POCCHUICKOE OBIIECTBO MEJUITMHCKUX

I'EHETHUKOB

denepaibHble KIIMHUYECKUE PEKOMEHIAMH (IIPOTOKOJIbI)
110 OKa3aHMIO0 MEIUITMHCKOM ITOMOIIU OOJIbHBIM

IIPOTTMOHOBOM AllUJIEMUEN

MockBa

2013



denepanbHble METOIUYECKUE PEKOMEHIANK ITOATOTOBIICHBI KOJUIEKTHBOM
aBTOPOB:
Corpynuuku ®I'BY «MockoBckuiit HUU nenuatpuu U 1€TCKOW XUPYPTUN»
Munszapasa Poccun n.m.H., ipo¢. I1.B.HoBuxkos
n.M.H. E.A.HukomnaeBa
Cotpynnuku ®I'BY «Hayunblil ieHTp 310poBbs Aerein» PAMH
1.M.H., ipod. T.O.bopoBuk
k.M.H. T.B.bymryesa
Corpynauku ®I'BY «Menuko-reneTnueckuil Hayunslii neHtp» PAMH
n.M.H. E.}FO.3axapoBa
Corpynaukun @DI'BY «Poccuiickas aeTckas KIMHHYECKas OOJbHHUIIA»
Munsnpasa Poccun

n.M.H. Muxaiiinosa C.B.



OI'JTABJIEHME

MeTtonomorus

Onpenenenue

ONUAEMHUOJIOTHS

DTHONOTHS, TUIT HACJIEJOBaHUS

[TaTorenes

Knaccuduxanus

Knununyeckue nposiBieHus

Jnarnocruka
buoxuMuueckne MeToibl TUarHOCTUKU
MonekynasipHO-TeHETUYECKUE METO/IbI JUArHOCTUKH

HuddepennmanpHas JuarHocTuka

Jleuenue
Jleuenue nerei BHE epuoaa META0OJINUECKOTO Kpr3a
Jleuenue nereli B meproi MeTabOINIECKOTO KpU3a
KonTtpons Tepanun
XUPypruueckoe JCUYECHUE

[Iporuo3s

[IpenatanbHasi IUarHOCTUKA

© 00O N OO0 oo o or o1 b~

NN NN
> B PNV o w R, o O



METOA0JIOI'A

MeTopbl, HCIIOJIE30BAHHBIC JJIA 060‘[)3/ CCJICKIINM JO0Ka3aTCJILCTB.

Knuauueckue MCTOAUYICCKHNC PCKOMCHAIINH COCTABJICHBI HA OCHOBC MCTO/I0JIOI'MHA

SIGN (Scottish Intercollegiate Guideline Network; URL.: http://www.sign.ac.uk).

JlokazarenbHON 0a30i JUIsi PEKOMEHIAIUMH SIBJISIOTCS ITyOJIMKAIIUH, BOIICAIINE B
MEDLINE, EMBASE, ORPHANET, KoxpanoBckyto 6ubnnorexy, 6a3y JaHHBIX
OMIM. beumn wucnonb30BaHbl HMHTEPHET JaHHBIC, IMPEJCTAaBJICHHBIC Ha
mexayHapoaabix  (http://newenglandconsortium.org) u HaMoOHANBHBIX caiTax
oOecTB peakux Oosne3Held W OOIMIECTBEHHBIX OpraHu3auui. ['nmyOnHa nowcka
coctaBuiia ¢ 1994 o 2013 rr.

MGTOI[BI, HUCIIOJIb30BAHHBIC JJI1 OHNCHKHKW KAa4CCTBA M CHJIbI JOKA34TCJIbBCTB.

OneHka 3HAYMMOCTH B COOTBETCTBUU C PEUTHHTOBOWM CXEMOM MJI1 OLEHKHU CHIIbI
PEKOMEHJAIMI: Ka4eCTBEHHO MTPOBEJACHHBIE METa-aHAIN3bl, CHCTEMAaTUYECKHE WU
pPaHAOMH3UPOBAHHBIE KOHTPOJIUPYEMBIE HCCIEAOBAaHUS C HU3KUM PHUCKOM
CUCTEMATHYECKUX OIIMOOK; BBICOKOKAUYECTBEHHBIC CHCTEMAaTHUYECKUE O030Pbl
MCCIIEIOBAHUM CIIy4ail-KOHTPOJIb 1581051 KOTOPTHBIX HCCJIEJOBAHMUIA;
BBICOKOKAYECTBEHHBIE 0030pbI MCCIIEIOBAHUN CIy4al-KOHTPOJb WU KOTOPTHBIX
UCCJICIOBAHUM C OYEHb HHU3KHUM PHUCKOM J((EKTOB CMENIMBAaHUS WA
CUCTEMATHUYECKUX OIIMOOK M CPEeAHEH BEPOSTHOCTHIO MPUUYMHHOW B3aMMOCBS3H.
YpoBens pokazarenbHOoCTH 2++ - 1+. Cuia pekoMeHJanui OIeHUBajach IO
Oxcdopackort mkame. JlJsi OIGHKM KadecTBa, CHJIBI JIOKA3aTeNbCTB U
(bopMyIMpPOBaHMS PEKOMEH 1AL UCIIOIB30BAJICS KOHCEHCYC 3KCIIEPTOB.

Wunukaropsl qobpokadectBenHor npaktuku (Good Practice Points, GPPs)
0a3upoBaIUCh HAa KJIMHUYECKOM OMNbITe padoyeil Tpynmbsl 1Mo pa3paboTke
PEKOMEH AU .

DOKOHOMUYECKMA aHalmW3 MW TyOnukamuu 1o (PapMaKOdKOHOMUKE HE
aHaNM3UpOBaAIMCh. Banuauzanusi pekoMeHjauuid Oa3upoBajach Ha BHYTpPEHHEH

AKCIIEPTHOU OLICHKE. KommenTapun, IIOJIyYECHHBIE OT JKCIIEPTOB,


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

CUCTEMATU3UPOBAINCh, U OOCYXXIAMUCh MpeaceaaTelieM U uieHamu padouei
rpynibl. [Ipoekt pekoMeHganuii ObLI1 peleH3UPOBAH HE3aBUCUMBIMU KCIIEPTAMU.
JIJisi OKOHYATEIBHOM peakiiMi U KOHTPOJISI KayecTBa PEKOMEHAAIMHN ObLIH
MOBTOPHO MPOPELICH3UPOBaHbl WICHAMH pabouyell Tpymibl, KOTOPbIE MPUILIM K
BBOJly, YTO BCE€ 3aM€UYaHWd M KOMMEHTApPUHU IMPUHATHI BO BHUMAHUE, PHUCK
CUCTEMATUYECKUX OLIMOOK MpU pa3paboTKe peKOMEH AUl CBEJIEH K MUHUMYMY.
Cunma pexkoMeHJaluu, YPOBHU  JOKAa3aTEIbHOCTH W HWHJUKATOPBI
NOOpPOKAYECTBEHHOM TMPAKTUKU MPUBOAATCS MO XOJAy M3JOKEHHUS TEKCTa

PEKOMEH TAIUM.

OITPEJEJIEHUE

[IponinonoBas amuaeMus (auuMgypusi) — TEHETUYECKH TI'€TepOreHHOE
HACJIEJCTBEHHOE  3a0o0JieBaHWE U3  TPyHIbl  OPraHMYECKUX  alUJIeMuH,
o0OycnoBiieHHOEe aAepuuuToM MponuoHUI-KoA kapOokcuiaspl, 4YTO BEHET K
OJIOKUPOBaHUIO OOMEHa IMPOINHMOHATOB HAa YpPOBHE mepexona nponuoHuia-KoA B
MeTuaManoHun-KoA u  HapylmieHutro  MeTaboiau3ma  psga  aMUHOKHUCIOT
(U30NENINH, BaJIMH, TPEOHUH, METHOHUH), )KUPHBIX KUCJIOT C HEYETHBIM YHCIIOM

aTOMOB YIJICpOJa U XOJICCTCPHUHA.

KO/l MKB-10 E71.1

SIMMAEMUOJIOI A

3abosieBaHuEe BCTpPEYAEeTCS B Pa3IMUHBIX MOMyJsiuax. Yacrora cpenu
HOBOpOXJeHHBIX B cTpaHax EBponsl u CIIA - 1:350000. B oTaenpHbIX cTpaHax
(manp., B CaymoBckoit Apasum) uactota gocturaer 1:2000. B Poccuiickoit

CDe):[epauHI/I yacToTa 3a00JIeBaHUS HE OIpcJaciICHa.

