC/MC) B nnasme KpoBW, B MATHAX
BbICYLLEHHOW KPOBW BbISABMAKT KOHLEHTPaUMio amMUHOKUCIOT U auuiKapHUTUHOB. pu
METUIMa/IOHOBOM  aumgypun  Habnwgaetcs  NOBblWeHne  KoHueHTpauunm  C3
(NnponnoHunkapHMTuUHa) n C4DC (MeTUAMasIoOHWUAKapHMTMHA). Heobxoammo ¢ 60/bLLOoK
OCTOPOXXHOCTbIO OTHOCUTLCA K MHTEepnpeTaLumn AaHHbIX nokasatesnei, Kotopble SBASAITCA
BO3pacT-3aBucuMbIiMK. B page cnydaes, KoHueHTpauuss C3 MoxeT ObiTb B npegenax

HOPMbI, a NOBbILLAETCA COOTHOLWEHNe C3/C2.

YpoBeHb n3oneiumHa, BaimHa, MeTUOHNHA U TPEOHKHA B KPOBU Y MHOTUX
nauveHToB MOXeT ObITb B Npefesiax HOpMbl, YTO He MO3BOJIAET HA OCHOBaHUN
aHasiM3a aMVWHOKMC/IOT MOATBEPAUTb WAW UCKUYUTL 3aboneBaHue. Y MHOTMUX
nawuMeHToB C METU/IMa/IOHOBON auuaypvein B KPOBU 1 MOYe MOXeT HabniaarbCcs
MOBbILLEHNE YPOBHA rnumnHa. OfHaKo 3TO He ABNAETCA CneuMdPUYHbIM U MOXET
HabnaaTsCa Npy Apyrmx HacneACTBEHHbIX HapyLUeHAaX 06MeHa BELEeCTB.

MeToAoM ra3oBoil xpoMaTorpagmm Macc-cnekTpoMeTpum B Moye naumeHToB
BbISIBNAKOT MOBbILLEHNE KOHLUEHTPaLUMM MeTUIMa/IOHOBOM KUC/OThI, a Takke psja ee
MPOV3BOAHbIX,  4aCTO WX  BbICOKME  KOHUEHTpauuu  BCTpeyawTcsa  npu
MeTWIMa/I0HOBOW auuaypuun, o6yc/ioB/IeHHOW MyTauuamu B reHax MUT n MMAB

(Tabnuua 3).



Ta6nuua 3. KoHueHTpauus MeTabomToB B MOYE NpU METU/IMa/IOHOBO aumaypun

KoHueHTpaius B Moue, MMOJ/Ib/MOJIb
MeTaboUTEI
KpeaTUHMHA
MeTU/IMasIOHOBast pedepeHCHbIe
auuaypus 3HauyeHUst
MeTunmanoHoBasi KUC/I0Ta 150-15500 0-2
3-rUpOKCUNIPOITMOHOBAS 20-2000 3-10
KHCJI0Ta
3-ru/IpOKCHUBaiepraHoBast 0-2 0-1200
KHCJI0Ta
[TponoHUITIULIMH 0-450 0-2

B pasHoi cTteneHn MOryT NoBbIWATLCA U ApYyrne opraHnyeckme KUCIoTbl U UX
Npov3BOAHbIE: 2-METWUII/TyTaKkoHOBas!, 3-KeTo-2-MeTuIMac/iaHas, MeTWIIMMOHHas,
3-rmapokcubyTupar, flakrtar, nupysaT. Ha oCHOBaHWM aHauiM3a OpraHnYyeckux KUCioT
MOYM BO3MOXHO MpoBedeHVe AudhepeHuUnanbHon  ANarHocTUKM € OPYrumu
hopmammn  opraHuyeckux —aumgypuii. Hawmbonee 6AM3KON N0  KIIMHUYECKUM
NPOSIBNEHNSM N MO U3MEHEHUSAM CNeKTpa auuIkapHUTUHOB SB/ISIETCA NPONUMOHOBas
aunaypvsi, npuM  KOTOpO He  HabnogaeTcs  MOBbILEHUE  KOHLEeHTpauun
METU/IMa/IOHOBOW  KUC/IOTbl B MOYe, a MNPUCYTCTBYHOT TOJIbKO MeTabonuThbl
NPOMNMOHOBOW KNC/OTb!.

[na gnarHoctuky Hambonee MHOOPMaTUBHLIMU ABIAIOTCA AaHHble Npoduns
aunIKapHUTUHOB KPOBW (TaHAEMHOM Macc-CNeKTPOMETPUS) U TeCTbl Ha NPUCYTCTBUE

METWU/IMa/IOHOBOW KNCOTbl B Mo4e (B-C).

Ha  KynbType KOXHbIX (pnbpo61acToB BO3MOXHO OCYLLECTB/EHUE
Harpy3o4HbIX TECTOB, KOTOpble MNO3BOMSAKT 60/1€e TOYHO YCTaHOBUTL (HOPMY
METUNMasIOHOBOM  aunaypun. MocKoMbKYaTU  MCCNefoBaHns CONPSHKEHbl  C
NPUMEHEHMEM WHBA3MBHON TexHosormm (3abop KyNbTypbl GombpobnacTos),
CBSi3aHbl C TEXHUYECKUMMW TPYAHOCTAMMU (MCCNepoBaHMs MPOBOAATCS VWb B
eMHMYHBIX NnabopaTopusax Mupa) 1 paboToi ¢ MevyeHbIMW U30ToNamMK, ¢ Lesbo
yCTaHOB/IEHUS (hopMbl 3a601EBaHUSA NPEeANOYTUTENbHLIM ABASOTCS MOSIEKYISIPHO-

reHeTnyeckmne nccsiegoBaHuns.




MoneKynsipHo-2eHemuueckue Memoobl

C nomowbl CTaHAAPTHbIX MOJIEKYNIIPHO-TEHETUYECKUX MEeTOA0B NpoBOAAT
nuccnefoBaHve reHOB, OTBETCTBEHHbIX 3a pasBUTME METUIMasIOHOBOM auuaypuvn.
MpoeegeHne  JHK-gMarHoCTMkKM  CTPOro  MNOKasaHoO A1 NpeHaTa/lbHOW  unu
npevMnAaHTauuoHHOW AuarHocTukn. B psige cnydvaeB, YCTaHOBNEHWE MNEPBUYHOIO
MOJIEKY/IAPHO-TEHETMYECKOTO Aediekta MNOo3BOJIAeT CKOPPEKTUpOBaTh TaKTUKy BeAeHUA
nauveHTa. JleyeHne nauMeHToB C METUIMa/IOHOBOM aumaypuein AO/MKHO HaudnHaTbCA
He3ameaNnTesIbHO noc/ie NOATBEPXAEHUA AMarHo3a GMOXMMNYeCcKUMn MeTogamu.

OndpepeHunansHas gnarHocTnka NPoBOAUTCA C TMNOKCUYECKUMU MOPaXKeHNAMU
HEepBHOW CUCTEMBI, BHYTPUYTPOOHbLIMU NHpekumnsamn, nocTBakuMHasIbHbIMU
OC/TOXKHEHUAMM, caxapHbIm anadeTom (npwn BbISIB/IEHUN rmneprankeMmnn),
HacneACTBEHHbIMU HapyLleHnAMM o6MeHa BellecTB, B YaCTHOCTU C Apyrummn copmamm

opraHuyecknx auuaypuii u ¢ gedektamm Umkia CMHTe3a MOYEBUHBDI.

NPUMEPbI ®OPMY/IMPOBKM
ONAFHO30B

- MeTtnnmanoHoBas aungypus
- MeTtunmasioHoBas aungemmsa

- HapymeHMﬂ obmeHa aMMHOKMCOT C pa3BeTB}'IeHHOI7I uenbro (METI/I]'IMaI'IOHOBaFI

aumgemus)

NNEYEHWE

CTtpaterns nedyeHnss 6OMbHbIX 3akNlOYaeTcss B CHWXEHUM 0bpasoBaHus
nponuoHaToB,  MNpeaynpexaeHun  pasBuUTUs  Ketoauugosa,  rmnepaMmMOoHMeMUMN,
TOKCMYECKOTO MOPaXEeHUss TKaHel TrOM0OBHOrO Mo3ra W BHYTPEHHUX OPraHoB C
obecneyeHnem npoLeccoB aHabonn3Ma, HOPMasIbHOrO pocTa U HYTPUTUBHOIO cTartyca
aetei.

