MUHUCTEPCTBO 3JPABOOXPAHEHUA PO

CDez[epaﬂbele KIMHUYCCKHUC PCKOMCHAAIINU

10 AUAardoCTUKC U JICUCHUIO

M30BAJICPHAHOBOW allUJIEMUH

MockBa

2013



denepanbHble METOIUYECKUE PEKOMEHIANK ITOATOTOBIICHBI KOJUIEKTHBOM
aBTOPOB:
Corpynauku ®I'bBY «Mockosckuit HUM nenuatpuu 1 1€TCKOW XUPYpPTUN»
Munzapasa Poccun n.m.H., ipo¢. I1.B. HoBukos
n.M.H. E.A. HukonaeBa
Cotpynnuku ®I'BY «Hayunblil ieHTp 310poBbs Aerein» PAMH
I.M.H., ipod. T.O. bopoBuk
k.M.H. T.B. bymyesa
Corpynauku ®I'BY «Menuko-reneTnueckuil Hayunslii neHtp» PAMH
n.M.H. E.JO. 3axaposa
Corpynaukun @DI'BY «Poccuiickas aeTckas KIMHHYECKas OOJbHHUIIA»
Munsnpasa Poccun

n.M.H. C.B. Muxaiiiosa



OI'JTABJIEHUE

MeTtonomorus

Onpenenenue

ONUAEMHUOJIOTHS

OTHONOTHS, TUI HACJICTOBAHUS

ITaTorenes

Knaccuduxanus

Knununyeckue nposiBieHus

Jnarnocruka
buoxumuueckue MeTOAbl JUAarHOCTUKH
MonekynasipHO-TeHETUYECKUE METO/Ibl JUArHOCTUKH

HuddepennmanpHas JuarHocTuka

Jleuenue
Jleuenue nerei BHE epuoaa META0OJINUECKOTO Kpr3a
Jleuenue nerei B mepro1 MeTabOINYIECKOTO KpU3a
KonTtpons Tepanun

IIporuos

[IpenatanbHasi IUarHOCTUKA

© © O© 0 N oo oo oo o or o1 b~

N N N 2
N N P OO DN



METOA0JIOI'A

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

Knuauueckue MCTOAUYICCKNEC PCKOMCHAAINH COCTABJICHBI HA OCHOBC MCTO/J0JIOT'MHA

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

JlokazaTenbHON 0a30il UIsl peKOMEHIAIUHN SBIISIOTCS MyOJMKAIlMU, BOIICIIINE B
MEDLINE, EMBASE, ORPHANET, KoxpanoBckyto 6ubnmorexy, 6a3y JaHHBIX
OMIM. bBeumn wucnonb30BaHbl HMHTEPHET JaHHBIC, TMPEJACTABICHHbIE Ha
mexayHapoaabix  (http://newenglandconsortium.org) u HaMoOHANBHBIX caiTax
oOecTB peakux Oosne3Held W OOIMIECTBEHHBIX OpraHu3auui. ['nmyOnHa nowcka
cocraBmia ¢ 1994 no 2013 rr.

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

OneHka 3HAYMMOCTH B COOTBETCTBUU C PEUTHHTOBOW CXEMOM MJII OLEHKH CHIIBI
PEKOMEHJAIMI: Ka4eCTBEHHO MTPOBEJACHHBIE METa-aHAIN3bl, CHCTEMAaTUYECKHE WU
PaHIOMU3UPOBAHHBIE KOHTPOJUPYEMBIE HCCICIOBAHUS C HU3KUM PHUCKOM
CUCTEMATHYECKUX OIIMOOK; BBICOKOKAUYECTBEHHBIC CHCTEMAaTHUYECKUE O030Pbl
MCCIICIOBAHUM CIIy4ail-KOHTPOJIb 1581051 KOTOPTHBIX HCCJIEJOBAHMUIA;
BBICOKOKAYECTBEHHBIE 0030pbI MCCIIEIOBAHUN CIy4al-KOHTPOJb WU KOTOPTHBIX
UCCJICIOBAHUM C OYEHb HHU3KHUM PHUCKOM J((EKTOB CMENIMBAHUS WU
CUCTEMATHUYECKUX OIIMOOK M CPEeAHEH BEPOSTHOCTHIO MPUUYMHHOW B3aMMOCBS3H.
YpoBens pokazarenbHOoCTH 2++ - 1+, Cuia pekoMeHJanui OIeHUBajach IO
Oxcdopackort mkame. JlJsi OIGHKM KadecTBa, CHJIBI JIOKA3aTeNbCTB U
dhopMyIHpOBaHUS PEKOMEHIAIMHN UCTIOIb30BAJICSI KOHCEHCYC AKCIIEPTOB.

Wunukaropsl qobpokadectBenHor npaktuku (Good Practice Points, GPPs)
0a3upoBaIUCh HAa KIMHUYECKOM OMNbITe padoyeil Tpynmbsl 1Mo pa3padboTke
PEKOMEH AU .

DOKOHOMUYECKMA aHalmW3 MW TyOnukamuu 1o (PapMaKOdKOHOMUKE HE
aHaNM3MpoBaIMCh. Banunuzanuss pekoMeHianui Oa3upoBaiach Ha BHYTPEHHEU

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 OKOHYATENBHOM peAaKlud U KOHTPOJIA KauecTBa PEKOMEHAAIMU ObLIH
MOBTOPHO MPOPELICH3UPOBaHbl WICHAMH pabouyed TpymIbl, KOTOPbIe MPUIILIH K
BBOJly, YTO BCE€ 3aM€UYaHWd M KOMMEHTApPUHU IMPUHATHI BO BHUMAHUE, PHUCK
CUCTEMATUYECKUX OLIMOOK MpU pa3paboTKe peKOMEH AUl CBEJIEH K MUHUMYMY.
Cunma pexkoMeHJalM¥, YPOBHM  JIOKA3aTEIbHOCTH W WHIUKATOPBI
NOOpPOKAYECTBEHHON NPAaKTUKU NPHUBOAATCS 1O XOAY M3JO0KEHHS TEKCTa

PEKOMEH TAIUM.

OITPEJEJIEHUE

N3oBanepuanoBas anujaeMus (auuaypus) — HACJIEACTBEHHOE 3a00JIeBaHUC
W3 TPYIIBl OPTaHUYECKUX alUuAeMUN, OOyCIOBJICHHOE Ie(PHUITMTOM H30BaJICPHII-
KoA nerunporenassl, yuacTByroliei B 0OMeHe JICUIHA.

KOJI MKB-10 E71.1

SIIMAEMHUOJIOT U

3a0oneBaHue BCTPEYACTCS B PA3IMUHBIX Tomyssanusax. Yacrora cpeau
HOBOPOXJIeHHBIX B cTpaHax EBpomnbl u CIIA mo pa3HbIM JaHHBIM COCTABIISET
1:60000 - 1:150000. B Poccwuiickoii denmeparuu yacTtoTa 3a00JCBaHUS HE

orpejiesicHa.

OTHNOJIOT A, TUIl HACJIEJOBAHUA

N3oBanepuanoBass amnuaemus oOycinoBieHa Mytauusmu rteHa VD,
Koaupytomero u3oBaiepui-KoA neruaporeHasy, Kotopasi y4yacTBYeT B oOMeHe
nernuHa U nepeBoaut uzoBanepui-KoA B 3-metunkpotonun-KoA. Jlokanuzanus
rera |VD - 15q13-g15. Tun wnHaciemoBanus 3a00JeBaHUA - aAyTOCOMHO-

PELIECCUBHBIM.



