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npo6sembl neguarpun» 14 ¢espanas 2015 r. u Ha VII Cne3ne Poccuiickoro
o0uiecTBa MEIMUMHCKUX reHeTHKOB 19-23 mas 2015 r.
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bapanosa, n.M.H., pod. T.2. boposuk, k.M.H. T.B. bymiyesa, a.m.H., npod. JI.M.
KysenkoBa, k.M.H. H.I'. 3BoHkoBa), ®I'BHY «Meanko-reHeTuuecKuii Hay4HbIN
nentp» (a.m.H. pod. C.1. Kynes, n.m.H. E.JO. 3axaposa). ®I'BY «Poccwuiickas
JeTCKas KIMHUYeckas oonpHuIa» Munsapasa Poccuun (1.m.H. C.B. Muxaitinosa).

ABTOpBl  MOATBEPKIAIOT OTCYTCTBHE (PUHAHCOBOM  MOIACPKKH/KOH(DIUKTA
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METOAO0JIOI'UsA

MeTo b, HCIIOJIb30BAaHHBIC pIR) b c6opa/ CCIICKIINM JOKa3aTCJIbCTB.

KnnHnueckne MeToanvIecKue peKOMEH AN COCTABIICHBI HA OCHOBE METOI0JIOTHHI
SIGN (Scottish Intercollegiate Guideline Network; URL.: http://www.sign.ac.uk).
JlokazaTenbHON 0a30il ISl peKOMEHIAIIMHN SIBISTFOTCS ITyOJMUKAIlMK, BOIICAIINE B
MEDLINE, EMBASE, ORPHANET, KoxpanoBckyto 6ubnnorexy, 6a3y JaHHBIX
OMIM. beumn wucnonb30BaHbl HMHTEPHET JaHHBIC, IMPEJCTABJICHHBICE Ha
mexayHapoanbix  (http://newenglandconsortium.org) u HaMOHAIBHBIX caiTax
oOIIECTB peakux OoJe3He W OOIIECTBEHHBIX OpraHu3aunui. ['nmyOnHa mnowucka
cocraBmia ¢ 1994 no 2014 rr.

MGTOI[BI, HUCIIOJIB30BAHHBIC JJI1 OHNCHKHKW KAa4CCTBA M CHJIbI JOKA34TCJIbBCTB.

OneHka 3HAYMMOCTH B COOTBETCTBUU C PEUTHUHIOBOM CXEMOM ISl OLIEHKU CHJIBI
PEKOMEHIalMii: KAYECTBEHHO IPOBEICHHBIE METa-aHAIU3bl, CACTEMAaTHYECKUE WU
PAaHIOMU3UPOBAHHBIE KOHTPOJUPYEMBIE HCCIEIOBAHUS C HU3KUM PHUCKOM
CUCTEMAaTUYECKUX OIIMOOK; BBICOKOKAUECTBEHHBIE CHCTEMaTHYECKUE 0030pbI
MCCIICIOBAHUM CJIy4ail-KOHTPOJIb 158105 KOTOPTHBIX HCCJIEJOBAHMIA;
BBICOKOKAQUECTBEHHbIE 0030pbl UCCIENOBAaHUM CIIy4ai-KOHTPOJIb WM KOTOPTHBIX
UCCIIEJIOBAaHUM C OYEeHb HU3KUM PHUCKOM 3(P(PEeKTOB CMEIIMBaHUS WU
CUCTEMATUYECKUX OIIMOOK U CPEeIHEN BEPOSITHOCTHIO MPUYMHHON B3aUMOCBSI3U. B
COOTBETCTBHH C YPOBHEM JI0KA3aTEIbHOCTU (KaueCTBO J0KA3aTeNbCTB, Tabnuua 1)
10 XOAY M3JIOKEHUS TEKCTA MPEJCTaBIEHA CTENEHb CUJIbl peKOMeHAaui (Tadbauua
2). Jlns oOleHKH KauecTBa, CHJIBI JIOKAa3aTeIbCTB M (OPMYJIMPOBAHUS
PEKOMEHAAIMI UCIIOIb30BAJICSI KOHCEHCYC DKCIIEPTOB.

WNunukaropsr qodpokadectBenHor npaktuku (Good Practice Points, GPPs)
0a3upoBaAIUCh HA KJIMHUYECKOM OMbITe paboyedl Tpymnmbel MO pa3padoTKe
PEKOMEH AU .

DOKOHOMUYECKHM aHaliu3 W NyOonuKauuu 1o (QapMakodKOHOMUKE HeE
aHANMM3UPOBAIMCh. Banmumuzaruss pekoMeHaanui Oa3upoBaiach Ha BHYTPEHHEU

3KCHCpTHOﬁ OILICHKC. KOMMCHTapI/II/I, INOJIYYCHHEIC oT OKCIICPTOB,


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

CUCTCMATU3HUPOBAJINCE U O6CY}KI[3J'H/ICB npeacecaarciicM M 4YJICHaMU pa60qe171

rpynnsl. [IpoekT pekoMeHaanuii OplT pelieH3upOBaH HE3aBUCUMBIMU IKCIIEPTAMHU.

Tabmuma 1. I'pamanmst ypoBHS 10Ka3aTEIHHOCTH

YpoBeHb
JTI0Ka3aTellb-
HOCTH

Tun
JIOKa3aTeIbLCTB

JlokasarenscTBa ~ NHOJIy4EHBI B pe3yJbTaTe  MeTa-aHaIu3a
00JBIIOTO yucia XOpOLIO CIUTAHMPOBAHHBIX
PaHIOMU3UPOBAHHBIX MCCIIENOBaHUM.

PannoMu3upoBaHHbIE ~ UCCIEAOBAHMS  C HU3KMM  YPOBHEM
JIO’KHOTIO3UTUBHBIX U JIOKHOHETaTUBHBIX OIIHOOK.

I[OKa?)aTeJIBCTBa OCHOBAHBI Ha PE3yJIbTaTaX HC MCHCC OIHOI'O
X0pouio CriJiaHUPOBAHHOI'O PAHAOMU3NPOBAHHOTO MCCIICA0OBAHMA.
PaHI[OMI/BI/IpOBaHHBIC HCCICAOBaHUsA C BBICOKHUM YPOBHEM
JIO’KHOITO3UTHUBHBIX 1 JIOJKHOHETATUBHBIX OIITHOOK.

JlokazarenbcTBa OCHOBaHBI Ha pe3yJibTaTrax XOpOouIo
CIUIAHUPOBAHHBIX HEPaHIOMHU3UPOBAHHBIX VCCJIEIOBAHUM.
KoHTponupyemble HCCIICIOBaHHUS C OJHOW TPYIIONW OOJBHBIX,
MCCIICIOBAHUS C TPYIION UCTOPUUECKOTO KOHTPOJIS U T.I.

Jloka3aTeNnbCTBA MOYYCHBI B Pe3y/IbTaTe HEPaHAOMU3HPOBAHHBIX
uccienoBanuii. HempsiMble  CpaBHHUTEIbHBIC,  OMKMCATEILHO
KOPEJUTSIIIMOHHBIC WCCIICIOBAHMS W UCCIICIOBAHUS KIMHUYSCKUX
CITydJacB.

VvV

JlokazarenbcTBa OCHOBAaHBI Ha KJIMHUYECKHUX CIy4asx
U IIpUMEpax.

Tabnuia 2. 'paganusi CTENEHN CHIIBI pEKOMEHIAINH

Crenenn I'papganus

A JlokazaTenbcTBO | ypoBHSI WM yCTOMYMBBIE MHOTOYHUCIICHHBIC
nanusie |1, 11 wim IV ypoBHS nokazarenbHOCTH.

B HoxazatensctBa Il, 11l wau 1V ypoBHs, cuuTaromuecs B LEJIOM
YCTOMYUBBIMU JJAHHBIMH.

C HoxazatenwctBa Il, Ill, 1V ypoBHsS, HO JaHHBIE B ILIEJIOM
HEYCTOWYUBEHIE.

D Cna0rnle 1583171 HECHCTEMAaTHYECKHE AMITUPUUYECKUE

J0Ka3aTCJIbCTBA.