Mpn nopo3peHMn Ha HacneacTBEHHOE HapylweHne OO6MeHa aMUHOKUCNIOT U
OpraHMyecKknx K1CMoT HauyMHaTb AMETMYECKOoe /eyeHne HeobxoaMMo cpasy nocsie B3SiTuS
aHaIN30B, He AOXNAAACH UX pe3ynbTaToB. [lO NosyYeHns pesyibTaTtoB, NOATBEPXKAAOLLNX
meTabonnyeckoe 3aboneBaHve, cnefyet OrpaHWyUTb MNOCTYM/eHWe 6enka: Ana aeTei
NepBoro MNosyrogust XW3HU — rpyAHOE BCKApMAMBAHWE WM BCKapM/IMBaHWE [OETCKUMMU

MOJIOYHbIMM CMECAMU C HU3KUM cogepxaHnem 6enka (1,2 -1,3 r/100 mn BOCCTAaHOBEHHOTO



npoaykta). Ans ageTtein ctapwe 6 MecsiueB - UCKIHUYEHME BbICOKOOE/IKOBbIX MPOAYKTOB
(msco, TBOpOr, pbiba) 13 paumoHa (C-D).

Mocne noAaTBEepPXAEHWs AuarHo3a TakTWKa JIeYeHWss OCHOBaHa Ha CreayrLmnx
npuHumnnax (C-D):
- OrpaHu4yeHue NocTynneHns n3onenunHa, BannHa, TPeOHNHA U METUOHUHA C NuLLel A0
MUHUMaNIbHOW NOTPEBHOCTY;
- obecneyeHne U3NOAOTMYECKO MNOTPEOHOCTN B APYrMX aMUHOKMCAOTax W
HeobXoAUMbIX HyTpUeHTax AN npeaynpexaeHns ux HeAoCTaTOYHOCTU U NoAdepXaHus
aHabo/mM3ma,
- orpaHu4yeHue NoTpebeHns XMPHbIX KUCNOT C HEYETHbIM YAC/IOM aTOMOB yriiepoa u
X0NecTepyrHa,;
- HasHauyeHMe NEeBOKApPHUTMHA W [MIMUMHA AN YCUIEHWUSI CBSA3bIBAHMSA TOKCMYHOIO

nponnoHnN-paaukKana,

KOPPEKLMS BTOPUYHOI KAPHUTUHOBOM HEAOCTATOYHOCTH;

kohakTopHasi Tepanvs BUTaMMHOM B12;

- VCK/IOUYEHME ronoaaHns, NnpeaynpexnaeHme akTuealum npoLeccoB kaTabonnava,

KOHTPO/IMPOBAHME KNC/IOTHO-OCHOBHOIO COCTOSIHUA KPOBW, NPeAoTBpalleHne
pasBMTUS auuao3a, NoAaepxaHe BoAHOro 6anaHca;

- yCU/IeHMe Tepanuu B Nepunoj MetTabosimMyeckoro Kpuaa.

OCHOBHbIMW ~ KOMMOHEHTaMW  KOMIM/IEKCHOTO  JlIeYeHUsi  BGOJbHbIX  Clyxar
MasiobesnikoBasi AvetoTepanusl, npenapatbl fIeBOKapHUTUHA WM BUTamMuH Bi12 npu Bi2-
3aBucMMOi chopme. Tepanuio [AOMOJHSAT HasHauYeHWeM [NULUMHA, aHTUGaKTepUasbHbIX
npenapaTtoB, ApPyrMx BUTAMUHOB TpPynnbl B, N0 NOKasaHWAM aHTMKOHBY/1bCAHTOB,

cmMnToMaTn4yeckmnx CcpeacTB.
OcHo8Hble NpuHYyunbl ouemuuecKko20 /feUeHust:

- CTporoe orpaHuyeHune 6enka HaTypasibHbIX MULLEBbIX NPOAYKTOB C Lie/1bi0 CBEAEHUS K
HeobXxoAUMOMY MWHUMasIbHOMY MOCTYMN/eHMe B OpPraHn3M amMUHOKMUC/OT METUOHMHA,
TPEOHMHa, BaMHa, u3onenunHa. Ons getein NepBoro nosiyroavs XU3HW OrpaHuyeHune
pacnpocTpaHseTcsa Ha MaTePUHCKOEe MOIOKO NN AEeTCKME MOJIOYHbIE UM COEBbIE CMECH,
AN AeTeil BTOPOro nosyroamst XM3HW — 3anpeT Ha BBEAEHME B KayecTBe npukopma
BbICOKOOENKOBbLIX NPOAYKTOB (Msica, pblObl, TBOpPOra, sinL, MOSIOYHbIX MPOAYKTOB, 6060BbIX
n T.4.), ANS NAuMeHTOB cTaplle O4HOro roga — CTPorne orpaHMyYeHnst B UCMNO/b30BaHUN
BbICOKOOENKOBbLIX NpoaykTos (C-D);

- obsA3aTtesibHas koMneHcauma geduuymnta 6eska 3a cyeT crnelmasim3npoBaHHbIX CMeCei

Ha OCHOBE aMWHOKWUC/IOT, COOTBETCTBYHOLLUX BO3PACTHbIM I'IOTpe6HOCTFIM pe6eHKa B



OCHOBHbIX MULLEBbLIX BELECTBAX M 3HEPruu, HO He cogepXaliMx METUOHWH, TPEOHWH,
BaUIMH, U30/1EMUUH. B Hayane neyeHns n B neprog metabonmyecknx Kpu3oB B TeyeHne 24
— 72 yacos (He 6onee!) Nncnonb3oBaTb TOMLKO CrELMaIN3NPOBaHHY0 CMECb aMUHOKUCAOT
(C-D);
- C UeNnbl noAjepxaHus npoueccoB aHabonmnsma v npefoTBpalleHnss pasBuUTus
npoweccoB kaTtabonn3ma obecnevyeHne LOCTATOHYHON SHEPreTUYECKON LEHHOCTY paunoHa
B OCHOBHOM 3a cyeT yrnesogos (C-D);
- OrpaHvyeHue KBOTbl XMpoB A0 50-60% OT BO3pacCTHbIX CYTO4YHbIX MOTPe6GHOCTel BO
n3bexaHve HakonseHus NPoNMOHOBOW KUCNOTbI - NPOAYKTA [3-OKUC/IEHUSA XMUPHbIX KUC/IOT

C HeYyeTHOIA .EI.I'II/IHOM uenu. B kauecTBe MCTOUYHMKA Xnpa

npeanoyTuTeibHee MCNob30BaThb pactuTesnbHble macna,
cofepxalyne NoIMHEHAaCbILWEHHbIE XWpPHble Kncnotbl (pancoBoe,
NIbHAHOE,  ONIMBKOBOE, NofacosiHeyvHoe u ap.) (C-D);

- obecnevyeHune naymeHTa AOCTaTOYHbIM KONMYECTBOM Xunakoctu (C-D);

- obecneunTb APOOHblE KOPMAEHUA 6€3 A/ITE/bHLIX HOYHbIX MEpPEepbIBOB BO
n3bexaHme ronogaHns, 0Co6eHHo y AeTei rpyaHoro n paHHero sospacTta (C-D);

- ncuxonoruyeckas noggepxka u obyvyeHwe poguTeneli npasunam opraHusauun
noMowM W AuetoTepannun B  MEXMPUCTYMNHbLIA nepuoa W B Nepuog  Yrposbl

MeTabonunyeckoro kpusa (C-D).