I[TATOI'EHE3

Hedurut nzoanepmin-KoA geruaporeHassl BeJeT K OJJOKMPOBaHUIO OOMEHA
JeiiimHa Ha ypoBHE mepexona wm3oBanepuia-KoA B 3-metmnkporonui-KoA. B
pe3yJibTare B TKaHAX W OHOJIOTMYECKUX >KHIAKOCTAX MPOUCXOIUT HAKOIUICHHE
OPraHMYECKUX KUCJIOT - U30BAJIEPUAHOBOM, 3-THIPOKCUN30BAIEPUAHOBOM KUCIIOT,
YTO OKAa3bIBA€T TOKCHUYECKOE IEHCTBHUE, IaBHbBIM oOpazom, Ha [[HC, meuens,
KOCTHBIM ~ MO3T, OOYCJIOBIMBACT pPa3BUTHUE TSDKEIOTO  METa0OIMYECKOIo
KEeTOAI1103a, BTOPUYHON TUIIEpaMMOHUEMUU, TUTIEPIIIMIITHEMUN, TUITOTIIMKEMUM.
CnencTBueM BBICOKOM TMOYEYHOM HKCKPEUMU W30BAJCPUIKAPHUTHHA CITYXKUT

BTOpHUYHAA HCAOCTATOYHOCTh KapHUTHUHA.

KITACCUOUKALINA

BI)II[GJ'ISIIOT ABC KIIMHNYCCKHUC (bOpMBI 3a00J1¢BaHM - OCTPYIO

HeoHaTanbHYI0 (y 60-70% G0JIbHBIX) U XPOHUYECKYIO HHTEPMUTTUPYIOIIYIO.

KIIMHUYECKUE ITPOABJIEHUA

B OonpmmHcTBE CciyyaeB 3a0o0jieBaHME HMEET KpPHU30BOE TEUYECHHE.
Metabonuyeckuid Kpu3 OpoBoLUpYyeTcs (aKTopaMu, BEAYIIUMU K YCUIIEHUIO
MPOIIECCOB  KaTaboiM3Ma: HMHTEPKYPPEHTHbIE  WH(OEKIUU, XUPYPrHUECKOe
BMEIIIATEILCTBO, MPUEM OOJIBIITUX KOJMYECTB OesKa 1 JIp.

Octpas HeoHatasbHasi (opMa xapaktepusyercs MaHudecTanuend Ha
MEepBOM HEJeNe KU3HHU: YIOpHAs PBOTA, OTKa3 OT €lIbl, CHI)KEHUE MAacChl Tela,
pe3Kas BSJIOCTh, COHJIUBOCTH, JieTaprus, yraerenne LIHC, cynoporu. Xapakrepen
HEOOBIUHBIA 3alax MOYM THUMNA “TIOTHBIX HOI” WM ‘‘chipa”. 3aboJieBaHUE
npoTekaer Tsokesno u'y 30% nereil npuBOAUT K JIETATLHOMY UCXOY.

XpoHHuecKkasi MHTEPMUTTUpYIolas ¢opMa OO0JIe3HU OTIMYaeTcs OoJiee
no3aHel MaHudecTamme ot 2-HeAaenbHOro Bo3pacta 10 2 yetT. OHa MpoTeKaeT ¢
YyepeJOBaHWEM AaCHUMIOTOMHBIX TEPUOJAOB U  KETOANMJAOTHYECKUX  KPHU30B

pPa3IMYHONM CTEMEHH TSKECTH, CONMPOBOXKAAKOIIMXCA pPBOTOM, jerapruen. C



BO3pAaCTOM KOJIMYECTBO KPHU30B, KAK MPABWIIO, CHIXKAETCA. B penkux ciydasx
3a00JIeBaHUE HE HUMEET BBIPAKEHHOIO IIPUCTYIIO00PA3HOTO TEUEHUS.

Jnisg  OoJIbIIMHCTBA JAETEeW CTapliero BO3pacTa, HE IOJIyYHMBIIUX
CBOCBPEMEHHOTI'O JICYCHUS, XapaKTepHa YMCTBEHHAsl OTCTAJIOCTb B COYETAHHM C
CUMIITOMATHYECKOM AIUJICIICUEN U IPYTUMHU HEBPOJOTHYECKUMH PACCTPOMCTBAMM,
BO3MOXXHBI KPOBOM3JIMAHUA B MO3r. MOKET HaOJIONaTbCs OCTPHIA MaHKPEaTHT,
TyOynsapHas aucynkuus o tuny cuaapoma Jle Torn-/ledpe—Dankonu.

B nmnepuoabl MeTabOIMYECKOTO KpU3a y JETE€d BBIABISIIOT TSKEIbIN
KETOAaluA03 M THUIECPIVIMIMHEMHUIO, MOTYT OTMEUYaTbCi aHEMHMs, JIEHKO- U
TPOMOOLMTONEHUS, THUIEPAMMOHMEMHSI W THUIOINIMKEMUsA. B  KpoBH pe3Ko
HOBBILIEHO CO/IepKaHue n3oBanepuikapHuTuna (C5), B Moue — H30BaJIepUaHOBOM,

3-u 4-FI/I,Z[pOKCHI/I?:OBaJ'ICpI/IaHOBOﬁ KHCJIOT 1 U30BAJICPHUJITTIMIIHA.

JTUATHOCTUKA

JlnarHocTMKa W30BAJIEPUAHOBOM  alUAYpUU OCHOBAaHA Ha  aHaJIMU3e
POJIOCIIOBHOM, OIIEHKE JJAHHBIX aHAMHE3a, KIMHUYECKUX NPOSBICHUN, pe3yIbTaTax
aHallu3a CoJep)KaHus B KpoBH u3oBajepuikapuutuHa (C5) W riMuuHa,
ONPEACIICHUN MOYEYHOU JKCKpELUU M30BaJIEpPUaHOBOM,
T'MIPOKCUNA30BAIIEPUAHOBOM  KUCJIOT M M30BaJlepwiIrauiuHa.  OCHOBHBIMU
METOJAMHM TOJATBEPKACHUS JUAarHo3a SBISIIOTCA OMOXMMHYECKHUE METOMbL:
tangeMHas Mmacc-crnekrpometpus (MC/MC), aMMHOKUCIOTHBIN aHallu3, ra3oBas
xpomaTtorpadus-mMacc-ciekTpomeTpus. i NOATBEPKIECHUS AUarHo3a U MEIUKO-
IF€HETUYECKOr0 KOHCYJIbTUPOBAHUS MPOBOJUTCA MOJIEKYJIIPHOE MCCIEI0BaHUE
rena IVD.

OOcnenoBaHNI0O Ha HM30BAJIEPUAHOBYIO AllUIYPHUIO TOAJIEKAT CIEAYIONINE
IPYIIBI IETEU:

- JeTd J000ro Bo3pacTa M3 CeMeil, MMEIIUX OONbHBIX C JIaHHBIM
3a00JieBaHuEM (B MEPBYIO OUEpe/lb, OpaThsi U CECTPhI OOJIBLHOTO);

- JIETU TIEPBBIX HEJENb M MECSUEB KU3HHU, Y KOTOPBIX MOCIE HEKOTOPOTO

[nepuoaa (I/IHOFI[a O4YCHb KOPOTKOIO, B TCUYCHUC HCCKOJIBKHUX CYTOK)



YAOBJIETBOPUTEIBHOTO COCTOSIHUSI MOSIBWIMCH PBOTA, OTKAa3 OT €JIbl, JIETApPTUs,
TUTMOTOHMSI, CyIOPOTH, KOMa, METa0OINYECKHUI alli103, KETOHYPUS;

- JIeTH JI000ro BO3pacTa C MOBTOPHBIMHU MPUCTYyHaMH PBOTHI, BSIJIOCTH,
COHJIMBOCTH, TUIIOTOHHH, KETOALIU1034;

- JIeTH, OTCTAIOIIME B IICUXOMOTOPHOM pa3BUTHH, C SIHJIEICUH,
HapyIIEHUEM MBIIIEYHOTO TOHYCa, KPOBOMBJIMSHUSMU B MO3T, TYyOyJsIpHOU

TUCHYHKITNEH, OCTPHIM MaHKPEATUTOM.