OTHUOJIOI'US, TUITI HACJIEJOBAHUSA

Tumn HacenoBaHus NAaTOJIOTUHU - AyTOCOMHO-PELECCUBHBIN. BBIIEISIOT 1Ba

IFCHCTHUYCCKN TI'CTCPOrCHHLIX, HO KIMHHUYCCKH CXOJAHBLIX BapHaHTa HpOHHOHOBOﬁ



armuaemuu (tum | u tun 1), 00ycnoBneHHbIX nedUIUTOM O- WIH P-CyObeTuHUIL
npornuoHui-KoA xapOoKkcuiIassl, KOTOpas y9acTBYeT B METa0OIM3ME W30JICHIINHA,
BaJIMHA, TPEOHUHA, METHOHHMHA, KHUPHBIX KUCIOT C HEUETHBIM YUCIIOM YTJIEPOTHBIX
atomoB u xoJsiectrepuHa. ['en PCCA, xomupyromnuii akTUBHOCTb O.-CyOBETUHHUIIB,
JOKAIM30BaH Ha JUIMHHOM Tutede Xpomocombl 13 - 13932, rem PCCB ,
KOAMPYIOMNiA 3-CyObeAMHHUILY - HA ATUHHOM IIIeue XpoMocoMbl 3 - 3021-022.
Tun wacnemoBaHMsI MPH BCEX TEHETHUYECKUX BapUaHTaX — ayTOCOMHO-

PEUECCUBHBIN.

ITATOI'EHE3

[TaTtorenes 3aboneBaHUsS CXOACH C TMATOIEHE30M METHIIMAJIOHOBOU
allUJICMUd W CBS3aH C HAKOIUICHUEM IMPOU3BOJIHBIX MPOMMOHOBOW KHUCIOTHI
BCIIEJICTBHE OJIOKMpOBaHMS OOMEHa Ha ypoBHE mepexofa mnponuoHui-KoA B
MeTuManoHuI-KoA. IlpeniiecTBEeHHUKaMHU MPONMMOHATOB B OpPraHU3ME CIIY>KaT
AMHUHOKHMCIIOTBI HM30JICHIIMH, BaldH, TPeoHHMH u MeTHoHHH (50% oOIiero
KOJIMYECTBa MPOMMOHATOB), >KUPHBIE KHUCJIOTHI C HEUYETHBIM YHUCIOM aTOMOB
yriepoaa u xonectepuH (25%); ocrajgbHas YacTh IMPONHMOHATOB OoOpaszyercs B
KUIICUHUKE B peE3yJbTaTe JESITEIbHOCTH OHHIAOTeHHOW ¢opsl. HakorieHue
OpraHUYeCKUX KHCJIOT (MMPOMHUOHOBOM, THAPOKCHIIPOITUMOHOBON, METHINTMMOHHOM
KHCJIOT M JIp.) BEACT K TSDKEIOMY METa0OJMYECKOMY KETOaIlu03y, BTOPUYHOM
rUIepaMMOHUEMUY, TUTIEPTIIUIIMHEMUN, TUTIOTTIMKeMUU. [[OBBINIEHHBIN YPOBEHH B
KPOBH M BBICOKAs TOYEUYHAS] SKCKPEIHS MPOIMMOHUIKAPHUTHHA OO0YCIOBIMBAIOT

MCTOILIEHHE 3allacOB KAPHUTHHA U €r0 BTOPUYHBIN 1ePUIIUT.

KITACCUOUKALINA

Boeigensitor nBa TEHETHYECKH TETEPOTeHHBIX (KIMHUYECKH CXOJHBIX)
BapuaHTa nponvoHoBou amuuemMuu - tuan | (myramum resa PCCA) m tum |l
(myrtanuu rena PCCB — Bctpewatores gamie). Kpome Toro, 3aboseBanne nMeeT JaBe

KIMHAYeCKre (GOpMBI B 3aBUCUMOCTH OT CPOKOB MaHU(DECTAllMH W TKECTH



HpO)IBJ'ICHPIfI, 4TO, I10-BUAMMOMY, CBA3aHO CO CTCIICHBIO METa00JIMIECKOTO

nedexTa — HeOHaTAIbHAS M MITaJieHYecKast (MU TIO3THSIs1) OPMBI.

KIIMHUYECKHUE ITPOABJIEHUA

B OosbmimHCTBE CciyyaeB 3a0oJieBaHME MMEET KPU30BOE TEUYCHUE.
MeTtabonuueckuii Kpu3 MTpOBOIHUpYeTCs (aKTOpamMH, BEAYIIMMHU K YCHIICHHUIO
MpOILIECCOB  KaTaboyiu3Ma: HMHTEPKYPpPEHTHbIE  WH(OEKIUU, XUPYPrHUECcKoe
BMEUIATENbCTBO, MPUEM OOJIBIITNX KOJIMYECTB OenKa u Jp.

3aboneBaHne XapaKTEPU3YETCs OCTpol MaHu(ecTanmumeil B TEpBBIC JTHU
KU3HU (TP HEOHATaJdbHOW (opme), pexe - B TEpBbIE MECSIbl KU3HU (TIpH
MIIajieHdeckoil opme), MpoTekaeT MpUCTynooOpa3Ho. HawanmpHble npu3Haku -
pBOTa, JeruapaTtaius, OTKa3 OT €lIbl, CHMKEHUE MacChl Tella, WH(pAHTUIbHBIC
CHa3Mbl, JbIXaTeJIbHBIE PACCTPOMCTBA (TaXUITHOD, CMEHSIOLIEECS AamHo?d),
TCHEpaIM30BaHHAs  MBIIICYHAS  TUNOTOHHUSA,  THHEppedIeKCHs,  BSIJIOCTD,
COHJIMBOCTh, KOMAaTO3HbIE COCTOSIHUS. B HEKOTOPBIX ciiydasx oOpaiaeT BHUMaHHUE
CBOEOOpa3HOe JHUIO0 OOJBHBIX: OYTJIOBAThIC IIEKH, YBEIMYCHHAs BEPXHsS Tyoa.
JletanbHOCTH B paHHeM Bo3pacte goxoauT 10 40%. Bo3MmoxHO pa3BuUTHE
BHYTPHUUEPEIHBIX KPOBOM3JIUSHUN, OCTPOrO TMAaHKpEATUTa W KapJAHMOMUONATUU
[22].

JleTn oTCTaroT B (PU3NYECKOM U TICUXOMOTOPHOM Pa3BUTHH, YaCTO OOJICIOT
PECTIUPATOPHBIMH U KEITYAOYHO-KUIIICYHBIMA WH(EKITMOHHBIMUA 3a00JIeBaHUSIMU
(mo 80% OompHBIX), y 1/2 manueHTOB HAOIIOMAIOTCS CYIOPOTH (TOHUKO-
KJIIOHUYECKHEe, a0CaHChl, MHUOKJIOHMH), YacTble TMNPOSBIECHUS MPOMUOHOBOU
alUACMUU — DJKCTpalMpaMUIHAs CHMIITOMATHKA, WHCYIBTOIOAOOHBIE JITH30IbI,
TUIaTallMOHHAs WM pexe runeprpodudeckas kapauomuonatus (y 20-30%
MAIMEeHTOB), HAPYIICHHUS pUTMa cepAlla, B TOM YuCie, yJIMHeHHe naTtepBana QT
(moutu y 70%), OCTphIii TaHKpeaTHT, arpodus 3pUTENBHBIX HEpBOB (y 1/2),
sputemato3Hbiii  aepmatut (y 1/3). VYkazaHHas cuUMOTOMaTHKAa MOXKET
Ne00TUPOBATh B Pa3IUYHOM BO3pacTe U HE BCerlia 00ycCioBIeHa METa0OINYECKON

JeKoMmreHcanue. B kiIMHWYeckoW KapTuHe Yy OOJBHBIX CTapllero BO3pacTta



IpeBAIMPYeT  YMCTBEHHass  OTCTajOCTh, MHUKpoledaius, pe3UuCTEHTHas
CUMIITOMAaTHUYECKasl SMUJIENCHUS, CHACTUYECKUU TeTpamnapes3, SKCTpanupamMHuIHbIE
HapyILIEHU.

[Ipy KOMIIBIOTEPHOM UM MAarHUTHO-PE30HAHCHOM TOMOTpapuyecKoM
UCCJEIOBAHMUSX  BBIABISIIOTCA ~ XapakTEpHbIE  HApPYLICHHs,  CXOIOHBIE  C
HAOMIOJaeMbIMA TIPM  METHJIMAJIOHOBOW alMJAEMHUM: KOPTHUKalIbHas arpodus,
pacIIMpeHne KEeTYJOUKOB, 3aJepKKa MUEITMHU3ALNHY, TOBBIILIEHNE NHTEHCUBHOCTU
curHaja B o0nactu Oa3albHBIX TAHTJIHEB B [2-B3BEIICHHOM H300pakenuu. [lpu
naTOMOP(OJIOTrMYECKOM HCCIEIOBAHUM B TKAHM TOJOBHOTO MO3ra OOJIBHBIX
0OHapy>KMBAIOTCS BaKyOJU3allUs U CIIOHTHO3HAs JereHepanus 0enoro BemecTsa u
0a3aJIbHBIX TaHIJIMEB, BACKYJSpPU3AIMs C OTEKOM SHAOTEIMAIBHBIX KJIETOK, a
TAK)KE€ OCTpPbIE€ T'MIIOKCHUYECKH-WIIEMUYECKHE IIOBPEXKACHUS B  TajlaMyce,
XBOCTATOM sJipe, OJI€AHOM IIape, CKOPIYIIE.