Juemomepanus 8 mexcnpucmynHblili nepuoo (C-D):

- MEXMNPUCTYNHbIA nepuos AueToTepanus OCYLLeCTBNSeTCA B COOTBETCTBUM C
BbILLEOMMCAHHLIMU NPUHLMNAMWU;

- o6WNiA 6eNoK Ne4yebHOro pauMoHa paccuUnTbiBaeTCs UCXOAA U3 BO3PACTHbIX
noTpebHocTelt pebeHka (MP 2.3.1.2432-08 Hopmbl un3nonornyecknx notpebHocTen B
SHEprMM ” MNULWEBLIX BeLWEeCcTBax A1 Pas/IMYHbIX [Pynn HaceneHuss Poccuiickoi
depepaunn; Tabnuupl 4, 5), a Takke C y4eTOM TONEPaHTHOCTU NaumeHTa K Genky B
3aBMCUMOCTY OT hOpMbl 3a60/1EBAHMA N TSXKECTU €70 TEYEHNS;

- KBOoTa 6esika HaTypasibHbIX MPOAYKTOB Ha3HA4YaeTCss C YyYeTOM MUHUMasIbHOW
NOTPEOHOCTN B NATOTEHETUYECKM 3HAUYMMbIX aMUHOKMCNOTax — METUOHUHE, TPEOHUHE,
Ba/IMHe, nlonenumHe (Tabnuubl 6, 7, 8);

- peKoMeHAyeTCA MN0/b30BaTbCA OAHVMMMK CMPaBOYHLIMW MaTepuanamv no
XMMMYECKOMY COCTaBy MPOAYKTOB, TaK Kak B pasHbiX CNpaBOYHMKaX [AaHHble MOryT
OT/INYaTbLCA.

Tabnuua 4. CpegHecyTo4Hble HOPMbI MOTPEBHOCTEN B OCHOBHbIX NULLEBbLIX BELLLECTBAX
N aHeprun Ana aeteli NepBoro roaa XusHu*.



Bosp OHep be X Yrnes
acT Tust n u of
(me KKas 0 p bl
c.) / KT K bl r/K

r/ r/ r

K K

r r
0-3 115 2,2 6,5 13
4-6 115 2,6 6,0 13
7-12 110 2,9 5,5 13

*-MP 2.3.1.2432-08 «Hopwmbl ¢usnonornyeckux moTpeOHOCTeH B SHEPrUu U
TUILeBbIX BellleCTBax JJIs pa3/IM4YHbIX FPYII HaceneHus Poccurickon ®efepanym»

Ta6nuua 5. Hopmbl hmnsmnonornyeckoi NoTpe6bHOCTN B OCHOBHbIX MULLEBLIX BELLLECTBAX

N 3Heprun Ansa 30poBbIX AeTell cTaplle roga*

Bospact OHepr beno Kup YrneBop,
usi K, bl, T/ bl,
KKaJl r/cyT CYyTK I/CyTK
K1 u U

ot 1 roga no 2 net 1200 36 40 174

OT 2 neT 10 3 7eT 1400 42 47 203

oT 3 10 7 net 1800 54 60 261

ot 7 no 11 net 2100 63 70 305

ot 11 no 14 net 2500 75 83 363

MaJIbUMKH1

ot 11 go 14 net 2300 69 77 334

JIeBOUKHU

oT 14 no 18 et roHOIIU 2900 87 97 421

ot 14 o 18 net 2500 76 83 363




JeBYIIKU

* - MP 2.3.1.2432-08 «HopMsI (hu3roioruueckux notpebHOCTel B SHEPTHM U THILEBLIX
BellleCcTBax Jyis paslWuHbIX Ipynn HacesneHus Poccuiickor ®efepauyn»; 1 feTen C
METHU/IMaJIOHOBOM alijieMueli crapiie rofa TmoTpebieHue Oefka IO CpPaBHEHUIO C
yKa3aHHbIMM B Tabmuije ymeHbinaetrcs Ha 10-25% B 3aBUCUMOCTH OT (OPMBEI
3abo0/1eBaHus, TSHKECTH COCTOSIHUSL M HYTPUTHBHOTO CTaTyca pebeHKa.

Ta6nmua 6. OpueHTMpOBOYHAs MOTPEGHOCTb B METUOHMHE,

TPEeOoHUHe,

BaUinHe,

I/I3OJ'IGI7ILU/IH€ Yy 60/IbHbIX METU/IMAJIOHOBOIA au,vl,qel\m/leﬁ B 3aBUCMMOCTU OT BO3pacTa

Bospact CyTouHasi TOTpeOHOCTh B aMUHOKHC/IOTaX
OOMBbHBIX
N3onenux MetuoHn TpeoHuH Banuu
VH
eTu MI/KT' MacChl Tejia
TPYJHOI0
BO3pacTa
0 - 3 mec. 75-120 30-50 75-135 75-105
3 - 6 mec. 65-100 20-45 60-100 65-90
6 - 9 mec. 50-90 10-40 40-75 35-75
9 - 12 mec. 40-80 10-30 20-40 30-60
eTH MTI/jeHb
crapiie
1 roma
1 -4 ropa 485-735 180-390 415-600 550-830
4 -7 net 630-960 255-510 540-780 720-
1080
7 =11 net 715- 290-580 610-885 815-
1090 1225

Tabnuua 7. CneunaniM3MpoBaHHble MPOAYKTbl HA OCHOBE aMWHOKWUCNOT 6e3

METNOHMNHa, TPEOHNHA, BaJINHA, I/I30/'|€I7ILI,I/IH8.*




HavmeHnos be Kup YrneBo JHepre Bospac
dHHe JIOK , T pi\ TH T
TpOAYyKTa (3K b, yeckas rnpume
B.) r LIEHHOC HEH Usl
r Tb,
KKaJ
«MTVI 13,1 23 49,8 469 ot 0
Anamix o
infant» il
1 rogma
«MTVI 25 <0,5 51 309 cTap
Maxamaid» mie
1
rozia
«MTVI 39 <0,5 34 297 cTap
Maxamum» e
1
roza
«HyTpuren 14 - 14 23 50,5 471 oT 0
tre,- met, —val,-
b $d 3 O
ile»* A
1 roga
«HyTpuren 20 - 20 18 50,4 444 cTap
tre,- met, —val,- IIe
] sk
1le» 1
rozia
«HyTpuresn 40 - 40 13 31,6 403 crap
tre,- met, —val,- IIe
] sk
11@» 1
rozia
«HyTtpuren 70 - 70 0 4,5 298 cTap
tre,- met, —val,- 11e
ilen* 1
roja

*-TIPOJIYKTBI 3apeTUCTPUPOBaHbI Ha TeppUTOpUH rocyzapctB TamoxxeHHoro Coro3a.




MedukameHmo3sHoe neueHue (D)

Mpn ycTaHOBNEHUM [AuarHo3a MeTUIMa/IOHOBOM aunaypum Heob6Xo4MMo
npoBecTn NPo6Hoe NnevyeHne BUTaMMHOM B12 ana onpegenexHvs hopmbl 3a60n1eBaHnA
- B12-pesncTteHTHas nnu Bi2-3aBucumasi. C 3ToR Le/blo Ha3Ha4varT KOPOTKMiA Kypc (8-
10 gHeit) BuTamuHa B12 B flo3e 1 Mr/cyT Nof KOHTPOIEM YPOBHS NPONUOHUIKAPHUTUHA
B KPOBWM W 3KCKPELMN METUIMa/IOHOBOWN KMUCOTbl. CHMKEeHWe 3TUX nokasartenei Ha
50% 1 60nee OT UCXOAHbLIX YPOBHEl CBUAETENbCTBYET O Bi2-3aBUcuUMON diopme
6onesHn. [LeTaAm C ycTaHOBMEHHOW Bi12- 3aBucumoi ¢opmMoi METU/IManioHOBOW
aunaemMmn HasHavalT A/iMTeNbHoe flevyeHne BuTamuHOM Bi12 B cpegHein pose 1-5
Mr/cyT. (B OTAE/IbHbIX Cnyyasx Ao 15 mr/cyrt.).