JUtsi yCTaHOBJICHMS MAarHO3a M30BAJIEPHAHOBON AIlUAYpPUU y TAIMEHTOB C
KIMHUYECKIMH CUMIITOMaMH 3a00JIeBaHUs CIIENU(DUISCKUMHU TUATHOCTHYCCKUMHU
TECTaMH clieayeT cunuTaTh (criaa A mo OkchopacKoit mKae):

- KOJIMYECTBEHHOE OTpeieiicHne u3oBajiepuikapauTrta (C5) B KpoBH;

-KOJINYECTBEHHOE oTpeJIeICHHE M30BaAJIEPUAHOBOM, 3-
TUAPOKCHH30BATICPUAHOBON KUCIIOT M U30BAICPUIITIIUIINHA B MOYC;

- BeIsIBJIeHHE MyTanuil B rene |VD.

buoxumuueckue MCTOABI JTHAI'HOCTUKU

MeTtonom tanaemHon macc-criekrpomerpur (MC/MC) B 1mia3Me KpoBH, B

NSTHaX BBICYHIEHHONM KpOBU ONPEAENA0T KOHLEHTPALUI0 aMUHOKHUCIOT U
alIIKapHUTHHOB. [lpu n30BanepraHoBOW anuaeMUHu HaAOJIOAETCs MOBBIIIEHUE
KoHUeHTpauu C5 (M30BANEPWIKAPHUTHHA), KOTOPBIM OOBIYHO NPEBBIIIAET 2
MKMoJIb/T (HopMa g0 0,4-0,6 B 3aBUCHMMOCTHM OT BO3pacTa), 4acTO IOBBIIICHBI
cootHotenre C5/C2 u ypoBeHb TIMLIHHA.

AMUHOKUCIIOTHBIA _aHalu3. Y MHOTMX MalWE€HTOB B KPOBU M MOYE

YBCIUWYCHO COACPIKAHHC TJIMIIKUHA. OI[HaKO 9TO HC ABJIICTCA CHGI_II/I(i)I/I‘-IHI)IM 141
MOXET Ha6J'IIO,Z[aTBC$I IIpH APpYTIUX HACJIICACTBCHHBIX HAPYHMICHUAX oOMeHa BCHICCTB.

MeTtooM T1a30BOMl  xpomarorpaduu  MacC-CIIEKTPOMETPHUU B MOUE

MAIMEHTOB  BBISBJSIIOT  TOBBIINICHUE KOHIIGHTPAIMU W30BAJIEPUAHOBOM, 3-
TUAPOKCUU30BATICPUAHOBON KUCIOT U M30Bajepwiriauimaa. Kpome Ttoro, B Moue
MOTYT MPUCYTCTBOBaTh 3-THIPOKCUMACISHAS, 3-THAPOKCUU30MACIISIHAS, 2-METHII-

3-FI/I)1pOKCI/IMaCJ'I$IHa$I KHCJIOTBI, OTpAXKAIOIIKUE COCTOSAHNUEC KETO34a.



MOHCKYH}IPHO'I‘CHGTH‘ICCKI/IG MCTOAbI JUAaI'HOCTUKH

C momoIuIbI0 CTaHAAPTHBIX MOJIEKYJISIPHO-TEHETHUECKUX METOAOB MPOBOMIST
uccienopanue reHa |VD, OTBETCTBEHHOro 3a pa3BUTHE HW30BaJEPHAHOBOM
atmmaemun. [Iposenenne JJHK-auarHocTiky cTporo mokasaHo AJisi IpeHATalIbHON

NI HpGI/IMHHaHTaHHOHHOﬁ ANAardaOCTHUKH.

JNOOEPEHIIMAJIBHAA JTUATHOCTHUKA

Huddepennmanpias JIUAarHOCTUKA MPOBOAMTCS C  TUIOKCHYECKUMU
NOPAKEHUSAMH  HEPBHOM  CHUCTEMBI,  BHYTPUYTPOOHBIMM  HH(DEKIUSIMH,
MOCTBAaKIIMHAJIbHBIMU OCJIO)KHEHUSIMHU, HACJIEICTBEHHBIMU HapylIeHUSIMA OOMEHa
BEUIECTB, B YAaCTHOCTU C JPYrMMH (OpMaMu OPTraHWYECKUX auuAypuil u c

I[e(l)eKTaMI/I OUKJIa CHHTC3a MOYCBHUHBI.

JIEHEHUE

Crparterust JjiedeHUss OOJBHBIX 3aKIIOYACTCS B CHIDKCHHH OOpa3oBaHUS
TOKCUYHBIX META0OJIMTOB JICHUIIMHA, MPEAYNPEKIACHUN DPA3BUTHS KETOAIUI03a,
TUIIEPaMMOHUEMHUH, TOKCHUYECKOTO TIOPAKECHHS TKaHEW TOJOBHOTO MoO3ra H
BHYTPEHHHMX OpPraHOB C OOECIEUEHHEM MPOIIECCOB aHaboJM3Ma, HOPMAaIbHOTO
pocTa W HYTPUTHBHOTO cTaTyca jeTed. TakTuka J€YeHHS OCHOBaHA Ha
CICAYIOIINX MPHUHITUTIAX.

[Ipu momo3peHnn Ha HACJIEICTBEHHOE HapylleHHe OOMEHa aMUHOKHUCIIOT U
OpraHUYeCKUX KUCJIOT HAYMHATh AUCTHUYCCKOE JCUCHHE HEOOXO0UMO Cpa3y Iocie
B3STHS aHAJM30B, HE JMOXKHUAASICh WX PE3yJbTaroB. [[0 moMydeHHs pe3ylbTaToB,
MOATBEPKAAIOIMIUX ~ MeTaboJMueckoe  3aboJieBaHWE, CJEAyeT  OrpaHUYUTh
MOCTYIJICHWE OenKa: JUisi JeTe TMepBOro TMOJYroaus >KU3HH — TPYAHOE
BCKapMJIMBaHUE WJIM BCKAPMJIMBAHWE JIETCKUMHU MOJIOYHBIMHU CMECSIMU C HU3KHUM

conepkanrem Oenka (1,2 -1,3 /100 Ma BoccTaHOBIEHHOTO MpoaykTa). [ns mereit
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CcTapuic 6 MECALECB - UCKIIIOYCHUC BBICOKOOECIIKOBBIX IMPOOYKTOB (MS[CO, TBOPOT,

pBI0a) U3 parmoHa.