Jlji1 OKOHYATEIbHOW peAaKUi U KOHTPOJISI KadyecTBa peKOMEHJAlMK ObUIH
MOBTOPHO MNPOPELIEH3UPOBAHbl YWiIEHAMH padoydeld IpylIibl, KOTOPbIE NPHILIA K
BBIBOJly, YTO BCE€ 3aMEUaHHMs U KOMMEHTApUU IPHUHATHI BO BHUMAHUE, PUCK

CHCTEMaTHYECKHX OMIMOOK MPH pa3paboTKe peKOMEH AN CBEACH K MUHIUMYMY.
OINPEJAEJEHUE

M3oBanepuanoBas anuaeMus (Aluaypus) — HACIEACTBEHHOE 3a00JeBaHHE
U3 TPYIIBl OPTaHUYECKUX alugeMHi, 00YCIOBIECHHOE Ne(MUIMTOM H30BAJICPHII-
KoA nerunporenassl, yuacTByroliei B 0OMeHe JICUIIHA.
KO/l MKB-10 E71.1 - [Ipyrue Bumsl HapylieHds oOMEHAa aMHUHOKHUCIIOT C

Pa3BETBICHHOM IIETBIO.
SIUJIEMHNOJIOI' UA

3a0osieBaHnE BCTpeYaeTcss B pa3IUuYHbIX mnonyisuusax. Yacrora cpenu
HOBOPOXJIEeHHBIX B cTpaHax EBpombl m CIIA mo pa3HbIM JaHHBIM COCTABIISET
1:60000 - 1:150000. B Poccuiickoit ®eneparuu yactora 3a00JI€BaHUS HE
OIpeIeIICHA.

ITHUOJIOI'UA

N3oBanepuanoBass amnuaemuss oOycioBieHa Mytauusmu reHa VD,
Koaupytomiero u3oBaiepui-KoA nperuaporeHasy, Kotopasi y4yacTBYeT B oOMeHe

nernmrHa U nepeBoaut uzosanepui-KoA B 3-metunkpotonun-KoA. Jlokanuzanus

rera |VD - 15q13-g15. Tun wnHacnemoBanusi 3a00JeBaHUA - ayTOCOMHO-
PELIECCUBHBIM.
ITATOI'EHE3

Hedurut nzoanepmi-KoA geruaporeHassl BeJeT K OJOKMPOBaHUIO OOMEHa
JeiiiuHa Ha ypoBHe mepexoga uzoBanepuia-KoA B 3-metunkporonui-KoA. B
pe3yJibTaTe B TKaHAX W OHOJIOTMYECKUX >KUAKOCTAX MPOUCXOIUT HAKOIUICHHE
OPTraHUYeCKUX KHUCIOT - H30BAJICPUAHOBOM, 3-THAPOKCHUH30BAJICPUAHOBOM, YTO
OKa3bIBaeT TOKCHYECCKOE JICHCTBUE, TIIaBHBIM 00pa3oM, Ha I[HC, meueHnb, KOCTHBIN
MO3T, OOYyCJIOBJIMBAET pa3BUTHE TSHKEIOTO META0O0JMYECKOTO KEeToaIua03a,

BTOpH‘-IHOﬁ THncepaMMOHNCMHUHN, TUIICPIITIMIIMHCMHNH, TUIIOTJIMKCMUH. CHGI[CTBI/IGM



BBICOKON IOYE€YHOU 9KCKPCIUN HN30BAJICPUIIKAPHUTUHA CIYXHUT BTOpHYHAA

HEJIOCTaTOYHOCTh KapHUTHHA (PUCYHOK 1).

| Ben

OK pauuoHa |

| TkaHeBble 6enku
| neﬁuMH | /
TpaHCaMUHUPOBAHNE - = = = = = = = = = = = = = = — — -»> H3oBanepraHoBas KHCIOTa
A4 M3oBanepuirauiux
ll-KeTOVISOKaI'IpOHOBaﬂ 3-rnnp01<cnﬂ3osanepnaﬂosaﬂ KHCJI0Ta
Kucrnota 4-THIPOKCHH30BaIEPHAHOBAs KHCIIOTA
[ernaporeHasHbii MMeBaK()H()BaS{ KHCJIOTa
KOMMMEKC KETOKUCIOT C > i CTHJIHTapHAas KUCIOTa
pa3BeTBNEHHON Lienbto 30BANICPHIITTIIOKYPOHU
(BCKAD) M3zoBanepmiriayramar
A4 H3zoBanepmicapko3na
3-1‘1/1 OKCHUMU30TCIITAHOBAsA KUCIIOTa
Mzoanepmi-KoA P
HW30BanepukapHUTHH
M3oBanepun-KoA 0ermaporeHas’sa - - - = - - - -« - = = — = - - - -

3'MCTPIJIKPOTOHOBSSI KHCJIOTa

| =—> L a—

A 3-ruapOKCHH30BaTIePHAHOBAsI KHCIIOTA

| 3-metnrmorakoHII-KoA

| 3-meTunkporonm-KoA

3-meTunKpoToHnn-KoA
kap6okcunasa

3-MEeTHIIIIOTaKOHOBAs KHCIIOTa
3-METHJIKIIIYTapoBasi KMCJIOTa
3-MeTHIITyTapUIKapHUTHH

=

3-MeTUNrnITakoHWUn-
KoA rngpatasa

3-ruJpoKCH-3-METHITTYTapOBask KHCIOTa

=

_ - = 3-rmapokeu-3-meTunrnytapun-KoA
penykTasa

3-runpokcu-3- | 3-ruapokcu-3-mMeruariayrapui-KoA
MeTHIrTyTapuin-KoA

Jmasa

&

| MeBanoHoBast KUCIOTA |

| MepanononaxTon
XonecrepuH

Puc.1 Cxema meTrabonnyeckux MPOLECCOB, MPUBOIAIIMX K Pa3BUTHIO PA3JIMYHBIX BapHaHTOB
U30BAJIEPUAHOBON  allMJIEMHH. METa0OoJIMUYeCcKue OJIOKM BBIJENIEHBl TOJIYOBIM IIBETOM,
MaTOJIOTUYECKHE META0OIUTHI BbI/IETIEHBI ABOMHON paMKOH.

KIIACCUOUKALUA

Breimengror aBe  KIIMHUYECKHE 3a00JIEBaHUST -

(dbopMbI

HeoHaTabHYIO0 (y 60-70% GO0JBHBIX) U XPOHUYECKYIO HHTEPMUTTUPYIOIIYIO.

KIMHUYECKASA KAPTUHA

OCTPYIO

B OGonplinHCTBE ciyyaeB 3a00J€BaHUE MPOTEKAET C TSHKEIBIMU KPHU3aMHU.
Metabonuyeckuid Kpu3 OpoBoUUpYyeTcs (akTopaMu, BEAYLUIUMU K YCHUIICHUIO

IPOLECCOB  KaTaboiu3Ma: HHTEPKYppPEHTHble HWHQEKLUUH, XHPYPruuecKoe

BMEIIATEILCTBO, MPHEeM OoJbIINX KonuecTB Oeika (D).
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Octpas HeoHaranbHas (opma XapakTtepuzyercs MaHudecTanuend Ha
MEepBOM HeE/eNe KU3HU: yIOpHAs PBOTA, OTKAa3 OT €/bl, CHIXKEHUE MAcChl Tela,
pe3Kast BSAJIOCTh, COHJIIMBOCTb, JieTaprus, yruerenue LIHC, cynoporu. Xapakrepen
HEOOBIYHBIA 3amax MOYM THIIA «IOTHBIX HOT» WIH «Chipa». 3aboJjieBaHUE
npoTekaet Tspkesno u'y 30% nereil npuBOAUT K JETATbHOMY UCXOY.

XpoHHuueckasi MHTEPMUTTUpYIomas ¢opMa O0JIe3HU OTIMYaeTcs OoJiee
no3aHel MaHudecTamue otT 2-HeAeIbHOTO Bo3pacta 10 2 yieT. OHa MPOTEeKaeT ¢
yepeJOBaHUEM AaCHUMIOTOMHBIX TIEPUOJOB U  KETOANMJAOTHUYECKUX  KPHU30B
pa3IMYHONM CTENEHH TSKECTH, COMPOBOXKIAIOIIUXCSA pBOTOM, sertapruei. C
BO3PACTOM KOJMYECTBO KPHU30B, KaK NPaBUJIO, CHUXKaeTcs. B penkux ciaydasx
3a00JICBaHNE HE UMEET BBIPAKCHHOTO MpHCTynoobpasHoro teuenus (D-C).

Jlist  OONBIIMHCTBA JIETeM CTapiiero BoO3pacTa, HE IMOJYYUBIIUX
CBOEBPEMEHHOTO JICUCHMS, XapaKTE€pHAa YMCTBEHHAas OTCTAJIOCTh B COYETAHUU C
CUMIITOMATHUYECKOM AMUJIEIICUEN U IPYTUMU HEBPOJOTUYECKUMH PacCTPONCTBAMM,
BO3MOKHBI KpoBou3usiHUS B MO3T (C).

MoxeT HaOmAaThCs OCTPBIN MAaHKPEATUT, TyOyJspHas AUCHYHKIHUS MO
tury cuaapoma Jle Toru-Jlebpe—DaHkoHM.