Ta6nuua 8. MprUMepPHbIA CYTOUHbI HAGOP HATypasibHbIX NPOAYKTOB NUTaHWS ANs
[eTeli AOLLKOLHOTO Bo3pacTa C MeTU/IMasIOHOBOI auyaeMuei

ITpoayKThI Komuec XVMHYeCKui COCTaB, T OHepreTuue
TBO cKast
ben JKUD YTJIEBO
MJI/ T LIEHHOCTb,
KU1 bl JIbI
KKaJs

Xneb 140 1,0 3,5 84,2 378
HU3K00eKo
BbIl
Xnebobynou 30 0,2 2,7 19,4 105
HbIe U3JIe/TUs 3
Cyxas 54 0,8 1,8 50 79,3

CMeCb 7
HU3K0OeIKoBast
Bepmuren 13,7 0,1 0,0 11,2 47,9
b 2 8
HU3K00esK
oBasi
Kpyna 25 1,7
HU3K00esK
oBast
Cyxoti 6/6 24 5,0 17,2 114




HaAITUTOK

Macno 20 0,1 16, 0,16 149

CJIMBOYHOE 5

Maciio ToryieHoe 10 0,0 9,8 0,06 88,7
3

Macmno 15 - 14, - 134,8

pacTture’ 9

bHOE

Caxap 30 - - 29,9 113,7

Bapensbe 20 - - 14,0 56

Kaprodens 100/70 1,4 0,2 11,4 56

8

Kamycra cBexas 55/44 0,7 0,0 2,1 11,9
9 5

MopKoBb 95/76 0,9 0,0 4.8 25,8
8 7

Ceekna 60/48 0,7 0,0 4,32 20,2
2 5

Kabauku 25/19 0,1 0,0 1,0 4,75
2 6

Orypupbl 5/4 0,0 - 0,11 0,65
3

Canar 10/9 0,1 - 0,18 1,4
2

[Tomugopsbl 15/13 1,3 0,0 0,49 3,0

3

TomaTt-macra 8/7 0,3 - 1,33 7
5

JIyk pernuarbIii 5/4 0,0 - 0,32 1,45
5

KirokBa 10 0,0 - 0,38 2,6
5

Coku 100 0,5 - 11,7 47




@DpYKTHI CBEXHE 200/170 0,9 0,5 16,6 78,17
DpYyKTHI Cyxue 10 0,3 - 5,05 22,7
3a cuer 9,5 70 258 1700
HaTypasb
HBIX
MPOAYKT
OB
Bonee 3(PPEKTMBHO MPUMEHEHNE aKTUBHbIX dhopm BUTaMUHA -

rmapokKcmkobanammH, MeTuakobanamuH, ageHo3nnkobanamuH (kobamamma). Kak
npasuno, nauyuMeHTam [OMOJSTHUTENBHO HasHayalT  [UeTuyeckoe JieveHune
C YMepEeHHbIM OorpaHuyeHnem 6eska HaTypasibHbIX NPoAyKTOB (Hanpumep, 4o 1,2
r/kr macchl). B Tabnvue 9 npuBegeH npumep AMHAMUKK
3KCKpeLunn MeTU/IMaIOHOBOW KACMOTbI y 60/bHOro ¢ B12-3aBUCUMOIi 1
60/1bHOro ¢ B12- pe3ucTteHTHOW hopmamm MMA nocne B/mM BBeAeHUss 1 mr

uMaHkobanamvHa B TeueHve 8 gHei

Tabnuua 9. [dvHamuka 3KCKpeuun MeTUIMasIOHOBON KMUCOTbl C MOYON Y 6OSbHBIX C
pasHbIMK hopMamin 3ab6oneBaHns

CopepykaHue
MeTH/IMaJIoH
Dopmbl OBOU
6ome3Hu KUCJIOThI B
Moue
(MMOIB/MONL KpeaTUHWHA)
Ho
o Uepes
neyeHust 8 .
JHen
TpumM
eHeHU
1 B12




Bi2-3aBuCUMan 2020 480 2
<

Bi2- 3200 3180 2

pe3uCTeHTHast <

pma

C uenbl ycwuneHus CBA3bIBAHWA MPOMMOHOBONO pajvkana W YycTpaHeHus
KapHUTUHOBON HeAOCTaTOYHOCTU OOJIbHbIM Ha3HayatoT 60/bluMe [A03bl KapHUTUHA.
PekomeHayeTcst UCMosb30BaTh TOMbKO L-dpopMbl KapHUTUMHA (351bkap 30%, KapHUTEH).
[eTn paHHero Bo3pacTta nosydatoT KapHUTUH 13 pacyeta 80-100 mr/kr mMaccbl Tena B
CyTku 3a 2-3 npuvema, geTtu crtapuwero Bo3pacta - 50-80 mr/kr/cyt. CyTo4yHas gosa He
[o/DkHa npesbIwatb 3 1. Tepanusa nposBoanTcs HenpepbiBHO (D).

YuuTbiBas, YTO OKOJI0 ¥ KO/IMYecTBa NponnmoHaToB 06pasyeTcs B KULWEYHUKE Noj
BAUAHNEM (IYHKLUMOHMPOBAHNSA MECTHON 6GakTepuanbHol ¢oopbl, AONO/HUTENbHbIM
CrnocoboM Koppekuun obmeHa ABNseTcs aHTubakTepuasibHas Ttepanusa. C  uUenblo

nogaBieHNA aKTUBHOCTU K/LLEYHOW (*Jﬂopbl 60/1bHbIM

nokasaHbl Kypcbl aHTMGaKTepunasibHbIX NpenapaToB. HasHavaT aMnuLW/IIMH B
BO3pacTHON fo3e B TeueHue 8-10 gHein nnm metpoHmgason B gose 10-15 mr/kr/cyT B
TeueHve 10-14 aHeil; yepes 3-4 Hepenu Kypc nosTopstoT (D).

[ononHMTEeNbHO B KOMMJIEKCE NeyYeHus feTeil NPUMEHSAIT [IMUUH, KOTOPbINA,
nogobHO  KapHUTUHY, o06nagaeT CrnoCOOHOCTBIO  KOHBIOIMpoOBaTb  MPOU3BOAHbLIE

opraHnyeckux kucnot. CyTodHasa gosa B cpegHem coctaBndet 300- 600 mr/cyT B TedeHue



ANMTENBHOrO BpeMeHn (4-6 mMec.), Takke HasHayalT U30/1eNUNH U BaUTUH MPU UX HU3KUX
KOHLUEeHTpaumsax B KpoBu (Hwke 100-10 mkmons/n (D). Mo nokasaHusaM WCMO/b3yHT
aHTUKOHBYNbCaHTbl, BO3pacTHble  [03bl BUTAMWHOB W  BUTAMWHHOMUHEP&/IbHbIX
komnnekcos (D). HooTponHble npenapartbl Ha3Ha4yarT C OCTOPOXHOCTLIO BO M3bexaHue

npoBoOKaunn annnenTn4ecknx NnpucTynos.

Jleuenue demeil 8 nepuod MemaboaUUecKko20 Kpu3da

MeTabonuueckme Kpusbl, BeAylMe K KPUTUYECKAM, YrPOXAeMbIM XKU3HM
COCTOSAHUAAM, NPV METUIMAJIOHOBOM aumMaypun NPosBASAIOTCA B BUAE OCTPO BO3HMKAIOLLEN
3HUedanonatMm 1 NPUCTYNOB PBOTbI, BO3MOXHO pa3suTue cypopor. Kpusbl 06bIYHO
NpPOBOLMPYIOTCA pasHbIMKM He6aronpuUsaTHbIMKU  (hakTopamn, KoTopble 06YyC/1o0BANBAOT
yCUneHne npoLEeccoB K/IETOYHOro kKatabonmsma €  06pa3oBaHMEM  TOKCUYHbIX
NPOMNMOHOBLIX NPOM3BOAHLIX (D):

- npuem 6enka U MNULOB B KO/IMYecTBe, MNpeBbillaloweM  To/IepaHTHOCTb
opraHu3ama 60/1bHOro pebeHka,;

- HepoepaHue, HU3Kasi KaIOPUIRHOCTL paLMoHa,;

- VHTEpPKYpPPEHTHbIe pecnmpaTopHble NN XenyaouHo-KULeYHble MHAEKLMOHHbIE
3abo051eBaHUSA;

- BaKuuHauus;

- hmanyeckas nam NCMxo-amoumoHasibHast Harpyska.