B nepuon Merabonuueckoro Kpusza y JAeTed OTMEYaeTcsl TSKEIbIi
METa0O0JMYECKU KETOalU03, KOTOPBI COMPOBOXKIAETCS THIIEPAMMOHUEMHUEH,
TUNEPrIMIUHEMUEN, CHUKEHUEM YPOBHS TJIFOKO3bI, JIEMKO- U TPOMOOIIUTOIIEHUE.
B kpoBu omnpeznensieTcss BBICOKOE COAEPKAHUE MTPOIMMOHOBOM KUCIIOTHI, TNIMIIMHA U
JIM3WMHA; TOBBIIIEH ypOBEHb NponuoHWIKapHUTHHA (C3), CHMXKEHO COJep KaHHe
ceobognoro  kapuutuHa (C0). IloBblmieHa 9SKCKperusi ¢ Mo4uoMl  3-
THAPOKCUIIPOTTMOHOBOM, METUITMMOHHOM KHCJIIOT, TUTJIWITJIMLAHA,
MPONMUOHWITIIMINHA, 3-TUAPOKCUMACIISHON, 3-THIPOKCH-N-BAJIEPUAHOBON KHUCIIOT

Y HEKOTOPBIX IPYTUX IPOU3BOIHBIX.

JIMATHOCTUKA

JlnarHocTHKa MPONMMOHOBOM allMlypUH OCHOBAaHA HAa aHAJM3€ POJOCIOBHOM,
OLICHKE JIaHHBIX aHaMHE3a, KIMHMYECKUX NPOSBICHUN, pE3yJibTaTax aHaiu3a
YPOBHSI aMHMHOKHCJIOT HM30JIEMIIMHA, BAJIMHA, METHOHHMHA, TPEOHHHA, TJIMLHHA B
KPOBHU, ONpEIEICHUU COAEpX aHUs B KpoBU mponvoHuikapHutuHa (C3) u
cBoOoHOr0 KapHutuHa (CO0), MOYEeUHON AKCKPELMH OpPraHu4YeCKUX KUCIOT - 3-

FHI[pOKCI/IHpOHHOHOBOﬁ, MGTHJ’IJ’IHMOHHOﬁ, INPOIMHMOHWI- MW  THUITIMJITIHMIHWHA.



OCHOBHBIMM METOZaMU TOJTBEPKACHUSI JUArHo3a SBISIIOTCS OHMOXUMHUYECKUE
MeTOobl: TaHAeMHast Macc-cektpomerpus (MC/MC), aMUHOKHCIIOTHBIN aHANuU3,
ra3zoBas XxpoMarorpadus-macc-creKTpoMeTpusl.

st NOATBEPKIACHUS JMarHo3a u MEINKO-TEHETHUYECKOTO
KOHCYJIbTUPOBAHUS MPOBOJIUTCA MOJIEKYJISIPHO-TEHETHUECKOE UCCIIEA0OBAHUE.

OOcnenoBaHri0 Ha TPOMUOHOBYIO AalUAYpPUI0 TOJJIEXKAT CIEIYIOIINe
TPYIIIBI JETEH:

- getu mo0OOro BO3pacTa U3 CEMEW, UMEINIMX OOJIbHBIX C JaHHBIM
3a00J1eBaHNEM (B MEPBYIO OUepe/ib, OpaThsi U CECTPhI OOJIBLHOTO);

- JIETU TIEPBBIX HEJENb U MECSLEB KU3HHU, Y KOTOPBIX MOCIE HEKOTOPOTO
nepuoAa (MHOTJA OYEHb KOPOTKOTO, B TEUEHHE HECKOJIBKHUX CYTOK)
YIIOBJIETBOPUTEIILHOTO COCTOSIHUSI MOSIBWINCH PBOTA, OTKa3 OT €[bl, JIETaprus,
TUIIOTOHUSA, CyI0POTH, KOMa, META0OJIUYECKUI allu103, KETOHYPUS;

- JIeTh J000ro BO3pacTa C MOBTOPHBIMHU IPHUCTYHNaMH PBOTHI, BSIJIOCTH,
COHJIMBOCTH, THIIOTOHUH, KETOAIN1034,;

- JIeTH, OTCTAIOIIME B TICUXOMOTOPHOM pa3BUTHH, C SIHJIEICHUH,
HapyIlIEHHWEM  MBIIIEYHOTO  TOHYCa, HWHCYJbTONOAOOHBIMU  COCTOSIHUSIMH,
KapAMOMHUOTIATHEH, HAPYIIEHUSIMU PUTMa CEP/IIa, OCTPHIM MAHKPEATUTOM.

Z[JI?I YCTAHOBJICHHUA AMArHo3a HpOHHOHOBOﬁ auaypun y IIalUCHTOB C

KJIIMHAYECKUMH CUMIITOMaMU 3a00J1€BaHus CIEU(PUIECKUMU THUATHOCTUYECKUMU
TECTaMu clieayeT cuuTath (crmina A mo Okcopackoi mkae):

- KOJMYECTBEHHOE ompejesieHne mponuoHmikapautuaa (C3), cBoOOIHOTO
kapHutuHa (C0), ruiuHa B KpOBH;

-KOJINYECTBEHHOE ONpEIEIICHHE 3-TUIPOKCUNIPOTTMOHOBOM,
METHUJUTMMOHHOM, 3-THAPOKCU-N-BaJIEpUaHOBOM KUCIOT B MOYE;

- BeisiBnieHue mytanuii B renax PCCA, PCCB.

buoxumuueckue METOJbI JTUAaI'HOCTHUKH

Mertonom tanaemuoi Mmacc-criektpomerpur (MC/MC) B 1a3mMe KpoBH, B

IIsITHaxX BblcyHJeHHOfI KpOBH BBIABJIIOT KOHHOCHTpALWMKO AaMHHOKHCIOT H
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aIlMIIKapHUTHHOB. [lpw mpomnoHOBOW amumypuud HaOIIOMAETCS TOBBIIICHNE
KOHLEHTpauuu nponuoHwikapauTuHa (C3), HHM3KO€ COJEp:KaHHE CBOOOJIHOTO
kapuutrHa (C0), nossitenue cootnomenust C3/C0O u C3/C2.

AMMHOKHCJIOTHBINA aHaIu3. YPOBeHB HSOHGﬁHHHa, BaJInHa, MCTHOHHWHA H

TPEOHHHA B KPOBU y OOJIbHBIX MOKET HAaXOJIWUTHCS B MpEAENax HOPMBI, YTO HE
II03BOJIIET HA OCHOBAHUU aHAIN3a aMHUHOKHUCIOT IOATBEPAUTH WIM UCKIIOYUTH
3a0osieBaHue. Y MHOIMX IMMALIMEHTOB IMOBBIIIEH YPOBEHb INMiKHA. OJHAKO 3TO HE
ABIETCS crneuupuuHbiIM W HAOJIOAAeTcsl MpH JIPYTHMX  HAClIeACTBEHHBIX
HapylIeHUIX 0OMEHa BEILECTB.

MetomoM T1a30BOil  xpomartorpaduu = MacC-CIIEKTPOMETPUU B  MOUE

MMallMCHTOB BbIABJIAIOT IIOBBIIMICHHC KOHICHTPAIINN 3-FHHpOKCHHpOHHOHOBOﬁ,
MGTI/IJIHHMOHHOfI, 3-FH,HpOKCH-n-BaJIepHaHOB0ﬁ KHCJIOT. HpI/I 9TOM HC

Ha6J'IIOIIaCTCH IMOBBINICHHOT'O YPOBH:A METHJIMAJIOHOBOM KHUCJIOTHI.

MoneKyIIpHO-TEHETUUECKUE METOIbI JUATHOCTUKHU
C nmoMouIpl0 CTaHAAPTHBIX MOJIEKYJIIPHO-TEHETUYECKUX METOJIOB MPOBOAST
uccienoBanne reHoB PCCA u PCCB (mopakaercss darie), OTBETCTBEHHBIX 32
pasBuTHe nponuoHoBoM aunuaypuu. lIposenenne JIHK-mmarsoctuku crtporo

ITIOKAa3aHO OJIA HpeHaTaJIBHOﬁ 700041 HpeHMHHaHTaHHOHHOﬁ AUAarHOCTHUKH.