B nepuonbl MeTabOIMYECKOro Kpu3za y JETed BBISBISIOT TSHKENbINA
KETOAUA03 W TUIEPIIIMIMHEMUIO, MOTYT OTMEUaThCsl aHEMHSs, JEHKO- H
TPOMOOIIMTONICHUSI, TUIEPAMMOHUEMHSI M THUIOMNIMKeMHs. B KpoBU pe3ko
MOBBIIIIEHO cojepkaHue n3oBaiepwikapHutuHa (C5), B Moue — M30BaJIpUaHOBOM,

3- ¥ 4-TUAPOKCUN30BATICPUAHOBON KUCIOT U U30BATICPUIITIIUIIMHA.
JTUATHOCTHUKA

JlnarHocTMKa UW30BaJIEpUAaHOBOM  alUAYpUU OCHOBAaHA Ha  aHaJIMU3e
POJIOCIIOBHOM, OIIEHKE JAHHBIX aHAMHE3a, KIMHUYECKUX NPOSBICHUN, pe3yJIbTaTax
aHajau3a CoJIepXaHusi B KpoBH wu3oBalepuiikapuutuHa (C5) W rimiuHa,
OIIpEIEIICHUU II0YEYHOU JKCKpeuuu M30BAJIEPUAHOBOM,
T'MIPOKCHUN30BAIEPUAHOBOM KUCIOT U M30BAJIEPUIITIULMHA.

OcHOBHBIMH METOJaMu NOATBEPKACHUS JIMarHo3a  SIBJISIFOTCSA

OMOXUMHYECKHE  METOHAbl:  TaHaemHas  Macc-cnektpomerpus (MC/MC),



AMHHOKHUCJIOTHBIM aHallu3, Ta3oBas Xxpomartorpadus-macc-criekrpomerpus (B).
JIJIs  TTOATBEp KJICHUS JWarHo3a M MEIUKO-TeHETHYCCKOTO0 KOHCYJIbTHPOBAHHUS
IPOBOAMTCS MOJIeKysipHoe uccienoBanue rena VD (C).

OOcne0BaHNI0 Ha HM30BAJICPHUAHOBYIO AlUIYPHUIO TOJICKAT CIEAYIONINE
TPYIIIBI JETEH:

- IeTH JTF000T0 BO3pacTa M3 CeMel, MMEIOIINUX OOJIbHBIX C JaHHBIM 3a00JIeBaHHEM
(B mepBYyI0 0uepen, OpaThsi U CECTPhI OOIBHOTO);

- JISTH TIEPBBIX HEJENbh U MECAICB KU3HH, Y KOTOPHIX MOCJIE HEKOTOPOTO MEPHoa
(MHOTZIa 0OYEHb KOPOTKOTO, B TEUECHUE HECKOJBKHX CYTOK) YAOBIECTBOPUTEIHHOTO
COCTOSIHMSI TOSIBUJIMCH PBOTA, OTKa3 OT €Jbl, JICTAPTHs, THIIOTOHHUS, CYJIOPOTH,
KOMa, METa0OJMICCKUH alu103, KETOHYPUS;

- JeTH JIo0Oro BO3pacTa C IOBTOPHBIMH MPHUCTYIIAMU PBOTHI, BSJIOCTH,
COHJIMBOCTH, THIIOTOHUH, KETOAITN1034;

- JIeTH, OTCTAIONIME B IICHXOMOTOPHOM pPa3BUTHH, C JIHJICIICHHA, HapyIICHHEM
MBIIIEYHOTO TOHYCA, KPOBOM3JIUSHUSIMU B MO3T, TYOYJIspHOW AMCHYHKIHEH,
OCTPBIM TAaHKPEATHTOM.

s ycmanoenenuss ouaeHo3a M30BAJTIEPUAHOBOM allUypUX y TAIMEHTOB C
KJIMHUYCCKUMH CUMIITOMaMH 3a00JIeBaHUs CIeNU(DUUSCKUMHU TUATHOCTHUCCKHUMHU
TECTaMH CIICAYET CUNTATh:

- KOJIMYECTBEHHOE OonpeeiieHrne n3oBajiepuikapaututa (C5) B kxposu (B);
-KOJIMYECTBEHHOE OTIPE/EICHIUE N30BAJICPHAHOBON, 3-THAPOKCHU30BAJICPHAHOBON
KHCJIOT U W30BaJIepUarInirHa B moue (B);

- BeisiBsieHue mytanuii B rere 1VD (C);

- oTpeiesiCHHEe aKTUBHOCTH (pepMeHTa B KyJIbType ¢pudpobmactos (D);

- JIaKTaTaIu103, KeToaua03, runepammonemus (C).

Buoxumuueckue memoowt duacHocmuku

Memoodom manoemnoit macc-cnekmpomempuu (MC/MC) B ma3me KpoBH, B
IATHAX BBICYIICHHONW KPOBH OMPEACIISAIOT KOHICHTPAIMI0 aMUHOKHCIOT U
arIIKapHUTHHOB. [lpu m3oBanepuaHoBOW aruaeMuy HaOMIOAAeTCs TMOBBIMICHHUE

KoHIeHTparuu C5 (M30BajepuUIKapHUTHHA), KOTOPBIM OOBIYHO MPEBBIIIAECT 2
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MKMOJIB/1 (HopMa j10 0,4-0,6 B 3aBUCHUMOCTH OT BO3pacTa), 4acTO MOBBIIICHBI
cootHouierre C5/C2 u ypoBeHb IIHIIMHA.

Amunoxkucnomusiii anaiuz. Y MHOTMX TAllMEHTOB B KPOBU MU MOYE
YBEJIMYEHO cojiepkaHue TiuiuHa. OJIHAKO 3TO HE SIBJISETCS CHEeUU(PUUHBIM U
MO3KET HaOII0aThCsl MPHU APYTUX HACIEICTBEHHBIX HAPYIICHUAX OOMEHA BEIECTB.

Memooamu eazoeoti xpomamozpaguu u macc-cnekmpomempuu B MOYE
NAI[MCHTOB  BBIABISIOT TOBBIIMICHWE KOHICHTPAIMUM HW30BaJCpUAaHOBOM, 3-
TUAPOKCHUHU30BATIEPUAHOBOM KUCIOT M M30BajlepwiIrauiuHa. Kpome toro, B Moue
MOTYT MPUCYTCTBOBAaTh 3-TUIPOKCUMACISHAS, 3-THAPOKCUHU30MACIIsIHAsL, 2-METHJI-
3-THIPOKCUMACIISIHASL KACTIOTHI, OTPAXKAIOIINE COCTOSTHUE KETO3a.

MonexynapHo-eenemuyeckue Memoowl

C noMomibio CTaHAAPTHBIX MOJIEKYJISIPHO-TEHETUYECKUX METOJI0B MPOBOJSAT
uccienopanue reHa |VD, OTBETCTBEHHOro 3a pa3BUTHE HW30BaJIEPHAHOBOU
armunemun. [lposenenne JJHK-nuarnoctuku cTporo mokasaHo Juisi IpeHATaIbHOM
WIA TIPEUMILIAHTAIIHOHHON TUATHOCTHKH.

HuddepennnanbHas IUArHOCTHKA TMPOBOJUTCS C  THIOKCHYECKUMU
NOPaXEHUSIMM ~ HEPBHOM  CHUCTEMBbl,  BHYTPUYTPOOHBIMH  HH(EKUIUSIMHU,
MOCTBAKIIMHAILHBIMHU OCJIO)KHEHUSIMU, HACIEACTBEHHBIMU HapYIICHUSIMU OOMEHa
BEUIECTB, B YAaCTHOCTU C JPYrMMH (OpMaMu OpraHWYECKUX auuAypuil u c

neeKTaMu MUKJIa CHHTE3a MOYCBHHEI.
NPUMEPBI ®OPMYJINPOBKHU IUATHO30OB

- I30BanepuanoBas anuaypus

- M3oBaneprnanoBas anuaeMus

- Hapymienuss oOMeHa aMHUHOKHUCIIOT ¢ Pa3BETBJICHHON I€MbI0 (M30BajiepruaHoOBast
alyIEMHsI)

JIEHEHUE

Crpareruss JsiedeHus OOJBHBIX 3aKJIIOYACTCS B CHHKECHHHM OOpa30BaHMS
TOKCUYHBIX METa0OJUTOB JICUIIMHA, MPEIyNpeKIACHUU Pa3BUTHUS KETOAlM103a,
TUIIEPAMMOHUEMHH, TOKCHYECKOTO TOPAXEHHUsI TKAHEM TOJOBHOIO MO3ra H

BHYTPCHHHUX OpPraHoOB C oOecrneuyeHueM IMpoueccoB aHa6OHI/ISMa, HOPMAJIBHOT'O
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pocTa M HYTPUTHUBHOIO cTaTyca jaeTeid. TakThkKa JIe4eHHs] OCHOBaHa Ha
CIIEYIOIIUX MPUHITUTIAX.