IlIocne MNOATBCPKACHHUA JIHWArdo3a TaKTHKa JICUCHHA OCHOBAHA Ha

CICAYIOIINX IIPpUHIUIIAX:

OTPAHMYEHHE TMOCTYIUICHUS JIEHIHMHA C IMHIIEH 10 MUHHMAaJbHOU
MOTPEeOHOCTH;

obOecrieueHne  (U3MOJIIOTMYECKOW  MOTPEOHOCTH B JAPYrHUX
AMUHOKHCIIOTaX ¥ HEOOXOAMMBIX HYTPHEHTAX IS MPEIyIpPE:KICHUS
MX HEJJOCTATOYHOCTHU U MOJJIEpKaHusl aHa00IU3Ma;

Ha3HAYEHUE JICBOKAPHUTHMHA W TJIMIMHA JIJI1 YCUJICHUS! CBSI3bIBAHUS
TOKCUYHOTO U30BaJICPUII-PAUKANIA;

KOPPEKIHS BTOPUYHOW KAPHUTUHOBOW HEAOCTATOYHOCTH;
VCKJIIOUEHUE TOJIONAHUs, MNPEAYNPEKICHUE aKTUBALUKU IPOLIECCOB
KaTaboJIN3Ma;

KOHTPOJIMPOBAHUE  KHCJIOTHO-OCHOBHOTO  COCTOSHUS  KpPOBH,
NPEIOTBPAIIEHAE  PAa3BUTUA  AlUMJ03d, IMOJJECP)KAHUE BOJIHOTO
OajaHca;

YCUJIEHUE TE€paANUU B IEPUOJI METAOOJINYECKOTO KpH3a.

OCHOBHBIMM KOMIIOHEHTAaMHM KOMIIJIEKCA JICUCHUS OOJIBHBIX ClIyKart

Majo0eIKoBas JUETOTeparvs, Mpenaparbl JICBOKAPHUTHHA U TIMIMHA. Tepamnuto

JOITIOJIHAIOT

Ha3Ha4YCHUECM BUTaMHUHOB I'pPYIIIbI B, 10 ITOKa3aHUusIM

AHTUKOHBYJIbCAHTOB, CUMIITOMATHYCCKUX CPCACTB.

OCHOBHBIC MNPUHIMIBI JUCTUYCCKOTO JICUCHUA.

CTpPOroe OrpaHWyYeHHEe OejKa HATypajbHBIX MHUIIEBBIX MPOAYKTOB C
LENbI0 CBEJICHUS K HEOOXOJUMOMY MHUHHUMYMY TOCTYIJICHHE B
OpPraHu3M aMHHOKHCIJIOTHI JIEUIMHA. /[ eTel mepBoro mojayroaus
YKU3HU OTPAHUYEHUE PACITPOCTPAHIETCA HA MATEPUHCKOE MOJIOKO UJIU
JNIETCKUE MOJIOYHBIE WJIM COEBBIE CMECH, IS JETe BTOPOIO

MOJYTOMSl )KU3HU — 3aIllpeT Ha BBEJICHUE B KA4ECTBE MPUKOPMA
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BBICOKOOENIKOBBIX ~ MPOJAYKTOB (Msca, pbIObI, TBOpOra, SHIl,
MOJIOYHBIX MPOAYKTOB, OOOOBBIX M T.I.), AJIs MAIMEHTOB CTapIie
OJIHOTO Trojla — CTpPOTM€ OIPaHWYEHUSI B  HCIOJH30BAHUU
BBICOKOOEIKOBBIX MPOJYKTOB.

OOsi3aTenbHass ~ KoMmmeHcauus — jaeuuura  Oeaka  3a  CYeT
CHEIMATM3UPOBAHHBIX ~ CMECel  Ha  OCHOBE  aMHHOKHCIIOT,
COOTBETCTBYIOIIMX BO3PACTHBIM MOTPEOHOCTSIM peOEHKAa B OCHOBHBIX
MUIIEBBIX BEIIECTBAX W SHEPrUU, HO HE CcoAepXkalux JelnuH. B
HayaJie JICYEHUS U B Mepuol MeTabOIMYEeCKUX KPU30B B TeueHue 24 —
72 4acoB (He Oonee!) MCHOJB30BaTh TOJIBKO CIEUUATU3UPOBAHHYIO
CMECh AMHHOKHCIIOT.

C uenpro moanepKaHusl IPOLECCOB aHA0OIM3MA U MPEIOTBPALLECHUS
pa3BUTUS TMPOIECCOB KaTaboJaM3Ma OOECIEeUeHUE JOCTaTOYHOM
HHEPTeTHUECKOM IIEHHOCTH PAIlMOHa B OCHOBHOM 3a CUET YTJIEBOJIOB.
B kauecTBe HCTOYHHMKA >KHMpa MPEANOYTUTEIbHEE MCIOIb30BaTh
pacTUTENbHBIE Macja, COJAepXalllie IOJIMHEHACBHIIICHHbIE XUPHBIE
KHCIIOTHI (parcoBoe, JbHSHOE, OIMBKOBOE, MMOACOTHEYHOE U AP.).
OobecneynTh NalKMEHTa 10CTATOYHBIM KOJIMYECTBOM KUAKOCTU
Obecnieunth JApOOHBIE KOPMJICHUS 0€3 JUIMTEIbHBIX HOYHBIX
MEPEepPHIBOB BO M30€KaHNE TOJI0IaHUs, OCOOEHHO Y JIeTel TPyAHOTO U
paHHEro Bo3pacTa.

[lcuxomoruueckas MOJIepKKa W OOyYE€HHE pPOJUTENEH MpaBUIaM
OpraHM3aIH TIOMOIIX W AUETOTEPANTUN B MEKITPUCTYHBINA MEPUOJ U
B MIEPHOJ] YTPO3bI META0OINIECKOTO KPHU3a.

VY poauTteneit pebeHKa 1 Mpu peOSHKE Bceraa J0JDKHA ObITh TaMsTKa ¢
yKa3aHWEM HEOTJIOXKHBIX MEPOMPHUITHN B MEPHOJ] YTPO3bI U Pa3BUTHS

MeTa00IMYECKOr0 KpHu3a.
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JleueHnue nereit BHE Meproaa METab0INIECKOTO KpH3a

JlneToTepanusi B MEXKIPUCTYITHBIN IEPUOJL:

B MeXnpucCTynmHBIM IEpHOJ AUETOTEPANHUS OCYIUECTBISIETCS B
COOTBETCTBUHM C BBIIICONUCAHHBIMU MPUHIIUIIAMHU.

OO6mmit Oesok JiIeueOHOro palMoHa PACCUMTHIBACTCS MCXOAS U3
BO3pAaCTHBIX TMOTpeOHOcTe pebdenka (MP 2.3.1.2432-08 Hopwmsbl
(GU3NOIOTUYECKUX TOTPEOHOCTEN B SHEPTrUU W MHUIIEBBIX BEIIECTBAX
JUISL pa3JIMUHBIX TPyI HacenaeHus Poccuiickoit deneparuu; Tadim. 2,
3), a TaKKe C Yy4eTOM TOJIPAHTHOCTH TAllMeHTa K OCNKy B
3aBUCUMOCTH OT (POpMBI 3a00JI€BAHUS U TAKECTU €TO TCUCHUS.

KBora Oenka HaTypadbHBIX NPOAYKTOB HA3HAYAETCAd C Y4YE€TOM
MUHUMQJIBHOH  MOTPEOHOCTM B  MAaTOICHETHMYECKH  3HAYUMOU
aMUHOKHCIIOTE — JIeHIuHe (Taour. 4).

PexoMeHTyeTcss MOJIb30BaThCsl OJHUMU CIIPABOYHBIMU MaTepuaiaMu
0 XHUMHUYECKOMY COCTaBy MpPOAYKTOB, TaK KakK B pPa3HbIX
CIPaBOYHUKAX JTAHHBIE MOTYT OTJIMYAThCS.

[loBbiieHHass ~ MOTPeOHOCT, B TIUIMHE U KapHUTHHE
YIOBIETBOPSIETCS 3a CYET CHEUUAIM3UPOBAHHOIO NPOAYKTAa U
MEJMKAMEHTO3HBIX MpenapaToB (Tadd. 4).