PaHHUMMW KMHUYECKMM NPU3HaAKaMy MeTab0IMuYeckoro Kpusa CryXat BS/IOCTb,
COH/IMBOCTb WM pa3fpaxuTenbHOCTb, OTKa3 OT efbl, pBOTa. HeBponoruyeckue
paccTpoiicTBa NPOrpeccupytoT BM/IOTb A0 CTyrnopa WM KOMbl, 06YC/TOB/IMBAsS BbICOKYHO

NeTanbHOCTb. TAXECTb COCTOAHUA, TNaBHLIM 06pa30M,

onpepaensieTcsl BblpaXeHHbIM MeTabo/IMyeckuM KeToauuao3oM. Kpome Toro, MoryT
MMeTb MECTO TMMOrIMKEMUSI (B HEKOTOPbIX Crydasix rMnepriavkemus),
rMnepaMMoHueMUsi, 06e3BOXMBAHUE. CocTosiHMe  MeTabo/IMYEecKoro  Kpusa,
0COGEHHO Y eTeil paHHero Bo3pacTa, ABMSeTCs NoKasaHWeM Ansi rocnuTamsaumm u
OCHOBaHWEM /151 TPOBEAEHUSI UHTEHCUBHOI Tepanuu.

Na6opaTopHbIMU NpeABECTHUKAMY Pa3BUTUS KETOALMAOTUUYECKOrO Kpr3a CryXat
TEHAEHUMSI K CHWKEHWI0O pH KpoBW, AeUUUTY OCHOBAHWI, YMEHbLUEHUE COAEepXKaHus
CBOGOAHOIO KapHUTUHA, HapacTaHWe YPOBHSI MPOMNVOHUKAPHUTUHA B KPOBW, MOYEYHON
3KCKpeLun MeTU/IMasIOHOBOW KUC/IOTbI U KETOHOBbIX TeS.

Mpn yrpo3e wam B cnyyae pasBUTUA MeTabO/IMYECKOTO Kpu3a NeyeHne [A0/HKHO

HavynHaTtbCA He3amMens/iInTesibHo. JleueBHble MeponpuAaTnNA Harnpab/ieHbl Ha MpeKpawieHne



06pa3oBaHUsi U HAKOM/IEHUS TOKCUYHbIX OPraHNYeckux CoeAuHeHui i 1 BbiBeeHue KX U3
opraHusma. Pogutenu p[o/mkHbl 6biTb 00y4YeHbl MpaBuWiaM oOpraHusaumMu Tepanuy B
MEXNPUCTYMHbI Nepuog 1 B neprom, yrpo3bl MeTabonyeckoro Kpusa.

TakTuka NneyeHuss aeteil B Nepuop Kpvsa BKIHOYAET KOPPeKuuio avetoTepanuu,
aKTUBALMIO CBSI3bIBAHUSI HaKan/IMBaOWMUXCSA OpPraHNYecknux KucnoT nyTeM yBeMYeHus
[103bl  NNTeBOKApPHUTMHA W [NIUUMHA, KOpPpekuuo  meTabosmyeckoro  aumaosa,
rMnepamMmMoHMEMUN 1N BOAHO-3/1EKTPOSIUTHBLIX HapPYLIEHWA, AOMONHUTE/IbHOE BBEAEHUE
rOKO3bl A1 3HEepreTMyeckoli NoaaepXKn M YMeHbLUEHUSI MHTEHCUBHOCTU MpPOLeccoB

kaTadbonumama.

Juemomepanus demeti 8 nepuod memaboauueckozo kKpu3sa (B-D):

- nepesBecT pebeHka Ha MNUTaHUE WCKIYMTENbHO CMECbD aMWHOKUCIOT 6e3
n3oneiumMHa, METMOHMHA, TPEeOHMHA W Ba/iMHa, HO He 6onee 4yeM Ha 24-72 vaca.
Cobnogatb  pexuM  [pPOOHbIX W YacTbiX KOPMJIEHWIA C  MpOMEeXyTkamu — Mexay
KopMieHnaMu 2-3 4aca, BO3MOXHO HenpepbiBHOE KaresibHoe BCKapm/nBaHue uepes
nHpy3somart. Mpy HanuumMm cpbIrMBaHWii, PBOTbI, OTKa3a OT efbl — KOpMJIeHMEe 4epes
HasoracTpasibHbIil 30HA N FacTPOCTOMY;

- KONn4yecTBO 06LLero noTpebasemMoro 6eska A0/MHKHO ObITh HE Hke 6e30MacHoro

ypoBHs (Tabnumua 8);

- obecneynTb BbICOKOKaSIOpUiAHOE NUTaHue (Tabnuue 10) 3a cuet
ncnosib3oBaHns 5-10% rNHOKO3bl, rNHOKO30MONIMMEPHbIX
pacTBOpoB (Ma/IbTOAEKCTPMH) B AOMNOJ/IHEHME K CMECVM Ha OCHOBE aMWHOKMC/IOT;

pacuyeT NPoM3BOAUTCA UCXOAS U3  KasopuiiHocTu 1 r yrnesofoB = 4 kkan, 1 r

MaU/IbTOAEKCTPUHA NpupaBHMBaeTcA K 1 1 yrnesoAoB. Bo3mMOXHO napeHTepasibHoe

BBefeHne yrnesoaos (5%-10% r/1oKo3bl), a Takke nunuaos Ao 1 r/kr/cyTku;
- yepes 24-72 yaca OT Havasia NlevyeHnsa NocTeneHHo BBOAAT NPOAYKThI, coaepxaliue
HaTypasibHbli 6e0K, U3 pacyeTta ¥ HeobxoAMMOro CyTOYHOro o6bema — B NepBblil AeHb,
Y - Ha 2-3-i1 AeHb, % - 3-4-ii geHb, ganee B NOSIHOM 06beme. CTOUYHMKOM HaTypasibHOro
6enka ona getei nepsbixX LWECTU MECALEB XU3HU ABMSETCA MaTepUHCKOe MOJOKO/AeTckas
MOJIOYHas CMeCb, [O/19 [OeTeil BTOPOro MNOMYroAus >XU3HWM — Takke HU3KobesKoBble
NPOAYKTbI NpUKOpMa, ANS AeTel cTaplie roga - HU3KoOesiKoBble HaTypasibHble NPOoAYKTbI
(kpynbl, OBOLLM, (PPYKTbI, pacTUTEe/IbHblE Macna) 1 Crneunasin3MpoBaHHble NPOAYKTbI Ha
OCHOBE KpaxmaJsios;

- C Uenblo nogaepXaHmsi COOTBETCTBYHOLLEN 3HEpPreTU4eckom LEeHHOCTM paumoHa

NPOAO/KAOT MCMOMb30BaTb MaslbTOAEKCTPUH, a Takke HU3KOOesKoBble MNPOAYKTbl Ha



OCHOBE Kpaxmana;

- B Nepuog Bbixoda M3 MeTabo/MYeckoro Kpusa nuuia AO/MKHA MMETb LaasiLuyto
Ky/IMHapHY0 06paboTKy;

- nocnepywuiee yBenmyeHme KBOTbl HAaTypasibHOro 6eka B pauvoHe NpoBOAAT No mepe
cTabunmzaumy meTaboNnyecknx HapyLleHUn, B COOTBETCTBUM C HYTPUTUBHLIM CTaTyCOM

pe6eHKa nero ABVII'aTeJ'IbHOVI aKTUBHOCTbIO.