[Ipu momo3peHnn Ha HACJIEICTBEHHOE HapyllleHHe OOMEHAa aMUHOKHUCIIOT U
OpraHUYECKUX KUCJIOT HAaUMHATH JUETUYECKOE JICYEHUE HE0OX0IMMO cpasy Iociie
B3STHSI aHAJIM30B, HE JOXKHUAAACh MX pe3yJabTaToB. [0 MOIydeHUs pe3yabTaToB,
NOATBEPXKIAIONIMX ~ MeTaboinyeckoe 3abojeBaHue, CIeAyeT  OrpaHHYUTh
NOCTyIUIEHWE Oenka: Juisi JeTeil MepBOTO TOJMYroaus KH3HU — TpyIHOE
BCKapMJIMBaHHE WJIM BCKapPMIIMBAHHUE JETCKUMU MOJIOUYHBIMH CMECSIMU C HU3KUM
conepkanuem Oenka (1,2 -1,3 /100 Ma BoccTaHOBIEHHOTO MpoaykTa). s nereit
cTapuie 6 MecAleB - UCKIIOUEHHUE BBICOKOOEIKOBBIX MPOAYKTOB (MsICO, TBOPOT,
pbi0a) U3 paruoHa.

[locne moaTBepkaeHUS JOMAarHO3a TaKTUKa JIEYEHUS OCHOBAaHA Ha
CIICYIOIINX MPUHIUNAX:

- OrpaHUYEHUE OCTYIUICHUS JIEULIMHA C MULIEH 10 MUHUMaJIbHOW NOTPEOHOCTH;

- obecrnieyeHue (HU3MOJIOTMUECKOW MOTPEOHOCTH B JAPYTHX AMHHOKHCIOTaX H
HEOOXOJUMBIX HYTPHEHTaxX IJs TPEAYNPEeKISCHUS HMX HEAOCTAaTOYHOCTH U
nojiep>KaHus aHa0O0JIN3Ma,

- Ha3HAauYeHHUE JICBOKAPHUTHHA M TIUIMHA IS YCUIICHUS CBSA3BIBAHUS TOKCHYHOTO
W30BAJICPIII-PA/INKAIIA;

- KOPPEKIMA BTOPUIHON KAPHUTUHOBOM HEJIOCTATOUYHOCTH;

- ICKJIIOUEHHE TOJIOIaHus, IPEAYTPEKICHNE aKTUBAIIUH MPOIIECCOB KaTabOIN3Ma;
- KOHTPOJIMPOBAHHUE KHUCJIOTHO-OCHOBHOTO COCTOSIHUSI KPOBH, IMPEIOTBPAILCHUE
pa3BHUTHUSA allUA03a, OIJEPKaHNE BOJHOTO OalaHca;

- YCUJIEHHUE Tepanuu B MEpUOJI METabOIMYECKOTO KpH3a.

OCHOBHBIMH KOMIIOHEHTaMH KOMIUJIEKCA JiIeueHUsT OOJBHBIX CITyXKaT
HU3KOOEJKOBasi TUeTOTepanus, mpenaparhl JICBOKAPHUTHHA U TIIHMIMHA. Teparuio
JOTIONHSIOT ~ Ha3HAYeHWEM  BUTAMUHOB Tpynmbl B, 1o  mokazaHusM

AHTUKOHBYJILCAHTOB, CUMIITOMAaTHYCCKUX CPCACTB.
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OcHo8Hble NpUHYUNBL OUEMUYEeCKO20 Ne4eHUs]
- CTpPOroe OrpaHMYeHHE OelKa HATypaJbHBIX MHUIIEBBIX MPOAYKTOB C IIEJIBIO
CBEJICHUSI K HEOOX0IUMOMY MUHUMYMY TOCTYIIJICHUE B OPTaHU3M aMUHOKHUCIIOTHI
neiuHa. [{ns nered mepBoro Mmoiayrojius *U3HU OTpaHUYCHHUE PaCIpOCTpaHsIeTCs
Ha MaTEPUHCKOE MOJIOKO WJIM JETCKHE MOJOYHBIC WJIM COEBbIE CMECH, IS JIeTei
BTOPOrO TIOJNIYTOAMSl >KU3HM —  3alpeT Ha BBEJICHHE B KadyecTBE IMPUKOpMa
BBICOKOOEIJIKOBBIX MPOJYKTOB (Msica, phIObI, TBOPOTA, SIMI], MOJIOYHBIX MPOIYKTOB,
000OBBIX U T.1.), A MAUUEHTOB CTapIle OJAHOrO rojia — CTPOTUE OTPAHUYECHUS B
UCIOJIb30BaHUU BBICOKOOEIKOBBIX IPOAYKTOB;
- o0s3aTenbHAas KOMITeHcalusl Aeummra Oenka 3a CUeT CHEelHaM3UpPOBAHHBIX
CMeceil Ha OCHOBE aMHHOKHCIIOT, COOTBETCTBYIOIIUX BO3PACTHBIM MOTPEOHOCTAM
pebeHKa B OCHOBHBIX MHILIEBBIX BELIECTBAX M JHEPIMHM, HO HE COJEpKalIUX
JeiinuH. B Havale nedyeHus U B epuoJl METa0OJNYECKUX KPU30B B T€UEHUE 24 —
72 4yacoB (He Oosiee!) HUCMOJIB30BATH TOJBKO CIECIMAIM3UPOBAHHYIO CMECh
AMUHOKHCIIOT;
- C LETbI0 MOAJACPXKAHUS TPOIECCOB aHA0OMU3Ma W MPEIOTBPALICHUS Pa3BUTHS
IPOLECCOB KaTraboau3Ma oOecreyeHre JOCTaTOYHOW PHEPreTUYecKOM IEeHHOCTH
parroHa B OCHOBHOM 3a CYET YTIIEBOJIOB;
- B KaueCTBE MCTOYHHUKA XHpa MPEINOUYTUTEIIbHEE UCIOIb30BaTh PACTUTEIbHbIC
Macia, cofepKalire MOJIMHEHACHIIIEHHbIE )XUPHBbIE KUCIOTHI (parcoBoe, JbHSHOE,
OJTMBKOBOE, MOJICOTHEYHOE U JIp.);
- 00ecreynTh NMalreHTa 10CTaTOYHBIM KOJIMYECTBOM KHUJIKOCTH;
- obecrieunTh IPOOHBIE KOPMIICHHS O€3 JJIMTENbHBIX HOYHBIX TEPEPHIBOB BO
n30exaHue rojoJaHusi, 0COOEHHO y JIeTel Py JHOTO U PAaHHETO BO3PAcCTa,
- TICUXOJIOTHYECKas MOJJEPKKAa U 00ydeHHE POIUTENeH MpaBuiiaM OpraHU3al|U
MOMOIIM W JUETOTEpanMd B MEXKIPHUCTYMHBIA TEPUOI W B TEPHUOI YTPO3BI
MeTab0IMIECKOr0 KPH3a;
- y poauTeneit peOeHKa 1 npu peOeHKe Bcera Ao/ KHA ObITh TaMsITKA ¢ YKa3aHHUEM
HEOTJIOXKHBIX MEPONPUATHA B TEPUOJ YIPO3bl U Pa3BUTHUS METAOOIUYECKOTO