[IpoTuBONOKa3aHO MCIOJB30BAHUE MPEMAPATOB OCH30WHON KHUCIOTHI
U €€ MIPOU3BO/IHBIX, CAIMIINIATOB, B T.4. aCIIUPHUHA.

Cnenyer m3beraTh NOTpeOJICHHs MPOAYKTOB, B KOTOPBIX B KaueCTBE
MUILIEBBIX J00aBOK (KOHCEPBAHTOB) TMPUCYTCTBYIOT O€H30MHAas
kucnota (E210) u e€ npoussoansie (E209, E211-E219).

C umenpto  KommeHcauuu — jaedunuTa  OelKa  MCHOJIB3YIOTCS
CHElUaIN3UPOBaHHbBIE TPOAYKTHl Ha OCHOBE aMHUHOKHCIOT 0e3

nenuHa (Tabdm. 5).
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Tabnuua 2. CpenHecyTOUHbIE HOPMbI TOTPEOHOCTEN B OCHOBHBIX

IMUIICBBIX BCHICCTBAX W SHCPIUK IJIA I[CTeﬁ IIEPBOIo roaa XKU3Hu (Ha KI' MaCChI

Tena)
Bospacr DHeprus benok Kupsbr YTI1€BOIbI
(srec.) KKaJj/ 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. HopMbl pu3nonornyeckoil moTpeOHOCTH B OCHOBHBIX MTUIIEBBIX

BCHICCTBAX U OHCPIUU I 300POBBIX IIGTGfI cTapuc rona*

Bospact DHeprus benok, Kupsl, | YrieBojsl,
KKaJj r/CyTKH I/CyTKHU I/CyTKH
oT 1 roxa no 2 ner 1200 36 40 174
oT 2 et 10 3 JIET 1400 42 47 203
ot 3 o 7 net 1800 54 60 261
or 7 no 11 ner 2100 63 70 305
ot 11 no 14 ner manpuuku 2500 75 83 363
ot 11 go 14 ner neBouku 2300 69 77 334
ot 14 no 18 net ro”omMn 2900 87 97 421
ot 14 mo 18 net neBymku 2500 76 83 363

* -JUIs IeTel C M30BaJICpUaHOBOM alMIEMHUEH cTapiie roja notpedieHue Oejka 1mo

CPaBHEHUIO C YKa3aHHBIMU B Ta0Jnile yMeHbInaercs Ha 10-25% B 3aBUCUMOCTH OT OPMBI 3200 ICBaHMS,

TAXKECTU COCTOAHUA U HYTPUTUBHOT'O CTaTyCa pe6eHKa.

Ta6nuna 4. OprueHTUPOBOYHAS TOTPEOHOCTH B JICUIIMHE, TJIUIIMHE U KAPHUTUHE Y

OOJIbHBIX W30BAJICPUAHOBOM allUeMUe B 3aBUCUMOCTH OT BO3pacTa

Bo3zpact 60sbHBIX

CytouHast moTpeOHOCTh

Jlevinma

I'minua

Kapuutun

MnaneHiisl

MI/KT MaccChI Tena
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0 - <3 mec 80-150

3 - <6 mec 70-140

6 - <9 mec 60-130 150 150
9 - <12 mec 50-120

Hetu MT/CyT

1-<4ronma 500-900

4 — <7 ner 600-900 1400 1250
7—<I11 ner 700-900

[ToapocTku 1 B3pociibie MT/CYT

HeBymku 11- <15 ner 700-900 - -
HeBymiku 15- <19 ner 620-820 - -
JeBymiku 19 net u crapiie 620-820 - -
KOnomm 11- <15 ner 1100-1500 - -
KOnomm 15- <19 ner 1100-1500 - -
KOnomm 19 ner u crapme 1000-1400 - -

Tabnuua 5. Cnenuann3upoBaHHbIE MPOAYKTHI HA OCHOBE

AMUHOKHUCIIOT O€3 JIEUIIMHA.

HazBanue [IpousBoauTenn Bo3zpacr

«Hytpuren 14* 3A0 Undanpum OrO0molr.
-leu» Poccus

«Hytpuren 20* 3A0 Undanpum Crapue 1 1.
-leu» Poccus

«Hytpuren 40 * 3A0 Undanpum Crapue 1 1.
-leu» Poccus

«Hytpuren 70 * 3A0 Nudanpum crapure 1 rona
-leu» Poccus

*-IIPOIYKTHI, HAXOJAIINECS B TIPOIIECCe PErucTpaly Ha Teppuropun PO.

B Ttabmume 6 mpeacTtaBieH CyTOYHBIM HAOOp NPOIYKTOB Jis JeTei

JIOLIKOJIBHOTO BO3pAacTa C U30BAIEPUAHOBOM AIIAIEMHUECH.

Tabnuua 6. [IpuMepHbIil CyTOUHBIH HAOOP MPOIYKTOB, €T0 XUMUUYECKHI COCTaB U

OQHECPIreTUYCCKasa HCHHOCTD JIA I[GTCfI JOMIKOJBHOI'O BO3pacTa € HBOBaJ'IepI/IaHOBOf/i

alaeMuen

ITpoxykTh Konuuectso,

r (M)

XYMHYECKUH COCTaB, T

OeJIKu

JKUPBI | YTJIEBOJBI

DHEproueHHoCTb,

KKal
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Xneb 140 1,06 3,5 84,2 378
HU3KOOEIKOBBIN

Xn1e600yII09HbIC 30 0,23 2,7 19,4 105
U3JeNus

Cyxas CMeCh 54 0,87 1,8 50 79,3
HU3KOOEIKOBast

Bepmuiens 13,7 0,12 0,08 11,2 479
HU3KOOEIKOBast

Kpyna 25 1,7

HU3KOOEIKOBast

Cyxoii 6/6 HanUTOK 24 50 17,2 114
Macio cIIMBOYHOE 20 0,1 16,5 0,16 149
Macio ToruieHoe 10 0,03 9,8 0,06 88,7
Macio 15 - 14,9 - 134,8
pacTuTenpHoe

Caxap 30 - - 29,9 113,7
Bapenne 20 - - 14,0 56
Kaprodenb 100/70 14 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
Caekia 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
[Tomuopet 15/13 1,3 0,03 0,49 3,0
Tomar-macra 8/7 0,35 - 1,33 7
JIyx perryatbrii 5/4 0,05 - 0,32 1,45
Kroksa 10 0,05 - 0,38 2,6
Coxku 100 0,5 - 11,7 47
OpyKTHI CBEKHE 200/170 0,9 0,5 16,6 78,17
OpyKTHI CyXue 10 0,3 - 5,05 22,7
3a cuer 9,5 70 258 1700
HATypaJIbHBIX

MPOAYKTOB MUTAHUSA
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MGI[I/IKaMeHTOBHaﬂ TCpaIinsi. C HCJIbIO YCUIICHHA CBA3bIBAHWA MeTa00JIUTOB

JelIMHa U JIMKBUAAIMN KApPHUTUHOBOM HEJOCTAaTOYHOCTH OOJIbHBIM Ha3HAYalOT
OonpIIMe 1031 KapHUTHHA. PexomMeHayeTcs HCIoib30BaTh TOJbKO L-hopmbl
kapuutnHa (Omekap 30%, kapHuteH). Jletm paHHETO BO3pacTa IMOIYYarOT
kapHUTHH U3 pacdyeta 100-150 mr/kr maccel Tena B CyTKH 3a 2-3 npuema, JIeTU
O6onee crapmero Bospacta - 50-80 wmr/kr/cyr. CyTrouHas mo3a HE JOJDKHA
npeBbIaTh 3 1. Tepanus NpoBOAUTCS HENPEPHIBHO.