JUOOEPEHIIMAJIBHAA TUATHOCTHUKA

Huddepennmanpias JIUAarHOCTUKA MPOBOAMTCS C  TUIMOKCHUYECKHUMU
MOPAXKCHUSIMU  HEPBHOM  CHUCTEMBI, BHYTPUYTPOOHBIMH  HUH(EKIUSIMH,
MOCTBAKIIMHAJIBHBIMU OCJIOKHEHUSIMH, HACJICICTBEHHBIMU HApYyIICHUSIMH OOMEHa
BEIIIECTB, B YAaCTHOCTU C JpyruMu GopMamMu OPTraHUYECKHX aIluiaypud U ¢

lle(l)eKTaMI/I OUKJIa CHHTEC3a MOUYCBUHBI.
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JIEHEHUE

Crparerust JiedeHHsl OOJBHBIX 3aKIIOYAeTCs B CHI)KEHHHM OOpa3oBaHMs
IPONHUOHATOB, MNPEAYNPEKICHUN PpPa3BUTUS KETOAUUI03a, TUIIEPAMMOHUEMUM,
TOKCUYECKOI0 MOPaXKEHUs] TKaHEW TIOJIOBHOIO MO3ra U BHYTPEHHUX OpPraHOB C
o0ecrieueHneM IMPOLECCOB aHA00IM3Ma, HOPMAJIbHOTO POCTa M HYTPUTUBHOTO
craryca aeTei. TakThka jJe4eHuss OCHOBAaHA Ha CJIIEAYIOIINX MPUHIINIAX:

IIpu nmoao3peHnn Ha HacIEeICTBEHHOE HapyllleHHe 0OMEHa aMMHOKHUCIOT U
OpPraHUYECKUX KHCIOT HAUMHATH AUETUYECKOE JICUeHUE HEOOX0IMMO cpa3y mocie
B3STUSl aHAJM30B, HE JIOKHUAASICH UX PE3yJbTaroB. [0 mosiydeHus: pe3ylbTaToB,
NOJTBEPXKIAIOIIMX  MeTabojaudeckoe  3a0o0JieBaHME,  CIENYyeT  OrPaHUYMTH
NOCTyIJIEHuE Oenka: JUisl JeTed TMepBOro IMOJYroAus JKU3HU — TPYAHOE
BCKapMJIMBAaHUE WJIM BCKAPMIIMBAHUE JIE€TCKUMHU MOJIOYHBIMU CMECSIMU C HU3KUM
conepkanuem 6enka (1,2 -1,3 /100 Ma BoccTaHOBIEHHOTO MpoaykTa). s nereit
crapuie 6 MecsAleB - UCKIIOUYEHUE BBICOKOOEIKOBBIX MPOAYKTOB (MSCO, TBOPOT,
pbi0a) U3 paruoHa.

[locne mnoaTBepKIEHHMS JOHMArHO3a TAaKTUKa JIEYEHUS OCHOBAaHA Ha
CJIEIYIOLIMX MPHUHINIIAX:

® OrpaHWYEHUE I[IOCTYIUICHHMS W30JEHIMHA, BAJIWHA, TPEOHUHA W
METHOHUHA C MUIIEH 10 MUHUMAaIbHOU MOTPEOHOCTH;

e oOecrieueHHEe  (PU3MOJIOTMYECKOM  MOTPEOHOCTH B JIPYTUX
aMUHOKHCIIOTaX U HEOOXOAMMBIX HYTPHEHTax Ul MPeXyNpexICHUs
MX HEIOCTaTOYHOCTH U MOJAEepKaHUs aHa00JIN3Ma;

® OrpaHWYEHUE MOTPEOJECHUS >KUPHBIX KHCIOT C HEYETHBIM YHCIOM
aTOMOB YTIJIEPOJIa U XOJECTEPHHA,

® Ha3HAYCHME JICBOKAPHUTHHA W TJIMIMHA ISl YCUJICHUS CBS3bIBAHUS
TOKCUYHOTO MPONMUOHWI-PANKaa;

® KOpPPEKIYS BTOPUYHOM KAPHUTUHOBOW HEJIOCTATOYHOCTH;

e kodakTopHas Tepanus OMOTHHOM;
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UCKITIOUCHHE TOJIOMAHMS, MPEIyNPEKICHUE aKTHBAIIUU IIPOIIECCOB
KaTaboIn3Ma;

KOHTPOJIMPOBAaHUE  KHCJIOTHO-OCHOBHOTO COCTOSIHUSI ~ KpOBH,
IPEIOTBPAIICHUE Pa3BUTHS  alya03a, IOJCPKAHUE  BOJHOTO
Oaianca;

YCWJICHHE TEepaIliy B TIEPUOT METa00IMYECKOTO KpH3a.

OCHOBHBIMM KOMITIOHEHTAMH KOMILJIEKCa JIEYEHHSI OOJIBHBIX CJIyKat

Mao0eIKoBast AUCTOTCpAIIusd, IIpCIapaTrbl JICBOKAPHUTHHA U OnoTHHA (B

OTACJIBbHBIX ClIy4dasaX, IPpHW HAIWXYUKN YYBCTBUTCIBHOCTH K 6I/IOTI/IHY). Tepanmo

JOIIOJIHAOT HA3HAYCHHCM TIJIMIIWMHA, aHTI/I6aKTepI/IaJIBHBIX IIpCIiapaToB, APYIrux

BUTAMHWHOB I'PYIIIbI B, 10 IMOKa3aHWsAM aHTHKOHBYJIbCAHTOB, CUMIITOMAaTHYCCKUX

CpPE/ICTB.

OCHOBHBIC MNPUHIMIBI JTUCTUYCCKOTO JICUCHUA.

Crtporoe orpaHuueHue OelKa HaTypaJbHBIX MUILNEBBIX MPOIYKTOB C
LENbI0 CBEJICHUS K HEOOXOJUMOMY MHUHHUMYMY TOCTYIJICHHE B
OpraHu3M aMHUHOKHCIIOT METHOHMHA, TPEOHWHA, BaIMHA, N30JICHIIMHA.
JIng  pmered  NWEPBOTO  MOJNYTroAus  KM3HM  OTPAHUYCHHE
pacrpocTpaHseTcss Ha MaTEPUHCKOE MOJIOKO WM JAETCKHE MOJIOYHBIE
WM COEBbIE CMECH, JJIA JETEH BTOPOrO MOIYTOAMS KU3HU — 3alpeT
Ha BBEJEHHUE B KauyeCTBE MPHUKOPMa BBICOKOOEIKOBBIX MPOIYKTOB
(Msica, pwIOBI, TBOPOTA, SUIl, MOJIOYHBIX MPOAYKTOB, O0OOBBIX H T.1.),
JUIs. TIAIMEHTOB CTapllie OJHOr0 ToJa — CTPOTHE OrpaHUYEHUs B
HCIIOJb30BAaHUU BBICOKOOEIIKOBBIX MPOIYKTOB.

OOsizarenbHass  KoMreHcamnus  jnedumura  Oeidka 32 CYET
CICUUAIM3UPOBAHHBIX ~ CMECeM  Ha  OCHOBE  aAMHMHOKHCIIOT,
COOTBETCTBYIOIIUX BO3PACTHBIM MOTPEOHOCTSIM peOEHKAa B OCHOBHBIX
MUILEBBIX BEIIECTBAX W HDHEPTHHM, HO HE COJIEpPKAIIUX METHOHUH,
TPEOHUH, BAJIMH, W30JEUIMH. B Hayame JieYeHUss U B TMEPUOL
MeTaboandYecKnX Kpu3oB B TedeHue 24 — 72 dvacoB (He Oomee!)

HCIIOJBb30BaTh TOJIBKO CIICHUAIIN3UPOBAHHYO CMECh AMUHOKHUCIIOT.
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C uenpl0  TOJJCPKAHMS ~ MPOIECCOB  aHabonmu3Ma |
IpeAOTBPAIICHUSI Pa3BUTHS IPOIECCOB KaTabom3Ma oOecIleueHHe
JIOCTaTOYHOW SHEPreTHYECKOW LEHHOCTH palMOHAa B OCHOBHOM 3a
CYET YTJIEBOJIOB.

Orpannuyenue KBOTHI XUPOB A0 50-60% OT BO3pacTHBIX CYTOYHBIX
MOTpeOHOCTEH BO M30eKaHWe HAKOIUICHHUS MPONMUOHOBOW KHUCIIOTHI -
POJIYKTa B-OKUCICHUS KUPHBIX KUCIOT ¢ HEYETHBIM YHCIIOM aTOMOB
yriepoga. B kadecTBe UMCTOYHMKA JKApa NPEANOYTUTEIIBHEE
HCIIOJB30BaTh pacTUTEIIbHbIC Macia, CoJieprKallue
MOJIMHEHACBIIIICHHBIC  KUPHBIE  KHUCIOTHI  (pamcoBoe, JIbHSHOE,
OJINBKOBOE, MOJICOJIHEUHOE U JIP.).

OO6ecrieueHne narueHTa J0CTaATOYHBIM KOJTMYECTBOM KHUJIKOCTH.
HpobHoe kopmieHHe O€3 JJIMTEIbHBIX HOYHBIX IIEPEPHIBOB BO
n30exkaHue ToJIOJaHusl, OCOOCHHO y JeTed TPyJAHOr0 M pPaHHETo
BO3pacTa.

[Icuxonoruueckass ToOJJIEpKKa M OOyYCHHE POAUTEICH MpaBuiIaM
OpraHu3aly MTOMOIIU U AUETOTEPAlINM B MEXKITPUCTYITHBIN MEPUO]T U
B IIEPUO/T yTPO3bl META0OTUYECKOT0 KPHU3a.

VY poauTteneit pebeHKa 1 npu peOeHKE Beeraa J0JDKHA ObITh ITaMsTKa ¢
yKa3aHUEM HEOTJIOKHBIX MEPOIPHUSITUI B TIEPUO]T YTPO3bl U PA3BUTUS

MeTab0JIUYECKOT0 KpHU3a.

Jleuenue neteil BHE nepuoaa METa00INYECKOT0 KpH3a

Jluerorepanvsga B MEXXOPUCTYIHBIN ITEPUOT.