KpH3a.
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B meodcnpucmynueiii  nepuod  Ouemomepanusi  OCYWecmensemcs B
COOTBETCTBHUH C BHIIICONUCAHHBIMU MPUHITUTIAMHU:
- o0mmii Oenok JIeueOHOTO pallioHa PACCUUTHIBACTCS HMCXOMAS M3 BO3PACTHBIX
notpebHoctert  pebenka (MP  2.3.1.2432-08 Hopmbl  (U3HOIOTHYECKUX
NOTPEOHOCTE B SHEPrUU M MHUIIEBBIX BEIIECTBAX JJS Pa3IWYHBIX TPy
Hacenenuss Poccuiickoii ®enepanuu; (tabmmubl 3-4), a TaKKe C Y4CTOM
TOJICPAHTHOCTH MAallMeHTa K OENKy B 3aBUCUMOCTH OT (OpMblI 3a00JI€eBaHUS U
TSKECTH €r0 TCUCHUS,
- KBOTa O€JKa HAaTypaJibHbIX MPOAYKTOB HAa3HAYAETCS C y4YE€TOM MUHUMAaJIbHOMN
NOTPEOHOCTH B MATOTEHETHUECKH 3HAYMMON aMHUHOKHCIOTE — JieHIHe (Tadnuia
5);
- PEKOMEHIYeTCSl I0JIb30BaTbCsl OJHUMHU CIPABOYHBIMU MaTe€pHallaMd IO
XUMHYECKOMY COCTaBy NPOAYKTOB, TaK KaK B Pa3HBIX CIPABOYHHMKAX JIaHHBIC
MOTYT OTJINYaThCS;
- TIOBBILIICHHAS] TTOTPEOHOCTh B TJIMIIMHE M KApPHUTUHE YAOBIETBOPSETCS 3a CUET
CICIUAIM3UPOBAHHOTO MPOAYKTA M MEAMKAMEHTO3HBIX MTPEraparoB (Tadauma 5);
- NPOTUBOIIOKA3aHO HCIOJb30BaHUE IpenapaToB OEH30MHOM KHUCIOTHI U €€
MIPOM3BOHBIX, CATTMIIMIIATOB, B T.4. aCITUPUHA,;
- cieayeT u3deraTh NOTPEOJIEHUs MPOIYKTOB, B KOTOPHIX B KaueCTBE IMUILIEBBIX
n00aBOK (KOHCEpPBAaHTOB) NPUCYTCTBYIOT OeH3oiiHass kucinora (E210) u eé
npousBonusie (E209, E211-E219);
- C LIENIbI0 KOMIEHCAMK AePUIMTa Oelka UCHOJIB3YIOTCS CIEeIHATN3UPOBAHHbIC

IPOJYKTHI HA OCHOBE aMHHOKHUCIIOT Oe3 Jieiiiiaa (Tadmna 6).

Tabnuma 3. CpenHecyTouHbIe HOPMBI IOTPEOHOCTEN B OCHOBHBIX MTHUIIICBBIX

BEILIECTBAX M DPHEPTUHU JIJIS IETEH MEepBOro roja >KM3HH (Ha KI' MacChl TeJia)

Bospact DHeprus benok Kupsbr YTI1eBOIbI

(vec.) KKaJj/ KT /KT /KT /KT

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

2,6

6,0

13

7-12

110

2,9

5,5

13

Ta6nuna 4. Hopmsl pu3nonornyeckoil moTpeOHOCTH B OCHOBHBIX ITUIIEBBIX

BEIIECTBAX M YHEPTHUH IS 3I0POBBIX JIeTel cTapiie roma*

Bospacrt Oueprus | benok, Kupsl, | YrneBonsl,
KKaJ r/CyTKU r/CyTKH r/CyTKU
ot | roga no 2 ner 1200 36 40 174
oT 2 neT A0 3 JeT 1400 42 47 203
ot 3 1o 7 net 1800 54 60 261
or 7 mo 11 ner 2100 63 70 305
oT 11 no 14 net manp4yuku 2500 75 83 363
ot 11 go 14 ner neBouku 2300 69 77 334
oT 14 no 18 nert roHOIM 2900 87 97 421
ot 14 no 18 ner neByuiku 2500 76 83 363

* -Ju1s IeTel ¢ M30BaJIepMaHOBOM allMIeMHEH cTapiie roja norpediaeHue Oenka mo CpaBHEHHUIO €
yKa3aHHBIMHU B TabnuIle yMeHbinaetcs Ha 10-25% B 3aBrcuMocTH 0T (hopMbI 3a00I€BaHNS, TSKECTH
COCTOSIHUSI 1 HYTPUTHBHOTO CTaTyca peOeHKa.

Tabnuma 5. OpueHTUpoBOUYHAS TOTPEOHOCTH B JICUITUHE, TTIUITUHE U KAPHUTHHE Y

OOIBLHBIX H30BaﬂepHaHOBOﬁ aHHI[eMHGﬁ B 3aBUCHUMOCTH OT BO3pacCTa

BoszpacT GonbHBIX CytouHast moTpeOHOCTh
Jleninua I'munun Kapuutun
Jletr TpyIHOTO BO3pacTa MI/KT Macchl Teaa
0 -3 mec 80-150
3 -6 Mec 70-140
6 -9 mec 60-130 150 150
9-12 mec 50-120
Hetu crapire 1 romga MTI/CyT
14 rona 500-900
4 7 et 600-900 1400 1250
711 ner 700-900
[ToapocTku 1 B3pocibie MTI/CyT
HeBymku 11- 15 ner 700-900 - -
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HeBymiku 15- 18 ner 620-820 - -
IOuommu 11- 15 ner 1100-1500 - -
IOuomu 15- 18iner 1100-1500 - -

Tabnuna 6. Cnenuanu3upoBaHHbIC TPOAYKTHI HA OCHOBE aMUHOKHUCIIOT 0€3

JIEUIIMHA™.
HaumenoBanue benok Kup, VrneBonabl, | DHepreTuveckas Bospact
MPOAYKTa (3kxB.) T r r LIEHHOCTb, KKaJ MIPUMEHEHUS
«Hytpuren 14 -leu» 14 23 50,4 470 orOmolr.
«Hytpuren 20 leu» 20 18 50,3 443 crapie 1 T.
«Hytpuren 40 leu» 40 13 31,1 401 crapuie 1 r.
«HyTtpuren 70 leu» 70 0 3,9 296 crapie 1
rojaa

*-TIPOIYKTHI 3apETUCTPUPOBAHBI HA TEPPUTOPHHU rocynapcts TamoxenHoro Corosa.

B Ttabnume 7 mnpencraBieH CYTOYHBIM HA0Op NPOIAYKTOB JHJisi JETeH
JIOIIKOJIBHOTO BO3pacTa C M30BaJIEPUAHOBOM allUIEMUECH.

C 1uenp0 yCWICHHUS CBSI3bIBAHHMS META0OJIMTOB JIEWIIMHA M JIMKBHUIAIIUU
KApPHUTUHOBOW  HEJIOCTATOYHOCTH OOJBHBIM  HAa3HAYAIOT  OOJBIINE  JI03bI
KapHUTHHA. PekoMeH1yeTcs UCIoiab30BaTh TOJIBKO L-hopmbl KapHUTHHA (DJIBKAP
30%, xapuuteH). JleTn paHHero Bo3pacTa MOJy4aroT KapHUTHH u3 pacyerta 100-
150 mr/kr maccel Tena B CyTKU 3a 2-3 mpuema, JeTh 0ojiee CTapIiero Bo3pacra -
50-80 mr/kr/cyt. CyTouHas 03a He JOJKHA MPEBbIMATh 3 T. Tepanus mpoBoaAUTCS
HETMPEPHIBHO.

B kommuiekc JiedeHust JeTed BXOAUT IJIMIIMH, KOTOPBIA, MMOJ00HO
KapHUTUHY, 00JIalaéT CMOCOOHOCTHIO KOHBIOTMPOBATh JIEPUBATHI JICUIIMHA C
oOpa3oBaHWEM W30BAICPUITIMIIMHA. Ha mepBOM TOAy KW3HHM 1032 MOXKET
nocturate 150 mr/kr B cytku. B Oonee crapmiem Bo3pacTe OHa B CpelIHEM
coctaBisieT 60 MI/KT MacChl B TEUCHHE JITTUTEIIHHOTO BPEMEHH.

JIONOTHUTENIPHO HA3HAYAIOT BUTAMHUHBI rpyniibl B B Bo3pacTHbIX go3ax. Ilo

ITIOKAa3aHUIM HCIIOJIB3YIOT AHTUKOHBYJIbCAHTEI, HOOTPOIIHEBIC ImpenapaTbl
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INPUMCHAIOT C OCTOPOXXHOCTBIO BO n30eKaHue IMPOBOKAIMHN OSITHJICIITUYCCKUX

IIPUCTYTIOB.