Tabnuua 10. be3onacHblli ypoBeHb MoTpe6sieHns 6eska U NOTPeBGHOCTb B 3HEprun y
AeTei pa3nnMyHoro BospacTta ¢ MeTU/IMa/IOHOBOW aumngemmneli B nepnog metabonmyeckoro
Kpusa (B-D).*

0- 1-3 4-6 7-10 11-18
Bospact
12mec roja JieT JieT
OO0t 1,8 — 1,3 - 1,1 - 1,01 — 1,14-
Oenox 1,31 1,2 1,0 0,99 0,99
I/KT/CyT
OHeprus 150- 110- 80-70 60-40 60-50
Kxkan/kr/c 120 80
YTKU
Kugkoc 120 100 1200- 1500- [ ot
™ (B mrkr/ | 1500 | 2000 2000
T.4U. MIT/KT/ MJI/C
BOJA, CyT M/cyT | m/cyTt T
CyT y
TJIFOKO30CO0JIeBbIe,
TJIFOKO30T10/IIMep
Hble paCTBOPbI)

*- aganTUpoBaHo 13 Matthias R Baumgartner et al. 2014.

s akmusayuu ces3bl8aHUss HAKANAUBAIOWUXCA OP2AHUYECKUX KUC/A0m
U Koppekyuu ocmpoli 2unepamMmoHueMuu KapHUTHH Ha3HauaroT 6osrocHo 100
MI/KT MacChl Tefa W Jajiee nopajepxxuBaroiyro no3y 100 mr/kr/cytku (D).
[IpeamouTuTeslbHO  BHYTPUBEHHOE WA  BHYTPUMBILIEYHOE  BBeJeHue
nperniapara. lless Tepamuu — TMO/Jiep)kaHue CoZiep)kaHuss CBOOOAHOTO

KdPHHMTHHA B KPOBH BbIIIIE€ HOPMAJIBHBIX 3HAUeHUH AJId yCUJIeHHWs CBA3bIBAHUA




HaKaIVIMBAIOIWXCA TIPOIMMOHKW/I-PAIMKAJ/IOB U UX BbIBEAEHHUS W3 OPraHM3Md B

BH e IIPOIMTMOHUIKAPHUTHHA.

[o3y rnuuuHa ysenuumsalT o 100-200 wmr/kr ana ycuneHma obpasoBaHus
FMAUMHOBBIX KOHBLHOraToB OpraHM4Yeckux KucaoT. Mpu mcnonb3oBaHWM yKas3aHHOW A03bl
YMEpPEHHOE MOBbILEHNE YPOBHS 3TON aMWHOKUC/IOTbI B KPOBM HE SABNSETCSH OCHOBaHMEM
AN OTMeHbl npenapata. B cnyyae Ha3HayeHus 6o0niee BbICOKOM [03bl BO3MOXEH
HebnaronpuATHbLIA 3hdekT B BMAE MNOSBMEHUS fleTapruM K atakcuu, 00YC/OBEHHbIX
ype3MepHbIM HaKoMeHNeM rMMumHa.

Koppekyusi  mMemabo/siudecko20  ayuoo3a  OCYLWEeCTBASETCA  BHYTPUBEHHbLIM
BBEJEHVEM LLEJIOYHbIX PacTBOPOB rmapokapboHaTta Hatpus, npenaparos TpuUCosb UN
TpucamunH . 'mapokapboHat HaTpusa npumeHsieTcss B Buae 8,4% u 4,2% pacTtsopa ans
ynobcrtea nepepacyeta Ha Mmosis NaHCO. Ero gosuposka (MMOSb) onpegensercs no
gopmyne: (-BE) X macca Tena (kr) X 0,3. Kpome TOro, 60/bHbIM peKkoMeHayeTcs
LLIeNIOYHOE MUTbE — PacTBOP COAbl U3 pacyeTa Y2-1 uvaiiHas noxka Ha 200 mn BOAbI,
LLe/I0YHble  MUHepasibHble BOAbl. MOXHO WCMNoNb30BaTb BBeEAEHWE CcOAbl B BUAe
pekTanbHbiX cBe4veil. PerynspHo (Kaxaple 6-12 yacoB B 3aBUCMMOCTU OT TSHXKECTU

COCTOHHVIFI) KOHTPOMNPYHOT nokasaTtesin KNC/TIOTHO-OCHOBHOIO COCTOAHNA KPOBW.

Koppekyusi 800HO-31eKmMpoAumHbIX HaApyWweHull, 2unepammoHuemMuul

U 3Hepeemuueckoll HeoocmamouHocmu.  [ljis  ycCTpaHeHus

TUIOTH/IpaTallii Ha3Haual0T BHYTPUBEHHOE BBeZieHHE
(bHU310/IOrMUeCKOr0 pPacTBOpa, MCIOJb3Ysl CeyIOIIUi pacueT B

3aBUCUMOCTH OT Macchl peberka: 100 mi/Kr/cyTku (Macca

<10 «r); 1000 mn + 50 mAa/kr Ha nocneaywoLwwmin kunorpamm nocne 10 kr (macca 10-20 kr);
1500 mn + 20 ma/kr Ha nocnegytowmii kunorpamm nocne 20 kr (macca
>20 kr). B cnyyae TSXenow MHTOKCUKaLMN 408 fydlled aNMMUHaLUN HakanimBaroLwmxcs
NPONMOHATOB W METWIMa/IOHOBOW KUCNOTbl PEKOMEHAYeTCA UCNo/b30BaTb METO[,
(hopcnpoBaHHOrO Auypesa C AOMOJSIHUTENIbHbIM BBEAEHUEM XUAKOCTU N Ha3HavyeHuem
dypocemmga (nasukca) B gose 1-3 mr/kr 1-2 pasa B CyTku (C UHTEPBa/IOM HEe MeHee 6-8
yac).

C uenblo yCcTpaHeHUa 3HepPreTMYeckoro geduunrta u CHIKEHUA YPOBHA aMmmuaka B
KpOBM MPOBOAAT BHYTpMBEHHOe BBegeHne 10%-20% pacTtsopa r/1oko3bl 13 pacyeta 20
MA/Kr ¢ nHcynuHom (1 En/8 r rntokosbl). Mocne AByx4acoBOro BBeLeHUs pekoMeHayeTcs

KOHTPOJIb COAEPXaHUA JlaKTaTa U [JTI0KO3bl B KPOBU; AONYCTUMO nogaepXmBatb ypPpOBEHb



[/10KO3bl Bbille 3,3 MMO/Ib/1 Y HOBOPOXAEHHbIX U 5,5 MMOMb/N — y cTaplumnx geteii. MNpu
YPOBHe amMuaka B Kposy Bbilie 200 MKMO/Ib//T AONOSTHUTENBHO AN CTUMY/IALUN CUHTE3a
MOY€EBMHbI MOKa3zaHo BBegeHue apruHuHa (250-300 mr/kr) nnu untpynnuHa (350 mr/kr).
HasHavatoT dponuesyto kucnoty 0,1 mr/kr/cyTku, nUpuAoKcuH 5 mr/cyT. OcyLecTBnsA0T
06s13aTe/bHbIN KOHTPO/1b YPOBHA HaTpUs U Kanus B kposu (C-D).

[Ona 6onee ObICTPOro BbIBEAEHUS TOKCUYHbIX METAb0/IMTOB, CHUMXEHUS YPOBHS
MOHOB aMMOHWS B KPOBW nauueHtam, HaxofAWMMCA B COCTOSHUM  OCTPOro
MeTaboIM4ecKoro Kpu3a, NPoBOAAT NePUTOHeasTbHbIN Ananun3 unu remoguanns (C- D).