B MexnpucTynHbeld [EpUOA IUETOTEpAIlUsl OCYIIECTBIIAETCS B
COOTBETCTBHH C BBIIICOTTMCAHHBIMH IPUHITATIAMH.

OO0mmit Oeyok JIeueOHOTO paIlMOHAa PACCUMTHIBACTCS WCXOAS U3
BO3PACTHBIX TMOTpeOHOCTeH pebenka (MP 2.3.1.2432-08 Hopwmsbr

(U3HOTOTNYECKUX MOTPEOHOCTEN B AHEPIrUU M MUIIEBBIX BEIIECTBAX
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JUISL pa3IuyHbIX rpynn HaceneHus Poccuiickoit deneparnuu; Tadm. 2,
3), a TakKe C YYETOM TOJEPAHTHOCTH TMalMeHTa K OeNnKy B
3aBUCUMOCTH OT (hOpMbI 3a00JI€BaHUS U TSKECTH €r0 TCUCHHUS.

KBora Oenka HaTypajdbHBIX NPOAYKTOB HA3HAYAETCAd C Y4YE€TOM
NOTPEOHOCTH B TATOTEHETUYECKU

MUHUMAaJIbHOM 3HAa4YMUMBbIX

aMUHOKHUCJIOTaX — METUOHUHE, TPEOHUHE, BaJIMHE, N30JIeHIIUHE (Ta0II.
4).

PCKOMGHI{yeTCH IMOJIb30BATbHCAA OJHUMHU CIPABOYHBIMHU MaTCpUalaMU

M0 XWMHYECKOMY COCTaBy TMPOAYKTOB, TaK Kak B pa3HBIX
CIIpaBOYHHUKAX JIAHHBIC MOTYT OTJIUYATHCA.
C umenpto  KommeHcauuu — jaepuuuta  OelKa — MCHOJIB3YIOTCS

CHEUUaIN3UpOBaHHbIE MPOAYKTHl HAa OCHOBE aMHUHOKHCIOT 0€3

METHOHHUHA, TPEOHHHA, BAJIMHA, U30JIeiInHa (Tadm. 5).

Ta6Jmua 2. CpeI[HeCYTOLIHBIG HOPMBEI HOTpe6HOCT€ﬁ B OCHOBHBIX ITHIICBBIX

BCIICCTBAX U DHCPIUU IJIA neTeﬁ IICPBOI'0 IoJa KU3HU (Ha KI" MaCChbl Teﬂa)

Bospacrt DHeprus benox Kupsr YrneBoabl
(mec.) KKaJl/ KT /KT /KT /KT
0-3 115 2,2 6,5 13
4-6 115 2,6 6,0 13
7-12 110 2,9 5,5 13

Ta6nuna 3. HopMmsl (pu3nonornyeckoit moTpeOHOCTH B OCHOBHBIX MTUIIEBBIX

BEIIECTBAX M YHEPTUH JIJIs 3I0POBBIX JIeTel cTapiie rojga’*

Bo3zpacr DHeprus benoxk, Kupsl, | YrieBonsl,
KKaJ I/CyTKU I/CyTKH r/CyTKH
ot 1 roga o 2 ner 1200 36 40 174
oT 2 5ieT 10 3 JIeT 1400 42 47 203
ot 3 1o 7 neT 1800 54 60 261
or 7 no 11 ner 2100 63 70 305
oT 11 no 14 net MajnpuUuKH 2500 75 83 363
oT 11 no 14 netr neBoUKH 2300 69 77 334




ot 14 no 18 xet roHOIIN

2900 87 97

421

ot 14 o 18 ner geBymku

2500 76 83

363

* -1 TeTel ¢ IPOMMMOHOBOM AUy puelt cTapiie roja noTpedieHne

OeJika 1Mo CpaBHEHUIO C YKa3aHHBIMU B Ta0OIuUIE yMeHbIaercs Ha 10-25% B

3aBUCHUMOCTHU OT CI)OpMBI 336OJICBaHI/I$I, TSKECCTU COCTOSIHUA U HYTPUTHUBHOT'O

cTaryca peOeHKa.
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Tabnumna 4. OpueHTUPOBOYHAsI MOTPEOHOCTh B METHOHHHE, TPEOHHMHE, BAaJIMHE,

HSOHCﬁHHHe y OOJILHBIX HpOHI/IOHOBOﬁ aulzmypneﬁ B 3aBUCHUMOCTH OT BO3pacCTa

Bo3spact 60bHBIX CyTouHast TOTpeOHOCTh B aMUHOKHCIIOTaX
H3onenuux ‘ MeTtuonun ‘ Tpeonun | Banun
MnaneHbl MI/KI Macchl TeJa
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
Hetu MT/ICHb
1 — <4 rona 485-735 180-390 415-600 550-830
4 — <7 ner 630-960 255-510 540-780 720-1080
7 —<11 ner 715-1090 290-580 610-885 815-1225
Tabnuua 5. Cnenuanu3upoBaHHbIE TPOIYKTH HA OCHOBE
AMUHOKHUCIIOT 0€3 METHOHWHA, TPEOHWHA, BaJMHA, U30JICUIIMHA.
Ha3zBanue [IpousBoauTenn Bo3spacr
MTVI Anamix infant* SHS International Ltd Or0molr.
BenukoOpuranus
MTVI Maxamaid* SHS International Ltd Crapme 1 T.
BenukoOpurtanus
MTVI Maxamum* SHS International Ltd Crapmre 1 T.
BenukoOpurtanus
«Hytpuren 14 3A0 Undanpum Or0molr.
-tre,- met, —val,- iley** Poccus
«Hytpuren 20 3A0 Undanpum Crapue 1 1.
-tre,- met, —val,- iley** Poccus
«HyTtpuren 40 3A0 Undanpum Crapue 1 1.
-tre,- met, —val,- ile»** Poccus
«Hytpuren 70 3A0 Undanpum Crapue 1 rona
-tre,- met, —val,- iley** Poccus




*-MPOAYKTHI, 3aPETUCTPUPOBAHHEIC B PD.

**-IIPOJyKThI, HAXOISIIMECS B IIPOLIECCE PErUCTPaLMy Ha Teppuropun PO.
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B Ttabmmme 6 mnpencraBieH CYTOYHBIM HAO0Op TPOAYKTOB I JACTEH

JAOHIIKOJIBHOT'O BO3pacCTa C HpOHI/IOHOBOI?I aHHﬂeMHCﬁ

Tabmuua 6. IIpuMepHBbIil CyTOUHBIA HAOOP NPOAYKTOB, €TO

XUMHYECKHUI COCTaB U OHCPICTUYICCKAA NCHHOCTD IJIA ,ZIGTCIZ JOIIKOJBHOI'O

BO3pacTa ¢ NPOMUOHOBOU AIUAEMUEN

[TponyxThl Konuuectso, XUMHUYECKUN COCTaB, T DHepreTuveckas
r (M) OenKu KUPBI YIJIEBOBI | LIEHHOCTb, KKaJI

Xeb 140 1,06 3,5 84,2 378
HU3KOOEIKOBBII
Xnebo0ynoyHbIe 30 0,23 2,7 19,4 105
HA3EIINS
Cyxas cMecCh 54 0,87 1,8 50 79,3
HHU3KO00EIKOBas
Bepmuriens 13,7 0,12 0,08 11,2 479
HHU3KO00EIKOBas
Kpyma 25 1,7
HHU3KO00EIKOBas
Cyxoit 6/6 HanUTOK 24 5,0 17,2 114
Macio cauBo4YHOE 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
pacTuTeabHOe
Caxap 30 - - 29,9 113,7
Bapenne 20 - - 14,0 56
Kaprodens 100/70 1,4 0,28 11,4 56
Kamycra cBexas 55/44 0,79 0,05 2,1 11,9
MopkoBb 95/76 0,98 0,07 4.8 25,8
Csexiia 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
Canar 10/9 0,12 - 0,18 1,4
[Tomuopel 15/13 1,3 0,03 0,49 3,0
Tomar-mtacra 8/7 0,35 - 1,33 7
Jlyk penyartsrii 5/4 0,05 - 0,32 1,45
KirokBa 10 0,05 - 0,38 2,6
Coxu 100 0,5 - 11,7 47
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DpPYKTHI CBEKHE 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
HATypaJIbHBIX

IIPOYKTOB

Kodakropnas tepamms. [lpu ycTaHOBICHWH JUarHo3a MPOIMHOHOBOMN

alMIeMUH HEO0OXOAUMO TMPOBECTH MPOOHOE JIeYeHHEe OMOTHHOM ISl BBISBICHUS
YYBCTBUTEIBHOCTU K 3TOMY Ko(akTtopy. C 3TOi 1eTbI0 Ha3HAYalOT 2-HEJCNbHBIHI
Kypc OuoTuHa B J103€¢ 1-2 Mr/CyT moJ KOHTPOJIEM YPOBHS MPOMUOHUIKAPHUTHHA B
KPOBU U OJKCKpEUUH 3-TUAPOKCHUIIPOITMOHOBOW, METUJUIMMOHHOW  KHCJOT.
CHmXKeHHe 3TUX TOoKa3aTellel CBUIETENbCTBYET O YyBCTBHUTEIHLHOCTA K OUOTHHY.
B TakoMm ciydae mpomoiKaroT KO(PAKTOPHYIO Teparuio, /1032 OMOTHHA OOBIYHO
COCTAaBJISIET 5 MI/CYT.