Tabnuna 7. [IpumepHsbIil cyTOYHBINH HAOOpP MPOAYKTOB, €T0 XUMHUECKUNA COCTaB U
HHEPreTUYECKast HEHHOCTh Ul JETER JOLIKOJBHOIO BO3pacTa ¢ U30BaJICpPUaHOBON

aluaeMuei

[TponyxThl Konuuectno, XUMUYECKUHN COCTaB, T DHEProleHHOCTb,

r (M) Oenku JKUPBI | YIJIE€BOJBI | KKaJl

Xi1e0 140 1,06 3,5 84,2 378
HHU3KOOEJIKOBBIN
Xnebo0ynoyHbIe 30 0,23 2,7 19,4 105
17631 (170
Cyxas CcMecCh 54 0,87 1,8 50 79,3
HHU3KO00EIKOBas
Bepmuiens 13,7 0,12 0,08 11,2 47,9
HHU3KO00EIKOBas
Kpymna 25 1,7
HHU3KO00EIKOBas
Cyxoit 24 50 17,2 114
0e30€eIKOBBIN
HAIIUTOK
Macio canBo4YHOE 20 0,1 16,5 0,16 149
Macno TomieHoe 10 0,03 9,8 0,06 88,7
Macino 15 - 14,9 - 134,8
pacTuTenabHOe
Caxap 30 - - 29,9 113,7
Bapenbe 20 - - 14,0 56
Kaprodennb 100/70 1,4 0,28 11,4 56
Kanycra cBexas 55/44 0,79 0,05 2,1 11,9
MopKkoBb 95/76 0,98 0,07 48 25,8
Csekna 60/48 0,72 0,05 4,32 20,2
Kabauku 25/19 0,12 0,06 1,0 4,75
Orypiisl 5/4 0,03 - 0,11 0,65
Canart 10/9 0,12 - 0,18 1,4
IToMuopbI 15/13 1,3 0,03 0,49 3,0
Tomar-mlacra 8/7 0,35 - 1,33 7
Jlyk penuartsrii 5/4 0,05 - 0,32 1,45
Knroksa 10 0,05 - 0,38 2,6
Coxku 100 0,5 - 11,7 47
DpYKTHI CBEIKHE 200/170 0,9 0,5 16,6 78,17
OpyKTHI cyxue 10 0,3 - 5,05 22,7
3a cyeT 9,5 70 258 1700
HATYpaJIbHBIX

MPOAYKTOB MUTAHUS
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Jleuenue demetl 6 nepuoo memadoaIUUecKko2o Kpusa

Merabonuyeckue KpU3bl, BEAYIIHE K KPUTHUCCKUM, YIPOKAEMBIM KU3HH
COCTOSIHVISIM, TIPH H30BaJIEPUAHOBOW aIlUACMHUH TPOSBISIOTCS B BHUIE OCTPO
BO3HUKAWOIIEH OJHIedamonmaTud, aTakCUW, MPHUCTYIIOB  PBOTHl, TOHHUKO-
KIIOHUYECKUX Cyaopor. Kpu3el 0OBIYHO MPOBOIUPYIOTCS HEOIArONMPUSTHRIMU
dakTopaMu, KOTOpbIe OOYCIOBIMBAIOT YCWJICHHE TMPOIECCOB  KJIETOYHOTO
Kkarabonmn3Ma ¢ 00pa30BaHUEM TOKCHYHBIX TPOU3BOAHBIX JEHIIMHA!

- mpueM Oenka W JICWIIMHA B KOJIMYECTBE, IPEBBIMIAIONIEM TOJIEPAHTHOCTh
opraHu3ma 00JIbHOTO peOeHKa;

- HeTOeTaHNe, HU3Kask KAJIOPUIHOCTh PalioHa;

- UHTEPKYPPEHTHbBIEC PECIIUPATOPHBIC WM KETYI0YHO-KUIICUHbIE NH(EKIIMOHHbBIE
3a00JICBaHHUS;

- BaKIIMHAIINS,

- (uznyeckast WM MCUX0-3MOIMOHANIbHASI HATPY3Ka.

PananmMuM  mpu3HakaMu  MeTa0OJMYECKOTO KpH3a CIy)KaT  BSJIOCTD,
COHJIMBOCTb HWJI Pa3IpaXKUTEIBHOCTD, OTKA3 OT €/bl, PBOTA, HAPYIICHUE TTOXOIKH.
[TosiBnsitoTCST  ApIXaTeNbHBIE — HaApylIeHWs, Taxukapaus. HeBpomoruueckue
paccTpoiicTBa MPOTPECCUPYIOT BIUIOTH 10 CTYNOpa WM KOMBI, OOYCJIOBJIMBAs
BBICOKYIO JIETaIbHOCTh. TSKECTh COCTOSIHHSI, TJIABHBIM 0OOpa3oM, OMpeesieTcs
BBIPOKCHHBIM METa00IMUYECKIM KETOAn1030M. HacTo 0TMEYaeTCs THITOTIMKEMUS
(oxonno  50%  nereid), rumepaMMoHHemus, o0Oe3BokuBaHue. CoCTOsTHUE
METa0OJIMYECKOTO KpH3a, OCOOCHHO Yy JeTel paHHEero BO3pacTa, SBISETCS
MOKa3aHUEM JISl TOCTIMTAIM3AIMH 1 OCHOBAHUEM IS TIPOBEICHUS WHTECHCUBHOMN
Tepanuu.

[Ipu yrposze unm B ciydae pa3BUTHUS META0OJMYECKOTO Kph3a JICUCHHE
JIOJDKHO HAYMHATHCS He3aMeMIUTENbHO. JIeueOHbIe MEepOTIpUsATHS HAIlpaBJICHBI Ha
KyITUPOBaHUE TIPOIIECCOB KaTaboim3Ma, IpeKpalieHrne o0pa3oBaHus U HAKOTIJICHUS
TOKCUYHBIX OPTraHWYECKUX COCIMHCHHH M BBIBCJICHHE MX M3 OpraHu3Ma. TakThka
JICYEHUs IETeH B MEePHOJ] KpU3a BKIIIOYAET KOPPEKIMIO AUETOTEPAITNH, aKTUBAIIUIO

CBA3BbIBAHUS HAKAINIMBAIOMIHUXCA OPraHHMYCCKHUX KHCJIOT ITYyTCM YBCIWMYCHUA J103bI
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rduuHa W L-kapHMTHHA,  KOPpPEKIHMI0  MEeTabOoJIMYecKOro  almjo3a,
TUTIEPAMMOHHEMHH W  BOJHO-IJICKTPOJIUTHBIX HAPYIICHUH, TOTOJHUTEIHHOE
BBEJICHHE TJIIOKO3bl [IJI1  DHEPreTHUYECKOM TOAJEPKKM ¢ YMEHBIICHUS
MHTEHCUBHOCTH IPOLIECCOB KaTaboImn3Ma.

Huemomepanus oemeti 6 nepuod memabdoIU4ecKo20 Kpusa.

- mepeBecT peOeHKa Ha MUTAHUE HCKIIOUYUTENbHO CMEChI0 aMUHOKHUCIOT 0e3
JeiHa, HO He 6osee ueM Ha 24-72 vaca. CoOmo1aTh peKUM IPOOHBIX M YaCThIX
KOPMJICHHM C TNPOMEKYTKaAaMU MEXAy KOPMIICHHSIMU 2-3 d4aca, BO3MOKHO
HEIPEPHIBHOE KameldbHOEe BCKapmiluBaHue dyepe3 wuHbpy3omar. [lpu Hamuuuum
CPBITMBaHUH, PBOTHI, OTKa3a  OT  eabl —  KOPMJIEHHE  uepe3
HA30racTPaJIbHBIN/HA301y0IcHAIbHBIA 30H WK ractpoctoMy (D);

- KOJIMYECTBO OOIIETro noTpedisieMoro 0enka A0HKHO ObITh HE HIKE O€301acHOTO
ypoBHs (Tabnwuma 8) (D);

- o0ecneYnTh BRICOKOKAIOpUITHOE MUTaHue (Tadauna 8) 3a cYeT UCIOIb30BaHUS 5-
10%  1IIOKO3bI,  TJIIOKO3O0MOJMMEPHBIX  PacTBOPOB  (MalbTOJEKCTPUH) B
JOTIOJTHEHUE K CMECH Ha OCHOBE AMHHOKHCIJIOT; pacyeT MPOU3BOJIUTCSA UCXONS W3
KaJIopuiHOCTH | T yrieBogoB = 4 kkaj, | r ManbTOAEKCTpUHA IPUPABHUBAETCS K |
I yrIeBonoB. Bo3MOXHO mapeHTepanbHOE BBeAeHHE YTieBoAoB (5%-10%
TJIFOKO3bI), @ TAKXKE JTMMUAOB 110 1 T/Kr/CyTKY;

- 4yepe3 24-72 wyaca OT HayaJa JIEYCHHS I[IOCTEIIEHHO BBOJAT TNPOIYKTHI,
CoJIeprKalllie HaTypaJibHBIM O€JoK, M3 pacuera Y4 HEOOXOIUMOro CYTOYHOTO
oO0beMa — B NIEPBBIN JICHb, Y2 - Ha 2-3-U JeHb, ¥4 - 3-4-i 1eHb, Jajiee B IMOJHOM
oObeMe. McTOUHMKOM HaTypaidbHOTO Oenka Juisl JAeTeil MepBbIX IIECTH MECSIIEB
KU3HH SIBJISIETCS MATEPUHCKOE MOJIOKO/ACTCKasi MOJIOYHAs CMECh, I JIeTed
BTOPOTO TOJIYTOAUS KU3HU — TAKKEe HU3KOOETKOBBIE MPOIYKTHI MPUKOPMA, IS
JIeTel cTaplie rojia - HU3KOOEIKOBBIC HATypajbHbIE MPOAYKTHI (KPYIIbI, OBOIIIH,
(GPYKTBI, pacTUTENbHBIC Maciia) U CHEIUATN3UPOBAHHBIC MPOAYKTHI HA OCHOBE

Kpaxmasos;
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- C IIEJIBIO MO IePKaHHs COOTBETCTBYIOIIEH YHEPreTHUECKON IIEHHOCTH PallioHa
IPOJIOJDKAIOT MCIIOJIE30BaTh MAITBTOJICKCTPUH, & TAK)KE HU3KOOCTKOBBIC MTPOIYKTHI
Ha OCHOBE Kpaxmala,

- B MEPUOJI BHIXOJa M3 METa0OJIMYECKOTO KpH3a MUIIa JODKHA UMETh HIaJISIIyI0
KyJTHHApHYIO0 00paboTKYy;

- TMOCIIEYIOIIee YBEINMYCHUE KBOTHI HATYPAJIBHOTO O€Ka B PAIMOHE TPOBOJSAT IO
Mepe CcTadWiM3alud MeTa0OJMYEeCKHX HapyIIeHWHd, B COOTBETCTBUU C

HYTPUTHUBHBIM CTaTyCOM PEOEHKA U €ro JBUTaTEIbHOW aKTHBHOCTHIO.