B kommiekc JieyeHus JAeTel BXOAUT I[JIUIUH, KOTOPBIM, MOAOOHO
KapHUTHHY, O0JaJaeT CHOCOOHOCTHIO KOHBIOTUPOBATH [IEPUBATHI JICUIIMHA C
oOpa3oBaHMeM u30OBajepuirnuiuHa. Ha mnepBoM roay KU3HH /1032 MOXET
nocrturatb 150 mr/kr B cytku. B Oozee crapiiem Bo3pacTe OHa B CpEIHEM
coctaBisieT 60 MI/KT Macchl B TEUEHHUE JITTUTEIBHOTO BPEMEHH.

Jpyrue  HCHOJIb3YEMBIC  JICKAPCTBEHHEIC CpCaACTBA. I[OHOJ'IHI/ITGJ'IBHO

HazHA4ar0T BUTAMHWHBI T'PYIIIbLI B B BO3paCTHBIX J103ax. IIo mnoka3anusam
HCIIOJIB3YIOT AHTUKOHBYJBCAHTBI; HOOTPOIIHBIC MPCriapaTtbel IHIPUMCHAIOT C

OCTOPOKHOCTBIO BO n30exKaHue IMPOBOKAIINH SIMHAJICIITUICCKUX IIPUCTYIIOB.

Jleuenue I[CTGﬁ B IICPHUOL METa00JINIECKOTO Kpusa
MeTtabonnueckrue Kpusbl, BEIylIMe K KPUTHUYECKUM, YIPOKAEMbBIM KU3HU
COCTOSIHMSIM, TIPH H30BAJIEPUAHOBOM alUMIAEMHM MPOSBISIOTCA B BUIE OCTPO
BO3HMKaroIed dHuedamonaTuv, AaTrakCud, NPHUCTYIIOB  PBOTHI, TOHHKO-
KJIOHMYECKUX cyaopor. Kpusel 0ObIYHO NPOBOLUPYIOTCS HEOIAronpusiTHIMU
dakTopaMu, KOTOpble OOYCIOBIMBAIOT YCWJIEHHE MPOLECCOB KJIETOYHOTO
Kkarabonn3Ma ¢ 00pa30BaHUEM TOKCHUYHBIX TPOU3BOAHBIX JEHIIMHA!
e mpueMm Oenka MW JeHIMHA B  KOJMWYECTBE, MPEBBILIAIOIIEM
TOJICPAHTHOCTH OpPTaHU3Ma OOJHLHOTO peOeHKa,
® HeJO0elaHNe, HU3Kas KAIOPUMHOCTh PallioHa;
® UHTEPKYPPEHTHBIE PpECHUPATOPHbIE WM KEyIO0YHO-KUIICUHbIE

MH(EKIMOHHBIC 3a00JICBAaHNS;
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® BaKIMHAIUS;
e (puzMyecKas UM NCUXO0-AMOIIMOHANIbHAS HArPy3Ka.

PannuMu nmpuszHakamMu  MeTaOOJMYECKOrO0 KpH3a CIyXaT BsJIOCTb,
COHJIMBOCTb WJIM Pa3/IpaXXKUTEIbHOCTh, OTKA3 OT €/bl, PBOTA, HAPYIICHUE MTOXOIKH.
[losiBnsitoTCst  JpIXaTeNbHBIE  HapylleHus, Taxukapaus. HeBponoruueckue
paccTpoiicTBa MPOTPECCUPYIOT BIUIOTH 10 CTYNOpa WM KOMBI, OOYCJIOBIIMBAs
BBICOKYIO JIETAJIbHOCTh. TSXK€CTh COCTOSIHMSI, IJIABHBIM 0Opa3oM, OmpeneisieTcs
BBIPAKEHHBIM METa0O0JMYECKUM KeToanuao3oM. Kpome Toro, 4acto oTmevaercs
runiornvkemusi  (okoso  50%  gereid), runepamMMoHUEMHs, O0€3BOKUBAHUE.
CocrosiHue MeTabOoJIMYEeCKOTO Kpu3a, OCOOCHHO Yy JleTeld paHHEro BO3pacTa,
ABJISIETCA TIOKa3aHWEM JUIsi TOCHUTANU3allid W OCHOBAHMEM [IJIsi TPOBEICHUS
WHTEHCUBHOM TEpamuu.

[Ipu yrposze wiam B ciydae pa3BUTHUS META0OJMYECKOTO Kpu3a JICUCHHE
JIOJDKHO HAaYMHATHCS HEe3aMeUTUTENbHO. JIeueOHble MEepOnpHsITHSI HAMPABJICHBI Ha
KyIIMUpPOBaHUE MPOIIECCOB KaTabon3Ma, MpeKpaiieHrue o0pa3oBaHus U HAKOILJICHUS
TOKCUYHBIX OPTAaHUYECKUX COCTUHEHHUI M BBIBEICHUE WX U3 opraHu3zma. TakTuka
JICYEHUS JIETEN B IEPUOJ KPU3a BKIKOYAET KOPPEKIHUIO JUETOTEPATUU, AKTUBALINIO
CBSI3bIBAHMSI HAKAIUIUBAIOIIUXCS OPraHUYECKUX KUCIOT IMYyTEM YBEIUYEHUS 03Bl
[NIMIIMHA W JICBOKAPHUTHHA,  KOPPEKIMI0O  MeTabOJIMYEeCKOro  alua03a,
TUIEPAMMOHUEMUN UM BOJHO-3JIEKTPOJIUTHBIX HAPYIIEHUN, JOMOJHUTEIBHOE
BBEJCHUE TUIFOKO3BI JIJII DHEPreTHUUYECKONW TOMJEPNKKHM U  YMEHbBIICHUS
WHTEHCUBHOCTH IMPOIECCOB KaTaboJm3Ma.

Jlvuerorepanus JieTeil B IEPHUOT METAOOJINYECKOTO KPHU3a:

e JlepeBecT peOeHKa Ha NUTAHUE MCKIIOYUTENBHO CMECHIO
aMUHOKHUCJIOT Oe3 jeHInmHa, HO He Ooiee yemM Ha 24-72 yaca.
CobmogaTh peXUM IpOOHBIX U YaCTHIX KOPMJICHHUM C IPOMEXYTKaMU
MEXIy KOPMJICHHUSIMU 2-3 yaca, BO3MOKHO HENMPEPBIBHOE KAINEIbHOE
BCKapMJIMBaHUe uepe3 uHGy3omar. [lpu Hamuuuu CpbIrMBaHUM,
PBOTBHI, OTKa3a oT €1bl — KOpPMJICHHE gyepes

Ha30racTpaabHbIN/HA301yOI€HALHBIA 30H/I UJIU TaCTPOCTOMY.
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e KomuuectBo 0011ero motpediasieMoro 0eiaka J0JDKHO ObITh HE HUXKE
0e3omacHoro ypoBHs (Tadi. 7).

e (OOecrnieunTh BBICOKOKAJIOpPHITHOE mHTaHWe (Tabm. 7) 3a cuer
ucnoiyib3oBaHusi 5-10% TIIOKO3bI, TIFOKO30MOJMMEPHBIX PAaCTBOPOB
(MaNbTOJEKCTPUH) B JIOMOJHEHHWE K CMECH Ha OCHOBE aMHHOKHCIIOT;
pacyeT MPOM3BOAUTCS MCXOMAS M3 KaJlopuiHOCTA | T yrieBojoB = 4
Kkai, 1 T MalbTOJAEKCTpUMHA MpUpaBHUBAETCS K | T yriaeBOAOB.
Bo3moxxHO  mapeHTepanpHOe  BBeneHme — yraeBoioB  (5%-10%
TJIIOKO3BI), a TAKXKE JIUMUJ0B 110 | T/KI/CyTKH.