TCDaHI/IH JICBOKAPDHUTHHOM. C HCJIbI0 YCUIICHUSA CBA3BIBAHUA ITPOITMOHOBOI'O

pajuKaiia ¥ JUKBUJAIIMH KAPHUTHHOBON HEIOCTATOYHOCTH OOJBHBIM Ha3HAYaIOT
OonbpIMie JTO3BI KapHUTHHA. PEKOMEHAyeTCs HCIO0Ib30BaTh TOJBKO L-hopmbr
kapuutuHa (@npkap 30%, kapHuteH). JleTh paHHEro Bo3pacTa MOJIy4aroT
kapHuTUH U3 pacdera 100-150 mr/kr maccel Tena B CYTKH 3a 2-3 mnpuema, JIeTu
O6onee crapmiero Bospacta - 60-80 wmr/kr/cyr. CyrouHas mo3a He JOJDKHA
npeBbImath 3 1. Tepamus mpoBOAUTCS HEMPEPHIBHO.

AntubakTepuanbHas Tepanus. YUYUTBIBAs, YTO OKOJIO Y4 KoJimyecTBa

MIPOMMMOHATOB OOpAa3yIOTCS B KHUINEYHUKE I10J]] BIUSHUEM (YHKIIMOHUPOBAHUS
MECTHOM OaKTepHaAIbHON (HIIOPHI, TOMOJHUTEIBLHBIM CIIOCOOOM KOPPEKIIMA 0OMEHa
SABIIICTCSl aHTHOakTepuanbHas Tepanusa. C IENbl0 TOMABJICHHS AKTHUBHOCTH
KUIIIEYHOW (DI1Opbl OOJIBHBIM TOKA3aHBl KypChl aHTHOAKTEPHUAIILHBIX MPENapaToB.
HazHavaror aMnuuuuIMH B BO3pacTHOM Jo03¢ B TedeHue 8-10 mHel wim
MeTpoHuaa3oi B go3e 10-15 mr/kr/cyt B Teuenue 10-14 nueii; yepe3 3-4 Henenu

KYpC IMOBTOPAOT.

Jpyrue Wcnosb3yemble JICKAPCTBEHHBIE cpencTBa. JlOMOTHUTENBHO B
KOMITJIEKCE JICUCHUSI JETEH MPUMEHSIOT TJIMIINH, KOTOPHIH, MOJO0HO KapHHUTHHY,

o0naaeT CroCOOHOCTHIO KOHBIOTUPOBATH MPOU3BOJIHBIE OPTaHUYECKUX KHUCIIOT.
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Cyrounast no3za coctrasisier 0,3-0,6 r/cyr B Teduenue 4-6 mec. Haznauaror
BUTAMUHBI Tpynnbel B B Bo3pacTHbIX fao03ax. llo mokasaHusiM HCHOJIB3YIOT
AHTHUKOHBYJIbCAHTBI; HOOTPOIMHBIC MperapaThl HA3HAYAIOT C OCTOPOKHOCTHIO BO

n30exKaHne IMPOBOKAIINH SITHJICIITUICCKUX ITPHUCTYIIOB.

JleueHue nereit B meproi METab0JIMYECKOro Kpr3a

Merabonuyeckne KpU3bl, BEAYIIHE K KPUTHUCCKUAM, YIPOKAEMBIM KU3HH
COCTOSIHUSAM, TP TPONUOHOBOM AalUAypUU TPOSBIAIOTCS B BHUAE OCTPO
BO3ZHHKAIOMIEH »HHICPATONMATHH W TPHUCTYIIOB PBOTHI, BO3MOXXHO pa3BUTHE
cynopor. Kpusbl O0O0BIYHO MPOBOIUPYIOTCS Ppa3sHbIMH  HEOJIArONMpHUSTHBIMU
dbakTopamMu, KOTOpbIE OOYCIOBIMBAIOT YCHUJIEHHWE IPOIECCOB  KJICTOYHOTO
Kkaradonmn3Ma ¢ 00pa30BaHUEM TOKCHUYHBIX TPOIMMOHOBBIX MPOU3BOIHBIX:

e mpueM Oelka U JIMOWAOB B  KOJMYECTBE, IMPEBBIIIAOIIEM
TOJICPAHTHOCTh OpPTaHU3Ma OOJHLHOTO peOeHKa;

® HeJIOCIaHWe, HU3Kas KAIOPHUIHHOCTD PaIlMOHAa;

® VUHTEPKYPPEHTHBIE PECHUPATOPHBIE WU  JKENyI0YHO-KUIIICUHbIE
UH(pEKITMOHHbBIE 3a00JICBaHUS;

® BaKITWHAIIWS;

e (pu3MUECcKas UK TICUX0-IMOIMOHANIbHAS HArPy3Ka.

Pannumu  mpu3zHakamMu  MeTa0OJMYECKOTO KpH3a CIYy)KaT  BSJIOCTD,
COHJIMBOCTh WJIM Pa3ApaKUTEIBLHOCTh, OTKA3 OT €7bl, pBoTa. HeBposoruueckue
paccTpoiicTBa MPOTPECCUPYIOT BIUIOTH 10 CTYNMOpa WM KOMBI, OOYCJIOBJIMBAs
BBICOKYIO JIETaIbHOCTh. TSDKECTh COCTOSIHHS, TJIaBHBIM 0Opa3oM, OMpenemsercs
BBIPQKEHHBIM METa0O0JMUYEeCKUM KeToalnuao3oM. Kpome Toro, 4acto oTrmevaercs
TUTIIEPAaMMOHHUEMHSI, THUIIOTJIMKEMUS, 00€3BOKMBAHUE, WHOTJA THICPTIIMKEMUS.
CocrostHue MeTaboIMYecKOTO Kpu3a, OCOOCHHO Yy JeTeld paHHEro BO3pacTa,
SBJIICTCSI TIOKAa3aHUEM JJISl TOCIHMTAM3AIlMM W OCHOBAaHWEM IS TIPOBEICHUS

VHTEHCUBHOU TE€PAIUHU.
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IIpu yrpoze wiu B ciayyae pa3BUTUS META0OJMYECKOTO0 KpHU3a JICUEHHE
JIOJKHO HAUYMHATHCS HEe3aMeIUTENbHO. JleueOHble MEeponpusTHs HAIIPABICHBI Ha
IpeKpalieHrue 00pa30BaHus U HAKOIUIEHUS! TOKCUYHBIX OPraHUYECKUX COSAUHEHUN
U BBIBEJACHHE HX W3 OpraHu3Ma. TaKTWKa JIeYeHUs JAETe B NEpUoJ Kpus3a
BKJIFOYAET KOPPEKIHUIO JUETOTEePaInH, AKTUBALIMIO CBS3bIBaHUS
HAaKAIUIMBAKOUIUXCSl ~ OPraHWYEeCKUX  KHUCJIOT  IIyT€M  YBEIWYEHHUS  JI03bI
JeBOKapHUTMHA M OWOTMHA (B CiIy4ae YyBCTBUTEIBHOCTH), KOPPEKLHUIO
MEeTabOIMYECKOTO  aluio3a, TUIEPAMMOHHEMUH U BOJHO-3JIEKTPOIMTHBIX
HapyILIEHU!, JOIOJHUTEIBHOE BBEJCHHWE TIJIIOKO3bl JUII  DHEPreTUYECKOMN
NOJJIEP>KKU U YMEHBIIEHUS] MTHTEHCUBHOCTH MPOLECCOB KaTabon3Ma.