Tabmuma 8. J/luetnueckne peKOMEHIAIIMN B TIEPHO]T METa0OJIMYECKOTO Kpr3a

Bo3spacr 0-12mec 1-3 roma 4-6 ner 7-10 net
Bbe3omacnoe xommuectso | 1,8 -1,5 1,3-1,2 1,1-1,0 1,01 -0,99
oOmiero Oenka I/Kr/cyT

KanopwuitHoctb 150-120 110-80 80-70 60-40
Kxan/kr/cytku

Kunkocts (B T.4. Bomda, | 120 100 1200-1500 | 1500-2000
[JIFOKO30COJIEBBIE, MJI/KT/CYTKH | MJI/KT/CYTKHU | MIT/CYTKHA | MJI/CYTKH
TJIFOKO30TTOJIMMEPHBIE

PacTBOPHI)

Cytounyto n03y KapHuUTHMHA yBenuuuBaroT 10 200 mr/kr (3a 3 mpuema).
MakcumanbHasi CyTOuHasi J03a HE JOJDKHA NpeBblmath 5 T. [IpeamouturenbHO
BHYTPUBEHHOE WJIM BHYTPHUMBIIIEUHOE BBEJEHUE Mpemnapara. [Ipu sTtom Moxker
MPOUCXOJIUTh YBEIUYEHUE COJIEp>KaHUsI CBOOOJHOTO KApPHUTHHA B KPOBH BBIIIEC
HOPMAaJIbHBIX 3HAYCHMM, YTO paccMaTpUBACTCs KaK OJaromnpusiTHRIN (HakTop U He
CITY’KUT OCHOBaHUEM JuIs niepepbiBa Tepanuu (D).

o3y rnunuHa yBenuuuBaroT g0 200-250 mr/kr (3a 4-8 mpuemos). [lpu
WCIIOJIb30BAaHUN YKA3aHHOM J03bl TOBBIIICHHE YPOBHS 3TOM AMUHOKHCIOTHI B
KPOBH TaKXe HE SBISCTCS OCHOBaHHMEM s oTMeHbl mpemapara (D). B cioydae
Ha3HaueHus 0oJiee BBICOKOW J03bl BO3MOXEH HEOJAronpusTHbI 3pQexT B BUIE

IIOABJICHUA JICTAPIrMUM WM ATAKCHH, O6YCJ'IOBJ'IGHHBIX YPC3MCPHBIM HAKOILICHHUCM



20

[NIMLIAHA,  CHUKEHUEM  DKCKpELUMHM  W30BAJICPWITIUIMHA  BCIEACTBUE
WHTUOMpoBaHus MUIMH-N-amuiassl.

Koppekyus memabonuueckoeo ayuooza OCYIIECTBISETCS BHYTPUBEHHBIM
BBEJICHHEM IIIEJIOYHBIX PACTBOPOB THAPOKApOOHATA HATpHUSA, TPHUCOIA WU
(Tpucdydepa) tpucamuna (THAM). I'mapokapOoHAT HATpUsI MPUMEHSETCS B BUJIE
8,4% u 4,2% pactBopa s ynodctBa mepepacyera Ha MMoib NaHCO. Ero
J03UpOBKa (MMOJIB) ompenensercs o Gopmyne: (-BE) x macca Tema (xr) x 0,3.
KpomMe TOro, OONBHBIM PEKOMEHAYETCS HIEJIOYHOE MUThE — PACTBOP COAbI U3
pacuera "2-1 yaiiHag noxkka Ha 200 MJT BOJBI, IIEJTOYHBbIE MUHEPAIbHBIE BO/IBI.
MOXHO HMCHOJB30BAaTh BBEICHUE COAbI B BHJE PEKTaJbHBIX CBeueil. PeryisapHo
(kaxaple 6-12 4acoB B 3aBUCHUMOCTH OT TSKECTH COCTOSIHUSI) KOHTPOJUPYIOT
MOKA3aTeNN KUCIOTHO-OCHOBHOI'O COCTOSIHUSI KPOBHU.

Koppekyusi  600H0-21eKmMpoIumHbIlX  HAPYWEHUL, 2UNEePaAMMOHUEMUU U
onepeemuueckou Hedocmamournocmu (D): mns  ycTpaHEHHsS THIOTHIPATAIlUH
Ha3HAYal0T BHYTPUBEHHOE BBEACHUE (PUBUOJOTHUUECKOTO PacTBOpa, HCIOJIB3YS
CJICAYIONIINI pacyeT B 3aBUCUMOCTH OT Macchl pedenka: 100 mu/kr/cyTt (Macca <10
kr); 1000 ma + 50 mur/kr Ha mocneayromuii kuimorpamm nocie 10 kr (macca 10-20
kr); 1500 mu + 20 mur/kr Ha mocneayromuii kujmorpamm mnocie 20 kr (macca >20
kr). C 1enpl0 yCTpaHEHUs SHEPreTUYECKOro naeduiiTa ¥ CHUKCHHUS YpPOBHS
aMMHaKka B KpOBU NPOBOAAT BHyTpuBeHHOE BBeleHue 10%-20% pactBopa
roKo3el U3 pacueta 20 mi/kr ¢ uncyauHoM (1 En/8 1 rmokossr). Ilocne
JIBYX4acCOBOTO BBEJECHUS PEKOMEHIYETCS KOHTPOJb COJEpKaHUs JIaKTaTa U
[JIFOKO3bl B KPOBH; JIOMYCTUMO TOJJECPKUBATH YPOBEHb TJIIOKO3bI BhbIIIE 3,3
MMOJIB/TT Yy HOBOPOXKACHHBIX U 5,5 MMOJB/T — y crapmux aerei. [lpu ypoBHe
aMMuaka B KpoBH Bbilie 200 MKMOJIB/J TOTIOJTHUTENIBHO JIJIsl CTUMYJISIITUU CUHTE3a
MOYEBUHBI MMOKa3aHO BBejeHue aprunuHa (250-300 mr/kr) wim nutpysurHa (350
mr/kr). Haznauator QomueByto kucnory 0,1 MI/Kr/cyT, MHUPUIOKCHH 5 MI/CYT.
OcymiecTBISAIOT 00s13aTENIbHBIN KOHTPOJIb YPOBHS HATPHUS U KaJusl B KPOBH.

[TaiueHTaM B COCTOSTHUM OCTPOTO META0OJIUYECKOTO Kpr3a, P OTCYTCTBUU

OBICTPOM MOJOXKUTEIHHON PEaKIMM Ha UHTEHCUBHYIO TEpAIHIO, COXPAHSIOMIEMCS
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KEeTOaluI03€ W TUINEpAMMOHMEMHH, g Oosee 3(PGEKTUBHOTO BbIBEICHUS
TOKCUYHBIX META0O0JUTOB MTPOBOIAT NEPUTOHEATBHBIN TUAIIN3 UM TEMOIUAIIH3.