e Uepes 24-72 yaca OT Hayaia JICUCHUS TTOCTETICHHO BBOJST MPOYKTHI,
COJIep>Kalllie€ HATypaJIbHBIM O€JIOK, U3 pacuera Y4 HE0OXOIUMOIo
CyTOYHOTO 00BEeMa — B TIEPBBIN ACHB, Y2 - Ha 2-3-U ACHB, 74 - 3-4-i
JIeHb, Jjajee B MOJHOM oObeme. MCTOUHMKOM HaTypallbHOTO Oelka
JUTSL IeTEeH TIEPBBIX IIECTH MECAIECB JKU3HHU SIBIISETCS MATEPHHCKOE
MOJIOKO/JIETCKasi MOJIOYHasi CMECh, JJIsi JIETed BTOPOTO MOIYTOJIUS
KU3HU — TaKKe HU3KOOEIKOBBIE MPOJYKTHI MPUKOpPMA, IS JETeH
CTapllie rojla - HU3KOOEIKOBBIE HATypajbHble MNPOAYKTHI (KpPYIIbI,
OBOIIM, (PYKTHI, pPACTUTENBHBIE Macjia) W CHEIUATU3UPOBAHHBIC
MIPOTYKTHI HA OCHOBE KPaxMaJloB.

e C mempl0 TNOANEPXKAHUS  COOTBETCTBYIOLIEH  DHEPreTHUYECKOU
IIEHHOCTH PallMOHA MPOJIOJIKAIOT MCIOJIb30BaTh MaJbTOJIEKCTPUH, a
TaK)kKe HU3KOOCIIKOBBIC MMPOIYKTH HA OCHOBE Kpaxmasa.

e B mepuos BbIXOJa W3 META0OJWYECKOTO KpH3a IMHINA JTOJDKHA UMETh
MIAISIIYIO KYJIMHAPHYI0 00paboTKy.

e [locnenyromiee yBeanMdeHHE KBOTHI HATYpalbHOTO Oelka B paIMoHE
MPOBOMAT MO Mepe CcTabuiu3anuu MeTabOJUYECKUX HapyIICHUU, B
COOTBETCTBMM C HYTPUTHBHBIM CTaTycOM peOeHKa U  €ero

HBHF&TGHBHOﬁ AKTHUBHOCTBIO.
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Ta0muna 7. Jlnetnueckue PEKOMEH AN B 11050 ()

MeTabOIUYECKOTO Kpu3a

Boszpact 0-12mec | 1-3roma |[4-6ner | 7-10 ;met

be3zomacuoe xommmuectBo | 1,8 -1.5 13-1,2 1,1-1,0 | 1,01 -

oO1iero 6enka r/kKr/cyT 0,99

Kanopuiinoctb 150-120 110-80 80-70 60-40

Kxan/kr/cytku

’KunkocThb 120 100 1200- 1500-
MJI/KT/CYT 1500 2000

(B T.4. BOJIA, MJI/KT/CYyT

TJTFOKO30COJIEBBIE, MJI/CYT | MJI/CYT

TJTFOKO30ITOTMMEPHBIE

pacTBOpHI)

AKTI/IBaI_[I/IH CBA3BIBAHMA HAKAIUIMBAIOIIMXCA  OPraHMYCCKHMX  KHCJIOT.

CytouHyro 103y KapHUTHHa yBenmuuBaioT jgo 200 mr/kr (3a 3 mnpuema).
MakcumanbHasi CyTouHas 032 HE JOJDKHA NpeBblmath 5 T. [IpeamouturenbHO
BHYTPUBEHHOE WJIM BHYTPHUMBIIIEYHOE BBEJEHUE Mpemnapara. [Ipu 3ToM Moxker
MPOUCXOJIUTh YBEIUYEHUE COJECpP>KaHUs CBOOOJHOTO KapHUTHHA B KPOBH BBIIIEC
HOPMAJIbHBIX 3HAYEHUH, YTO PACCMATPUBACTCA KakK OJaromnpusTHHIN (HaKTop U HE
CIIy’)KUT OCHOBAHHUEM ISl IEPEPHIBA TEPAHH.

o3y rnumuHa yBenmuuuBaroT a0 200-250 mr/kr (3a 4-8 mpuemos). Ilpu
WCIIOJIb30BaHUN YKa3aHHOM J03bl TOBBIIICHHE YPOBHS 3TOM AMUHOKHCIOTHI B
KpPOBH TaKXke HeE SIBJISETCS OCHOBAaHMEM IS OTMEHbI mpemnaparta. B ciyuae
Ha3HaueHus 0oJiee BBICOKOW J03bl BO3MOXEH HEOJAronpusaTHbId 3pdexT B BuIe
MOSIBJICHUSI JICTAPTHUM M aTaKCHH, OOYCIOBJICHHBIX YPE3MEPHBIM HAKOIUJICHHUEM
TJIMIMHA, CHIKEHHUEM AKCKpELUU M30BaJICPUITIUIIMHA BCJICJICTBUE

I/IHFI/I6I/Ip0BaHI/IH TIMOWH- N -allnJIa3bl.
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KODDGKHI/ISI METa00INIECKOTO annao3a OCYymECTBIIACTCA BHYTPHBCHHBIM

BBEJICHHEM IIIEJIOYHBIX PACTBOPOB T'MAPOKApOOHAaTa HATPHUSA, TPHUCOJA WU
(Tpucoydepa)rpucamuna (THAM). I'mapokapOoHaT HATpUsi TPUMEHSIETCS B BUJIC
8,4% u 4,2% pactBopa s ynobctBa mnepepacyera Ha MMoib NaHCO. Ero
no3upoBKa (MMoIb) omperensercs o gopmyne: (-BE) X macca Tena (xr) X 0,3.
Kpome Toro, GOJIbHBIM PEKOMEHIYETCsl IIEIOYHOE MHThE — PacTBOP COIbI M3
pacuera '2-1 4aiiHas noxka Ha 200 M BOABI, LIEIOYHBIE MUHEPAIBHBIE BOBI.
MOHO HCHOJB30BAaTh BBEICHUE COABbI B BHJE PEKTaJbHBIX CBeueil. PeryisapHo
(kaxaple 6-12 4yacoB B 3aBHCHUMOCTH OT TSIKECTH COCTOSIHUSI) KOHTPOJIUPYIOT
MOKa3aTeNId KUCIIOTHO-OCHOBHOT'O COCTOSIHUS KPOBH.