JlueToTepanus ACTEH B IEPUOJ METa00INIECKOTO KpHn3a.

o [JlepeBectn pebOeHKa Ha TUTAaHUE MCKIIOYUTEIBHO  CMECHIO
AMUHOKHUCIIOT 0€3 M30JIEWlIMHA, METUOHWHA, TPEOHWHA U BaJHMHA, HO
He Oosiee yem Ha 24-72 yaca. CoOmrogaTh pexuM JIPOOHBIX U YaCThIX
KOPMJIEHUA C TPOMEKYTKAMU MEXAYy KOpMmieHusMH 2-3 4yaca,
BO3MOKHO  HENPEPHIBHOE  KalelbHOE  BCKAPMJIMBAHHME  4YeEpe3
uHpy3zomar. I[lpu Hamuuuu CphITMBAHUM, PBOTHI, OTKa3a OT €Ibl —
KOPMJIEHHE Yepe3 Ha30racTpaJIbHbIN 30H UM TaCTPOCTOMY.

e KomuuecTtBo 0011ero moTpedisieMoro Oenka JOJDKHO OBITh HE HUXKE
0e30macHOro ypoBHs (Tadi. 7).

e (OOecrneunTh BBICOKOKAJIOpUHOE mnHTaHue (Tabn. 7) 3a cuer
ucnoap3oBaHua 5-10% TIIFOKO3BI, TIFOKO30MOJIMMEPHBIX PacTBOPOB
(MaNbTOJIEKCTPUH) B JIOMOJIHEHUE K CMECH Ha OCHOBE aMUHOKHCJIOT;
pacyeT NPOU3BOAUTCA MCXOAS U3 KaJOPUMHOCTH |1 T yrieBonoB = 4
KKajl, 1 T ManbTOAEKCTpUHA TMpPHUPABHHUBACTCS K 1 T YrieBOJOB.
Bo3moxxHo  mapeHtepanmpbHOe  BBeneHwe  yraeBogoB  (5%-10%
TJTIOKO3BI), @ TAKXKE JIUIHUIOB 110 | I/KT/CyTKH.

e UYepes 24-72 yaca OT Hayaja JICYEHUSI TIOCTEIIEHHO BBOJAT MPOIYKTHI,
colepKalne HaTypaJibHBIA O€NoK, W3 pacuera Y4 HEOOXOIUMOTO

CYyTOYHOro o0beMa — B MEPBbI AeHb, /2 - HA 2-3-i AeHb, ¥4 - 3-4-i1
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JI€Hb, Jlajiee B NOJHOM oObeMe. MICTOUHMKOM HaTypalbHOro Oelka
JUIsL IeTed TEPBBIX WIECTH MECALIEB JKU3HU SIBISIETCS MATEPHHCKOE
MOJIOKO/JIETCKask MOJIOYHasi CMECh, JJIs JETel BTOpPOro MOJIYroJus
KHU3HU — TaKKE HU3KOOEIKOBBIE MPOIYKTHI NMPUKOpMA, JI JETel
CTapllie rojla - HU3KOOEIKOBBIE HATypajbHblE MNPOAYKTHI (KpPYIIbI,
OBOLIM, (PYKThl, pPacCTUTEIbHBIE Macja) U CIEUUAIU3UPOBAHHBIC
IIPOJIYKTHI HA OCHOBE KPaxMaJoB.

e C menpl0 TMOAACPXKAHUSA  COOTBETCTBYIOIIEH  3IHEPreTUYECKON
LIEHHOCTU pPAallMOHa MPOJOJIKAIOT HCIOJIb30BATh MAJIBTOJEKCTPHUH, a
TaK)Ke HU3KOOEJIKOBBIE MPOAYKTHI HA OCHOBE Kpaxmaia.

e B nepuos BbIXoAa M3 META0OJMYECKOTO KpH3a MHUILIA JOJKHA UMETh
IAJSAUIYI0 KYJIMHAPHYIO 00padoTKYy.

e [locnenyromiee yBeaMUe€HHE KBOThI HATypaJbHOTO O€lKa B palMOHE
MPOBOJAT MO MEpe CTAOWIM3alUU META0O0JMYECKUX HAPYIICHHH, B
COOTBETCTBUM C HYTPUTHBHBIM

cTaTycoM peOeHKa ©  €ero

I[BHF&TGJILHOP'I AKTHUBHOCTBIO.

Tabnuma 7. JlueTndeckre peKOMEH IAlMK B IEPUO] METaOOINIECKOTO

KpHr3a
Bospacr 0-12mec 1-3 roma 4-6 ner | 7-10 ner
Be3omacuoe xommuectso | 1,8 -15 1,3-1,2 1,1-10 [1,01 -
oOmero Oenka 1/Kr/cyT 0,99
KanopwuitHocTh 150-120 110-80 80-70 60-40
Kxan/kr/cyTku
Kunkoctb 120 100 1200- 1500-
(B T.4. BoAa, | Mi/kr/cyT | ma/kr/cyt | 1500 2000
TJIFOKO30COJIEBBIE, MJI/CYT | MJI/CYT
TJTFOKO30T0JIMMEPHBIC
pacTBOPHI)
AKTHBAIlMs _ CBS3bIBAHUS  HAKAIUIMBAIOIIMXCS  OPTaHUYECKHUX  KUCIIOT.
CyTtounyto 1703y KapHUTHHa pe3ko yBenuwuuBaloT 10 300-400  mr/kr.
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[IpennodyTuTeNnbHO BHYTPUBEHHOE WJIM BHYTPHUMBILICYHOE BBEACHUE IpEIapara.
[lenp Tepanuu — MOAJEp)KaHUE COJIEP)KAHUS CBOOOJHOTO KapHUTHWHA B KpPOBU
BBIIIIE HOPMAJbHBIX 3HAYECHHI MJIsI YCWICHHS CBS3bIBAHUS HAKAIIMBAIOLIUXCS
NPONUOHWI-PAIMKAJIOB W WX  BBIBEJICHHS W3  OpraHM3sMa B  BHUJIE
MPONHOHUIIKAPHUTHHA.

KODDGKHI/IH METa00JIUIECKOTO annao3a OCYIICCTBILICTCA BHYTPHUBCHHBIM

BBEJCHUEM IICJIOYHBIX PACTBOPOB THUAPOKapOOHATa HATPUsS, TPUCOIS WIH
(Tpucdydepa)rpucamuna (THAM). I'mapokapOoHaT HaTpusl MPUMEHSAETCS B BHUJIE
8,4% u 4,2% pactBopa s ymodctBa mepepacyetra Ha MMoib NaHCO. Ero
no3upoBka (MMonb) onpeaensiercsa no gopmyne: (-BE) X macca tena (kr) X 0,3.
Kpome Toro, GOJIbHBIM PEKOMEHIYETCsl IIEIOYHOE IMHThE — PAcTBOP COJBI M3
pacuera "2-1 yaiiHag noxkka Ha 200 M BOJBI, IIETOYHBIE MUHEPAIbHBIE BOJIBI.
MOXHO HMCHOJB30BAaTh BBEICHUE COABbI B BHJE PEKTaJbHBIX CBeueil. PeryisapHo
(kaxaple 6-12 4acoB B 3aBHCHUMOCTH OT TSIKECTH COCTOSIHHSI) KOHTPOJIUPYIOT
MOKa3aTeNd KUCIOTHO-OCHOBHOT'O COCTOSIHUSI KPOBHU.

KODDGKHI/IH BOAHO-3JICKTPOJIUTHBIX HaDVHIeHPIfI, THIICPpaMMOHUCMUN M

SHEPreTMYECKON HEJIOCTATOYHOCTH. HJ’IH YCTPAHCHUS THIIOTHAPAaTalliy Ha3HA4YaroT

BHYTPHUBEHHOE BBEJICHHE (PU3HOJIOIMYECKOT0 PACTBOPA, MCIOJIB3YS CICAYONTUN
pacyeT B 3aBHCHMOCTH OT Macchl pedenka: 100 mu/kr/cyT (macca <10 kr.); 1000
M1 + 50 MuI/Kr Ha nocieayromui kuaorpamm mocie 10 kr (macca 10-20 kr); 1500
Mia + 20 mi/kr Ha nocieayoomuid kuiorpamm mnocine 20 kr (macca >20 kr). B
cllydae TSKEJIOW WHTOKCUKAIUU JJIS JIydlled SJIMMUHAIMK HaKaruTMBaIOIUXCS
MIPOMUOHATOB PEKOMEHYETCsl MUCIOIb30BaTh METOJ] (POPCUPOBAHHOTO IUype3a C
JOTIOJTHUTEJIHLHBIM BBEJICHUEM KUJIKOCTU U HazHadeHUeM (ypocemuia (Ja3ukca) B
no3e 1-3 mr/kr 1-2 pasa B cyTku (¢ HHTEpPBAJIOM HE MEHee 6-8 yac.).

C 1enbio yCTpaHEHHS] SHEPTreTUYECKOro AePUIMTa W CHUXKEHUS YPOBHS
aMMUaka B KpOBH TMPOBOIAT BHyTpuBeHHOe BBeneHue 10%-20% pactBopa
nIoKo3el U3 pacuera 20 mi/kr ¢ uHcynuHoMm (1 En./8 r rmoko3ssl). Ilocne
JIByX4acOBOTO BBEJCHUS PEKOMEHAYETCS KOHTPOJIb COJEp)KaHWsA JaKTaTa W

INIFOKO3bI B KPOBH; JOMYCTHUMO IOJACPKHUBATH YPOBCHL TIJIFOKO3bI BBIIIC 3,3
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MMOJIB/JT 'y HOBOPOXKJICHHBIX U 5,5 MMOJB/1 — y crapmux aetei. [Ipu ypoBHe
amMMuaka B KpoBH Bbilie 200 MKMOJIB/J TOTIOTHUTEIBHO JIJIST CTUMYJISIIIUN CHHTE3a
MOYEBUHBI MMOKa3aHO BBeJeHHe aprunuHa (250-300 mr/kr) wim nutpysuiuHa (350
Mmr/kr). Haznauarot ¢oaueByro kucioty 0,1 MI/Kr/cyT, TUPUAOKCHH 5 MI/CYT.
OcymecTBIAIOT 00s3aTeIbHBI KOHTPOJb YPOBHS HATPHUS U Kaus B KPOBHU.
[TatiueHTaM B COCTOSTHUU OCTPOTO META0OJIUYECKOTO Kpr3a, MPU OTCYTCTBUH
OBICTPOI MOJOKUTEITHLHON PEAKIMM Ha WHTCHCUBHYIO TEPAIHIO, COXPAHSIOMIEMCS
KETOoaIlMa03¢ ¥ THUINEPAMMOHHEMHH, s Oosnee A(H(PEKTUBHOTO BBIBEICHUS

TOKCHYHBEIX META00JIUTOB IIPpOBOIAT HepI/ITOHGaHI)HLIﬁ JUaJIn3 UJIM I'CMOAHNaIn3.