B npoyecce  kommnnexcHoeo — JleyeHus — OCyWeCmensiom — KOHMpOlb
nokazameseti KIUHUYECKOTO aHalW3a KPOBU, YPOBHS TE€MOINIOOMHA, OOIIETro
Oenka, anbOyMHHA, TJIIOKO3bI, CHIBOPOTOYHOIO Keje3a, JEeHIMHA, TJIMIKHA,
W30BAJIEPWIKAPHUTHHA W CBOOOAHOrO KapHUTHHA. KOHTponmpyroT mnapameTpbl
KHCJIOTHO-OCHOBHOT'O COCTOSIHMSI KpoBH. [IpoBoAsT ompeneneHue coaepkaHus 3-
TUAPOKCHUHU30BAJIEPUAHOBOM KUCIOTHl U M30BAJEPUITIIMLIMHA B Mouye. KpaTHOCTb
IOPOBEJCHUS AaHAJINW30B 3aBUCUT OT COCTOSIHUS peOEHKa, HO B MEPUOJ
MHPEKIMOHHBIX  3a00JieBaHUM,  METa0OJMYECKOTO  KpHu3a  OIpe/eieHue
aMUHOKHUCJIOT U KApHUTUHOB OCYIIECTBILIIOT HE pexe | pa3a B 7-10 guen, KIIC —
€KETHEBHO J10 CTAa0MIIN3alUY [TOKa3aTeNeH.

Ocy1ecTBIAIOT KOHTPOJIb HYTPUTUBHOTO CTaTyca ¢ KOPPEKIMEN MUTaHUS B
3aBHCHUMOCTH OT COCTOSIHMSI peO€HKa M €ro ToJepaHTHOCTU K Oenky. KoHTpoib
(dakTHYecKOro mUTaHus (XMMHYECKOTO COCTaBa palMOHA) AJs MPEeAyNpeKICHUS
pa3BUTHS JEePUIMTHBIX COCTOSIHUM MPOBOAAT y JeTeid B pPEaHHMMAl[MOHHOM
nepuojie — €KeAHEBHO, Yy JeTel MepBOro rojaa *u3Hu - He pexe 1 paza B 7-10
JHEW, y nauueHToB crapue 1 roga— 1 pas B 1-3 mecsana.

YpoBHM aMUHOKHCIOT B KpOBH Ha (OHE JICYCHHS] JODKHBI OBIThH
npuOIMXKEeHbl K pedepeHCHbIM BO3pacTHbIM 3HaueHusiM. [lokazarens riaunuHa
MOKET ObITh YMEPEHHO MOBBILIEHHBIM.

CHmwkeHHne YpoBHSI TeMoOrjioOWHa, >Kejesa, oo0miero Oenka, albOyMuHA U
AMUHOKHUCIIOT YKa3blBa€T HAa HEJAOCTATOYHOCTh HYTPUTHUBHOM MOJJEPIKKH.
YMeHblIeHHE coAepKaHUsl CBOOOJHOTO KapHUTHHA, TJIIOKO3bl, TEHICHIMS K
cHmwkeHnto PH kpoBu, nedunmMTy OCHOBaHWI, HapacTaHWUE COJIECPKAHUS
M30BAJIEPUIIKAPHUTHHA B KpOBH, MOYEBOM AKCKpPELNH 3-
THIPOKCUNA30BAIEPUAHOBOM KUCIIOTHI, M30BATICPUIITIIMIINHA, 3-TUAPOKCUMACIISTHON
KHUCJIOThl — HEOJIaronpuaTHbIE J1a0OpaTOpHbIE MPU3HAKU, CBUIETEILCTBYIOIIUE O

HadaJIC Pa3BUTHA METa00IUIECKOTO KpHu3sa.
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BEJAEHUE NAIIUEHTOB
Jletn ¢ W30BaJICpUAHOBOM alUMIEMHEH 4YacTo IIONAJalT B OTACIICHUE

MIATOJIOTHH JIETeH paHHEro BO3pacTa, MHPEKIIMOHHOE OTEICHUE WIH PEaHUMAITHIO
B COCTOSIHMM METa0OJIMYECKOTO KpH3a, Pa3BUBIIETOCS Ha (OHE META0OIUIECKOTO
aIryI03a, 0TeKa MO3ra, TUITOTJIMKEMHH.

[Tpo10KATETEHOCTS TOCTIMTATM3AINH 3aBUCUT OT CKOPOCTH BEPH(PUKAIINH
JIMarHo3a, KOPPeKIMH MeTaOOJWYECKUX HApyIICHWH IyTeM MpPOBEACHUS
MHTCHCUBHOM TE€panuy U Hayaja MaTOr€HETHYECKOM IUETOTEepanuu, a TaKKe OT
CPOKOB TIOSIBJICHUS TOJIOKUTEIbHOW JUHAMUKH CO CTOPOHBI LEHTPaJIbHOU
HEPBHOW CHUCTEMBI U JIPYTUX OPraHoB, CKOPOCTH BOCCTAHOBJICHHS ITOKa3aTeseu
[JIIOKO3bl  KPOBA W KHUCIIOTHO-IIEJIOYHOTO COCTOSIHHS, OTBET Ha JICYCHHE
oTMedaeTcs B TedeHue S-7 nHeil. [IpeObiBaHWe B cTalMOHape B CpeaHEM
cocTapisieT 21 JeHb.

[Tocne BBIMHCKM U3 CTalMOHapa PeOCHOK JOJKEH HAXOJIUTHCS Ha dTare
aMOyJIaTOPHO-TIOJIMKJIMHUYECKOTr0 HaOMoJAeHUsT Yy Ieaudarpa, HEBPOMNATOJIOra,
reHeTHKa, OOJIbHBIC ¢ CUMIITOMATUYECKOU SMUJICTICUEN HY X Ial0TCs B HAOJIIOACHUN
snwiienTosniora.  KoHCynpTamuu  Apyrux  COCHUAIKMCTOB — HA3HAYAKOTCA 1O
nokazanusiM. Exxemecsuno HeoOxoaumo mpoBoauTh uccienoBanus KIIC kposw,
KOPPEKIHUIO JeUeOHOr0 MUTAaHWS W CUMIITOMAaTHYecKod Tepamuu, 1 pa3 B 6-12
MECALIEB  PEKOMEHAYETCSI  KOHTPOJMPOBATH  COJEPKAHUE  IATOJIOTHYECKUX
MeTabOJIUTOB B CBIBOPOTKE KpPOBH HJIM MOYE METOJAOM TaHJIEMHOM Macc-
CIIEKTPOMETPHH.

ExxerogHo nmet AOMKHBI MPOXOAUTH YIITYOJICHHYIO NHUCIIAHCEPU3AIUIO B
YCJIOBUSIX JHEBHOIO CTallMOHapa (AJIUTENIbHOCTh rocruTaiu3anuu He meHee 10
CyTOK), TJI¢ TaKXe OCYIIECTBISIOTCS HEO0OXOIUMble peaOduIUTAIMOHHbIE
MEPONPHUATHA.

Ponurenu nomkHBl OBITH OOy4YEHBI MpaBUIaM OpraHU3AIlMKd TEpanvu B
MEXITPUCTYITHBIN TIEPUOJT U B TIEPUO YTPO3bl META00OIMUECKOTO Kpu3a. Y peOeHKa
npu cebOe Bcerja J0MKHA HAXOAUThCS MaMATKAa € YKa3aHUEM HEOTJIOXHBIX

MCpOHpI/I}ITI/Iﬁ B IICPHUOA HAYMHAIOIICTOCA METa00JIUIECKOTO Kpusa.
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HPO®UIAKTUKA

HpO(i)HJIaKTI/IIIGCKI/IG MCPBI BKJIIO4YAlOT MCIAUKO-TCHCTHUYCCKOC
KOHCYJIbTUPOBAHUC M IIPCHATAJIBbHYIO ITUArHOCTHKY, KOTOpasa OCYHICCTBIISCTCA C
IMOMOIIBKO MOJICKYJLIPHO-TCHCTUYCCKOT'O HCCICAOBAHUA ouornrara XOpHOHa C
BBIABJICHHUCM MYTallX COOTBCTCTBYIOIICTO I'CHA IVD.

Heonaranbnsiii ckpunuHr B Poccniickon denepannu He NPOBOINUTCS.

NCXOAbI U ITPOI'HO3

[IporHo3 COCTOSIHMS ¥ YPOBHS TICUXHUECKOTO Pa3BUTHUS OOJBHBIX 3aBUCUT OT
TSOKECTH 3a00JIeBaHHMS W CPOKOB Hayaja CIeNUaTu3UpOBaHHON Tepanuu. [lpum
paHHEW aMarHocTuke (40 S-HemeNbHOro BO3pacTa) OKoJo 85% malueHTOB B
CTapilleM BO3pacTe HE HMEIOT HapyIICHUN WHTEIUIEKTa M HEBPOJOTHYECKUX
PacCTpONCTB, MPU MO3HEN TUATHOCTUKE — OKOJIO 45%.

[Iporno3 3a0oiyieBaHMsI OTHOCHUTEIBHO OJArOMpHUSTHBIM JUISI KU3HU TIPU

paHHeﬁ AUAardHOCTHUKC N TINATCIIHbHOM METa00INIECKOM KOHTPOIJIC.
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