B npouecce KOMMNIEKCHOTO JleYeHUs OCYLLEeCTB/IAKT KOHTPO/Ib NokasaTtenemn
K/IMHMYECKOro aHasim3a KpoBW, YPOBHSA reMornobnHa, obuiero 6enka, a/iboyMmuHa, roKo3bl,
CbIBOPOTOYHOIO Xe/fes3a, 3/1IeEKTPO/INTOB, NlakTata, aMMHOKUC/IOT, CBOOGOAHOIO KapHUTUHA U
NMPONUOHWUIKAPHUTUHA. KOHTPONMPYIOT napameTpbl KUCO0THO-OCHOBHOMO COCTOSIHUSA

KpoBu. [MpoBOAST onpeAeneHne MoYeyHoil

3KCKpeLun  MeTUIMasIOHOBOM KACNOTbl. KpaTHOCTb NpOBeAEeHUs aHa/IM30B 3aBUCUT
OT COCTOSIHMA pebeHka, HO B Nepuof MHGEKUMOHHbIX 3aboneBaHui,
MeTaboIMYecKoro Kpu3a ornpegeneHue aMVIHOKMCNOT n

KapHMTUHOB OCYLLEeCTBNAT He pexe 1 pasa B 7-10 gHel, KLC - exxeagHeBHO Ao
cTabunusauuu nokasarenei (B).

YpOBHM METMOHWHA, TPEOHWHAa, Ba/lMHA, W30/eiuuHa B KPOBU B pesysbrare
neyeHns A0/DKHbI ObiTb NPUONMKEHBLI K ped)epeHCHbIM BO3PacTHbIM 3HavyeHusam (Tabnvua
11), ocob6eHHO BaxKHO obecneunBaTb HOPMaUTbHbIl CbIBOPOTOUHbIN YPOBEHb aMUHOKUC/IOT C
pa3BeTB/EHHOI YrNepoaHoi Lenbto. Tak, HegocTatouHoe NoTpebnieHne 6enka u geduumnT
n3onenumMHa SABNAKOTCA MNPUUYUHON PasBUTUA  TSXENOro akpogepmaruta u  cnyxart
OCHOBaHVEM 1151 LOMNOSIHUTE/IbHOrO BBEAEHUSA B pauuoH nutaHusa L-usoneriumHa B fo3e
50-100 mr/cyT B 3aBMCMMOCTHW OT CTEeNeHn aeduumTa.

Ta6bnuua 11. PediepeHcHble 3Ha4yeHMs WU30NeilMHa, METUOHMHA, TPEOHUHa U

BaJ/IHa B Njia3Me KPOBM 3[10POBbIX AeTeit

AMVHOKUCJIOTa YpoBeHsb B 1/1a3Me KPOBU
MKMOJIb/JT mr/
100
MJT
N3oneniyH 25 -105 0,3 -




1,4

MeTuoHUH 18 — 45 0,3—
0,7

TpeoHuH 45 — 250 0,5 -
3,0

Banvx 65— 250 0,8 —
2,9

MNMokasaTesnlb CBOGOJHONO KapHUTMHA MOAJEPXMBAOT HA BbICOKOM YPOBHE,
npeBbIALLEM TpaHuLbl, OnpeaeneHHble ANs 3[40pPOBbiX AeTeil. ITOo obecneuymBaeT
[ETOKCUKALIMOHHYIO (PYHKUMIO KapHWTWHA, YydyllaeT CBsA3blBaHWE W BbIBEAEHUE U3
opraHvM3ama TOKCUMYHbIX MPOMMOHOBbLIX MPOU3BOAHBLIX. MpM MCNOMb30BaHWM BbICOKUX 03
BO3MOXHO pasBUTUE 3(P(EKTOB B BUAE TOLIHOTbI U HEMPUSTHOrO 3anaxa. YKasaHHble
ABMIEHUS MPOXOAST NOC/Ie CHUXKEHWS 103bl.

Bo n3bexaHve kaTabonmama Hepeako TpebyeTcsa opraHusaums NUTaHua yepes
30HA WM TacTpocTOMy, a Takke  Ob6ecrieyeHue HOYHOI runepaIMMeHTaumMmn c
1CNO/Mb30BaHNEM cheumasibHOV NoMMbl 4718 NOCTOSAHHOTO BBEAEHWS NUTAHUA U T/0KO3B,

ManbTOAEKCTPUHA 1 Apyrux pacTeopos (B-D).

Heobxoamm perynspHblil - KOHTPOJIb HYTPUTUBHOIO cTaTyca
C KOppeKLumei NMTaHns B 3aBUCUMOCTM OT COCTOAHUS pebeHka 1 ero
TOMIepPaHTHOCTY K 6enky. KOHTPO/Ib pakTUyeckoro nutaHus (XMMmM4yeckKoro coctasa
pauvoHa) ona npeaynpexaeHus pasBuTUa AeUUMTHBIX COCTOSIHWIA
NpoBOAAT Yy JeTeli B peaHVMaLMOHHOM Nepuoje — eXXefHeBHO, y AeTeli NepBoro roga
XN3HU - He pexe 1 pasa B 7-10 gHell, y nayneHToB cTaple 1 roga— 1 pa3 B 1-3 mecsua
(B-D).

BosbHble € MeTUIMa/IOHOBOW auujemueli npeapacrnosiokeHbl K  PasBUTUIO
ocTeornoposauns-3a gedmumnta Kanbuma U BuTamuHa D, no3aToMy Heob6XoAMM KOHTPO/Ib 3a
YPOBHEM MOTPEONEHNS BUTAMUHOB W MUHEPaUbHbIX BELWECTB M CBOEBPEMEHHas
Koppekuus ux gecuumuta (B-D).

O6bwmmn npobnemamn ans 60nbHbiXx ¢ MMA sBMAKOTCSA pBOThbI M 3anopbl, O
KOTOpbIX BCerga cnegyet NoOMHUTbL BOBPEMS MX NpeaoTBpalaTb 1 koppektuposaThb (D).

Kpome TOro, 6onbHble HyxpaalwTcs B HabnoAeHUM Hedpponora, Kapamorsora,



racTposHTeposiora B CBA3W C  PUCKOM  TyBYNOUHTEPCTUMLMa/IbHOIO  Hedputa,
KapavomuonaTum, naHkpeatuTa - KOHTPO/b 3a K/IMHUYEeCKMMU aHanim3amm moun (1 pas B 6
Mec.), Ix0-KI', Y3 BHYTpeHHUX opraHos (1 pa3 B roa).

Mpn TSXEIOM MNOPaXEHUN MNOYeK, MN/I0X0 KOPPEKTMPYeMbIX MeTabomyecknx
HapyLleHNsIX BO3HMKaeT HeobXoAMMOCTb pellaTb BOMPOC O TpaHCnaaHTauum neyvyeHn wu
MoYex.

Bo Bpems npepgonepalyoHHOM MOArOTOBKW, aHeCTe3MO0sI0rMyeckux nocobui n B
ApYrux —cnydasx, kKorga TpebyeTcs  YAJ/IMHUTL  Mepuog, rosof4aHusa  UCMosib3yeTcs
BHYTPUBEHHOE BBEEHVE pacTBOPOB [/1H0KO3bl U 3/1eKTPONNTOB 13 pacyeta 8-10 mr/kr/MuH
ONns geTein nNepBoro roga Xu3Hu, 6-7 Mmr/kr/MuH — ana petein ot roga ao 10 net, 5-6

mr/kr/MynH — ana getei ctapwe 10 net (D).

BEAEHUWE NAUMEHTOB

[etTn ¢ MeTUIMasIoHOBOI aumaemuieli 06blYHO NonafaloT B OTAE/NEHKE

naToniormy AeTei paHHero Bo3pacTa, UHDEKLMOHHOE OTAeNIeHNE UM peaHMMaLio

B COCTOSIHUU meTabonmMyeckoro  Kpusa, pasBuBLLErOCH Ha hoHe
MeTabonmyeckoro aumngosa u runorinkemmu.