KonTpons Tepanuun

B nponecce KOMIUIEKCHOTO JIEYEHUS OCYIIECTBISIIOT KOHTPOJIb ITOKAa3aTeIen
KJIIMHAYECKOTO aHajIn3a KPOBH, YPOBHS reMOrIo0nHa, o01ero 0esnka, ab0yMuHa,
[JIFOKO3bI, CHIBOPOTOYHOIO JKEJ€3a, JJIEKTPOJUTOB, JIAKTaTa, aMUHOKHCIOT,
CBOOOJTHOTO KApHUTHHA M MPONMUOHWIKApHUTHHA. KOHTpoIMpyroT mapamerpsl
KHCJIOTHO-OCHOBHOI'O COCTOSIHMSI KpOBU. IIpoBoasT ompeneneHue MNOYECHHOU
AKCKpEIMH  3-TUAPOKCUIIPONUOHOBOM, METHWJUIMMOHHOM KuciaoT. KpaTHocThb
MPOBENICHUS] AHAIM30B 3aBUCUT OT COCTOSHUS peO0eHKa, HO B TMEpPHOJ
MHPEKIMOHHBIX  3a0oJieBaHUM,  METabOJMYECKOro  Kpu3a  OMpeesieHHue
AMUHOKHUCJIOT U KAPHUTHUHOB OCYIIECTBIAIOT He pexe 1 paza B 7-10 anent, KIIC -
€XKEIHEBHO J10 CTA0OMIIN3aLUU [TOKA3aTENeH.

YPOBHM METHOHWHA, TPEOHUHA, BAJIMHA, U30JICHLIMHA B KPOBH B PE3YJbTATE
JICYCHHS JIOJKHBI OBITh MPUOIMKEHBI K peQepeHCHBIM BO3PACTHBIM 3HAYCHUSIM
(tabi. 8). OcoOCHHO Ba)KHO 00ECIIEYMBATh HOPMAJILHBIA CHIBOPOTOUHBIN YPOBEHB
AMHHOKHCIJIOT C Pa3BETBICHHOW YIJIEPOJHOW MLEnblo. Tak, HEZ0CTaTOYyHOe
noTpebneHne Oenka U ACPUIUT H30JEHIIMHA SIBISIOTCS TPUYHMHOW pPa3BUTHSA
TSDKEJIOTO aKpoJIepMaTUTa U CIIyaT OCHOBAHUEM JJI IONOJHUTEILHOTO BBEICHUS
B pamuoH mnuTaHus L-w3oneiinmaa B go3e 50-100 Mr/cyt B 3aBUCHMOCTH OT
creneHu Aedpuuurta. ColepkaHue TJMLIUHA B KPOBU MOXKET OBITh YMEPEHHO

ITOBBIIIICHHBIM.
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Tabmuma 8. PepepencHbie 3HaueHUS W30JICUIIMHA, METHOHWHA, TPEOHUHA H

BaJIMHA B IIa3MC KPpOBH I[CTCﬁ

AMHHOKHCIIOTA YpoBeHb B I1a3Me KPOBHU

MKMOJIb/JI mr/100 mn
W3oneinua 25-105 03-14
MeTHoHuH 18 — 45 0,3-0,7
Tpeonun 45 — 250 0,5-3,0
Bamun 65 — 250 0,8-29

[TokazaTenb cBOOOAHOTO KQpHUTHHA MOAJIEPKUBAIOT Ha BHICOKOM YPOBHE,
IPEBBIIAIOIIEM  TPAHMIBL, ONPEACIEHHBIE JUIA  3JOPOBBIX  JAETEH. ITO
o0ecrieurnBaeT JEeTOKCUKAMOHHYIO (DYHKLHIO KapHUTHHA, yJIy4yllaeT CBSI3bIBAaHUE
Y BBIBEJICHUE W3 OpraHu3Ma TOKCHYHBIX MPOMHOHOBBIX MNPOU3BOJAHBIX. [Ipu
WCIIOJIb30BAaHUU BBICOKHMX /103 BO3MOKHO Pa3BUTHE 3(PPEKTOB B BUAE TOUIHOTHI U
HEIPUATHOTO 3araxa. Y Ka3aHHbIE SBJICHUS TPOXOIST MOCIIE CHUXKEHHUS 103bI.

Ocy1ecTBIAIOT KOHTPOJIb HYTPUTUBHOTO CTaTyca ¢ KOPPEKUUEW MUTAHUS
B 3aBHCHMOCTH OT COCTOSIHUSI peO€HKa M €ro TOJEPaHTHOCTH K Oenky. KoHTposb
(akTHYecKoro MUTaHus (XMMHUYECKOTO COCTaBa PALMOHA) JUIS MPEAyHpEKICHHUS
pa3BUTHS JEePUIMTHBIX COCTOSIHUM MPOBOAAT y JIeTed B pPEAaHHMMAIMOHHOM
nepuojie — €KEAHEBHO, Yy JeTed MepBOro rojaa *u3Hu - He pexe 1 paza B 7-10
JHEH, y nauueHToB crapiue 1 roga— 1 pa3 B 1-3 mecsua.

JIabopaTOpHBIMH NPEABECTHUKAMH Pa3BUTHUS KETOALMJAOTHYECKOIO KpHU3a
CIIy’)KaT TEHACHLMs K CHIKEeHHI0 PH KpoBH, 1eULUTY OCHOBaHHM, YMEHBIICHHE
coJiepKaHusi CBOOOTHOTO KapHUTHHA, HapacTaHUE YPOBHS MPOMHOHUIIKAPHUTHHA
B KpOBHU, MOYEYHOW OKCKPEIMH 3-TUIPOKCUIIPONUOHOBON, METUIUTMMOHHON
KHCJIOT W KETOHOBBIX Tesl. Ponurenu JoJKHBI ObITh OOy4Y€HBl IpaBUIIaM
OpraHu3allid Tepanuud B MEXKIPUCTYNHBIA TMEPUOJ U B TEPHUOJ YrpO3bl
MeTabOoIMYEeCKOro Kpusa. Y poauTenell peOeHka U mpu peOeHKe Bceraa J0JDKHA
ObITh TaMATKa C YKa3aHUEM HEOTJIOXKHBIX MEpPONpUSITHI B  TEPHOJ

HAa4YMHAOIICTOCA METa00JINIECKOTO KpH3a.
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Kpome TOro, OGonpHble HyXAatOTCs B HaAOMIOIEHUU SIUJIENTOJIOTA,
KapJM0JIOra, TacTPO3HTEPOJIOra, OKYJIHCTa B CBA3M C HAJIMYHUEM PE3UCTEHTHOU
AMUJICTICUM, BBICOKUM PHUCKOM KapJUOMHUONATHH, HApYIIEHUH pUTMA Cepala,
OCTPOTO MaHKpeaTuTa, arpopuu 3pUTENbHBIX HEpBOB — KOHTpodab D3I, OKT,
Ox0KTI', Xonteposckoe monutopupoBanue IKI', Y3U BHyTpennux opranos (1-2

pa3a B rof 1o HOKaBaHHHM).

XNUPYPIMYECKOE JIEHEHUE

B page ciuywaeB (mpu  IJIOXO KOPPEKTUPYEMBIX META0OJMYECKUX
HApYIICHUSIX, YaCThIX KETOAIMJOTHYCCKMX KpPHU3aX) BO3ZHHKAET HEOOXOJUMOCTH

pemarh BOMpPOC O TPAHCIUIAHTALIUY [T€YEHHU.

[TPOI'HO3

[IporHo3 COCTOSIHUS M YPOBHS TICUXHUYECKOTO Pa3BUTHUS OOJIbHBIX 3aBUCUT OT
TSKECTU 3a00JI€BaHUA, HAIMYUS HHCYJIBTOMOJOOHBIX COCTOSIHHMI, BOBJICUYECHHS B
NaTOJIOTUYECKUM TMpolecc BHYTPEHHMX OpraHoB (cepiale, MOMKeTyJ0uHas
xKeje3a), a TakKe CPOKOB Hadajla CHEUATM3UPOBAHHOW TEpanmuu W KayecTBa
JICYCHUS, CIIOCOOHOTO npeynpeanTh IIPUCTYTIBI MeTaboINYECKON

JCKOMIICHCAIINH.

HpCHaTaJ'H)HaH JUardHoCTHKa
HpeHaTaanaﬁ JUArHOCTHKH BO3MOKHa C IIOMOIIBKO MOJCKYJIAPHO-
IFCHCTUYCCKOIO HCCICAOBAHUA ouomnrara XOpHOHa C BBIABJICHHCM MYTalluA

COOTBCTCTBYIOIICTO I'CHA.