MpoAo/MKMTENBHOCTL  FOCNUTa/IN3aUUKN  3aBUCUT OT CKOPOCTM  BepudomKaLmm
AvarHosa, Koppekumm MeTabonnyeckmx HapyLleHuii nyTem npoBefeHUs MHTEHCUBHOW
TepanuM 1 Havyana naToreHeTUYecKon AmeToTepanuu, a Takke OT CPOKOB MOSIB/IEHMSA
NOMIOKUTENIbHOW AMHAMUKA CO CTOPOHbI LEHTPa/IbHON HEePBHON CUCTEMbI U APYruX
OpraHoB, CKOpPOCTU BOCCTAHOB/IEHMSA MoOKa3aTesieil [/1I0KO3bl KPOBM U KUC/IOTHO-
LLe/IOYHOTO COCTOSIHMSA, OTBET Ha JleyeHne oTMedvaeTcs B TeyeHue 5-7 pgHei.
MpebbiBaHWe B CTaLMOHape B cpefHeM cocTaBnsaeT 21 AeHb.

Mocne BbINUCKA U3 cTaunoHapa pebeHOK [O/HKEH HaxoAuUTbCA Ha aTtane
amMObynaTtopHO-MOJIMKINHNYECKOrO HAbNIAEHNS Y NeJnaTpa, HeBponaTosiora, reHeTuka,
60/bHblE C CMMATOMATUYECKOW 3NUAENCUER HYXAAKTCA B HAGMOAEHUN anuaenTosora.
KoHcynbTaumm Apyrux crneuvauctoB HasHayalTCA M0 nokasaHusaM. ExemecsiyHo
Heobxoanmo npoBoanTb uccneposaHnsa KLLC kpoBu, KOppekumto ieyebHoro nutaHmus m
cMMnTOMaTMYeCKOn Tepanun, 1 pa3 B 6-12 mecsauUeB peKoMeHayeTcsl KOHTPO/IMpoBaTb
cofepxaHue natosiormyeckmx mMeTabonMToB B CbIBOPOTKE KPOBU WW MO4YEe METOLOM
TaHAEeMHOWN Macc- CNeKTpoMeTpUn.

ExerogHo [Aetv  [AO/DKHbI  NMPOXOAMTbL  YINyOG/eHHy AucnaHcepusauuio B
YCNOBUAX AHEBHOrO cTaumoHapa (41MTesIbHOCTb rocnutasim3auun He meHee 10 cyTok),
roe  Takke OCYLeCTB/IAITCA HeobxoAumble peabuiMTauyoHHble  MepOonpuUsaTUS.

MOHWUTOPUHI 3a COCTOAAHUEM pe6eHKa n afeKBartHOCTbO Tepannun npoBognuTcAa C



4yacToTOW, yka3aHHo B Tabnuue 12 (D).

Tabnuua 12. MeTaboNM4ecKnini KOHTPOIb, MOHUTOPUHT ANETUYECKOrO Sle4eHus,
HYTPUTUBHOIO cTaTyca ¥ BO3MOXHbIX OTAA/IEHHbIX OC/IOXHEHWI 3a60/1eBaHUS*.

HccnenoBanue

Yacrora

AMMMaK, ra3bl KPOBH, JIaKTaT

B KaKbIii BUSUT

AMUHOKUC/IOTBI TIa3MbI
KpoBH (11ocsie 3-4u
roJIOZIAHMS)

1 pa3 B 3-6 mec

MeTunaManoHOBast KMC/IOTa

1 pa3 B 3-6 mec

B I1Jla3Me U Moue

CBob6oubIi KapHUTHH (TMC)

1 pa3 B 6-12 mec

KoHTposib reThI(MUileBoN JHEeBHUK)

B Ka)KbIii BUSUT

AHnTpornomerpus

B Ka)KJbIli BUSUT

KiuHnueckuit ocMoTp

B KaxzbIii BUUT

AnbOymuH, npeasbOyMUH KPOBU

1 pa3 B 6 mecsiLieB

CocTosiHMe KOCTHOM TKaHU (KasbluH,
docdop, 1P, maraumii, mapaTropMoH, 25-
OH ButamuH D B 11a3Me KpoBU

1 pa3 B rog,
TIpU NOpakeHUH T0YeK varlje

[IuHK, ceseH,
dbepputuH, onveBas
KUCa0Ta, BUT B12

1 pas B roj

OcMoTp HeBpormaroJiora

Kaxxiblii BU3UT

Onpepenenyve TJIOMEepPY/ISIPHOM u
TyOy/pHOM dbyHKIMM royek
(KpeaTWMHWH, MOYE€BHHA, 3JIEKTPOJIUTHI,
yucratuH ~ C,  MoueBasg  KHUCJ/IOTa,

3JIEKTPOUTHI ¥ Oe/I0K MOYH)

1 pa3 B 6-12 mecs1eB, HauuHas C 6 JieT,
WM paHblle TpPUA HaJIUYUM TPU3HAKOB
TopakeHusl TToYeK




ITankpeaTtryeckasi aMmusiasa, jdrasa 1 pa3 B 6 mec
Kapauosornueckoe B MOMeHT TMarHoCTUKH
obcnemoanue (OKI,2XO- 3aboneBanus, fanee 1 pa3 B
KT") roj nocsue 6 et
Korautusbie ¢pyHkimu (IQ) [nst onpeiesieHHOro BO3pacTa
Odranbmonoruyeckoe obcieioBaHe 1 pa3 B rog nocsioe 6 et
IO, MPT, cypaosoruyeckrie TeCTbl [To noka3aHusm
CromaroJsioruueckasi IoMolLlb He pexe 1 pa3a B rog

*- amartupoBaHo u3 Matthias R Baumgartner et al. 2014.

Poautenn [o/mkHbl 6biITb 06yuyeHbl MNpaBUIaM oOpraHusauuyM Tepanuu B
MEXMPUCTYMHbIA Nepuog 1 B nepuo, yrpo3bl METabo/IMUYeckoro kpusa. Y pebeHka npu
cebe Bcerga [o/MKHa HAaXoAMTLCS NamsiTKa C yKasaHWeM HEeOoTNIOXHbIX MeponpusiTuii B

nepmnoa HavynHaroweroca MeTabo/ImM4eckoro Kpu3a.

NMPOPUTAKTUKA

MpochunakTuyeckne Mepbl BKIYAOT MeAVKO-TeHETUYECKOe KOHCY/IbTUPOBaHue
CEeMeil 1 NpeHaTasibHyl0 AVArHoCTUKY, KOTopasi MPOBOAUTCS C NMOMOLLbH MOJIEKYNSIPHO-
reHeTMYecKoro UccrefoBaHuWs 6uontata XOpUOHA C  BbISIBMIGHWEM — MyTaluu
COOTBETCTBYIOLLIETO reHa.

HeoHaTtasbHbI CKpMHUHT B Poccuiickoii ®egepauumn He NpoBOAUTCS.

NMCXoadbl N MPOIMMHO3

Be3 nmaToreHeTM4ecKoro sie4yeHnss B nNepuoj mMetTabonnmyeckoro Kpusa
nofasnstoLlee 60/bLUMHCTBO AeTel nornbaeT. MNpy CBOEBPEMEHHOI KOPPEKL MU 1
npodnakTmke MeTabonMyeckmx Kpu3oB, COGMOAEHUMU U CTPOrOM KOHTpoOsne
naToreHeTUYecKon anetoTepanim 1 CUMNTOMATUYECKOTO SIeYEHMS MPOrHO3 A5 XXN3HU
6naronpuaTHBIN.

MPOrHO3 COCTOAHWA W YPOBHA MNCUXUYECKOTO pPas3BUTUS OONbHbIX 3aBUCUT OT

TSHKECT 1 hopmbl 3aboneBaHusa (Bi2-pesncteHTHass dopma mut O oTnnvaetca 6onee

paHHeli MaHudecTaumelr 1 HecTabuNbHOCTbI0 TeyeHus 3aboneBaHuns), BOBJIEYEHUS B



naTosiorMyecknii Npouecc BHYTPEHHNX OpraHoB (MOYKKM, cepaue, NomkenyaodHas xenesa),

a TakKKe CpPpOKOB Hadasia CI'IeLI,I/IaI'II/I3I/IpOBaHHOI7I Tepanun n KadyectBa JieHeHUA, Crnoco6Horo

npeaynpeanTb NPUCTYMbl METAG0INYECKOl AeKOMMNeHcaLn.
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