KODDGKHI/ISI BOJHO-3JICKTPOJMUTHBIX HApPYIICHUM, TUONCPAMMOHHMEMUHU U

SHEPreTMYECKON HEJIOCTATOYHOCTH. HJ’IH YCTPAHCHUS THIIOTHAPAaTalliy Ha3HA4YaroT

BHYTPHUBEHHOE BBEJICHHE (PU3MOJIOTMYECKOTO0 PACTBOpA, UCIONB3YS CIEAYIONTUN
pacyeT B 3aBUCMMOCTH OT Macchl pedenka: 100 miu/kr/cyt (macca <10 xr.); 1000
M + 50 Mi/Kkr Ha nocieayronmi kuiorpamm nocie 10 kr (macca 10-20kr); 1500
Ma + 20 mu/kr Ha mocieayroomui kuigorpamm mocie 20 xr (macca >20 kr). C
1EJIbI0 YCTPAaHEHUSI SHEPIeTUUECKOro JAe(PUIIUTA U CHIKCHUSI YPOBHSI aMMHaKa B
KpOBH MNpoBOIAT BHyTpuBeHHOe BBeneHue 10%-20% pacTtBopa TIIIIOKO3bI M3
pacuera 20 mur/kr ¢ uHcyauHoMm (1 En./8 r rmiokossr). Ilocnme nByxdacoBoro
BBCJICHHUSI PEKOMEHIYETCS KOHTPOJIb COJICP)KAaHUS JIaKTaTa M TJIIOKO3bI B KPOBH;
JOMYCTUMO  TIOJJICP)KUBAaTh yYPOBEHb TJIOKO3bI  BBINIE 3,3 MMOJB/I Y
HOBOPOXJICHHBIX U 5,5 MMoyb/n — y crapmux geteil. [Ipu ypoBHe amMmuaka B
KpoBH BhImIe 200 MKMOJIB/JT TOMIOJTHATEILHO JIJISI CTUMYJISIIAA CUHTE3a MOYCBUHBI
nmoka3aHo BBefeHue apruHuHa (250-300 mr/kr) wiam uurtpyumHa (350 Mr/kr).
Hasnauaror ¢donmeByro kuciory 0,1 MI/Kr/cyT, NOHUPUIOKCHH S5 MI/CYT.
OcCyIIecTBISAIOT 00s3aTeIbHBIN KOHTPOJIb YPOBHS HATPHUS U Kaus B KPOBH.
[TaniueHTaM B COCTOSTHUU OCTPOTO META0OJIUYECKOTO Kpr3a, MPU OTCYTCTBHH
OBICTPO MOJIOKUTEIHLHON PEaKIMi Ha WMHTCHCHUBHYIO TEPAIHUIO, COXPAHSIIOIIEMCS
KeToaluA03€¢ MW TUIepaMMOHUEMUH, [Js1 Oosiee A(PGEKTUBHOTO BBIBEICHUS

TOKCHYHBIX META00IUTOB IIPOBOJAT HepHTOHeaHBHBIﬁ JUaJIn3 UJIM reMoanaans.
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KoHTpoJib Tepanun

B npouecce KOMIUIEKCHOTO JICYEHHS OCYIIECTBIISIOT KOHTPOJIb IMOKa3aTeNeH
KJIIMHAYECKOTO aHajIn3a KPOBH, YPOBHS reMOryioonHa, ooiero 0einka, abOyMuHa,
IJIFOKO3bI, CBIBOPOTOYHOIO KeJje3a, JISWIUHA, TJIMIWHA, W30BAJICPUIKAPHUTHHA U
CBOOOJHOrO KapHUTHHA. KOHTpOIMPYIOT mapaMerpbl KHCIOTHO-OCHOBHOTO
COCTOSIHUS KpPOBH. [IpoBonsar ornpeieseHue coJiep KaHus 3-
TUAPOKCHUHU30BAJIEPUAaHOBOM KUCIOTHl M M30BAJEPUITIIMLIMHA B Mode. KpaTHOCTb
NPOBEJCHUSI AaHAJIMW30B 3aBUCUT OT COCTOSHHUA peOeHKa, HO B TEpUOJ
UHQEKIUOHHBIX  3a0oyieBaHMN,  METa0OJIMYECKOr0  Kpu3a  ONpeleseHUE
AMUHOKHUCJIOT U KAPHUTUHOB OCYLIECTBILIOT He pexe | paza B 7-10 guen, KILC —
€KETHEBHO JI0 CTaOMIM3alUY TOKa3aTeNeH.

Ocy1iecTBIAIOT KOHTPOJIb HYTPUTUBHOTO CTaTyca ¢ KOPPEKIMEH MUTaHuS B
3aBUCUMOCTH OT COCTOSIHMSI peO€HKa M €ro ToJIepaHTHOCTH K Oenky. KoHTponb
dakTHUecKoro mMUTaHus (XMMHYECKOTO COCTaBa pPalMOHA) IS MPETyNpPeKICHUS
pa3BuUTUs NeDUIUTHBIX COCTOSHUU TPOBOIAT Yy JIeT€ B pPEaHMMAlMOHHOM
Nepuojie — €KEAHEBHO, Y JIETeH NEepBOro rojaa *u3Hu - He pexe 1 paza B 7-10
JHEW, y nanueHToB crapiie 1 roga— 1 pa3 B 1-3 mecsua.

YPOBHM aMUHOKHCIOT B KpOBM Ha (HOHE JI€YEHHS JODKHBI OBITh
npubIMKEHbl K pedepeHCHbIM BO3pacTHBIM 3HaueHusM. [lokazarenb TiIMIMHA
MOKET ObITh YMEPEHHO MOBBIIIICHHBIM.

CHmwkeHue YpOBHS TeMOrjoOWHa, *keje3a, oluiero Oenka, albOyMHuHa W
AMUHOKHCIIOT ~YKa3blBaeT Ha HEJAOCTAaTOYHOCTh HYTPUTHBHOM TOJJEPIKKH.
YMeHblIeHnEe CcoAepKaHus CBOOOJHOTO KAPHUTHHA, TJIOKO3bl, TEHIAEHUUS K
cHmwkeHuto PH kpoBu, nedunuTy OCHOBAaHMI, HapacTaHUE COJCPKAHUS
W30BAJICPIIIKAPHUTHHA B KPOBH, MOYEBOMU DKCKpPELINH 3-
T'UIPOKCUH30BAIEPUAHOBOM KUCIIOTHI, M30BAJICPUITIIMLINHA, 3-TUAPOKCUMACIISIHON
KHUCJIOThI — HEOJaronpusiTHhIE JJaOopaTOpHbIE MPU3HAKH, CBUAETEILCTBYIOLIUE O

HadaJIC Pa3BUTHA METa00JIMYECKOTO Kpunsa.
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Poautenu nosmkHBI OBITH OOYYEHBI MpaBUIaM OPraHU3ALMU TEPANUU B
MEXIIPUCTYIIHBIA MEPUOJ U B NEPUOJ YIPO3bl META0OJWYECKOro Kpusza. Y
ponuTenel pedeHKa U Mpu peOEHKE Bcerjaa JI0JKHA ObITh MaMsTKa C yKa3aHHEM
HEOTJIOKHBIX MEPONPUATUI B IEPUO HAUMHAIOIIETOCS] METa0OJINYECKOTO KpHU3a.

Kpome Toro, 0oJibHbIE C CUMOTOMAaTHYECKOW SMHIICIICHEA HYKIAIOTCS B
HaOmoeHuH >nuiienTosora. KoHCyapTanuu Jpyrux ClenuaivcTOB HAa3HAYAKOTCS

I10 ITOKAa3aHUsAM.

I[TPOI'HO3

[IporHo3 cocTosiHUA U YPOBHS IICUXUYECKOTO Pa3BUTUS OOJIbHBIX 3aBUCUT OT
TSOKECTU 3a00JIEBaHMSI M CPOKOB Hayaja CIEeHHATM3UpPOBaHHON Tepanuu. llpu
paHHEe IuarHocTuke (10 S-HeaenpHOro Bo3pacTa) Okoso 85% nanueHToB B
CTaplIeM BO3pacT€ HE HMEIOT HApyLICHUH HWHTEUIEKTa W HEBPOJOTMYECKHUX

pPacCTpOMCTB, MPHU MO3/IHEN TUATHOCTUKE — 0K0JI0 45%.

[TIPEHATAJIbHAA IUATHOCTUKA

HpeHaTam,Haﬂ AUArHoCTUKKW BO3MOXHa C IIOMOIIbIO MOJICKYJIAPHO-

IFCHCTUYCCKOI'O HCCJIICIOBAaHUA ouornrara XOpHOHa C BBIABJICHHCM MYTAallMM I'CHA

IVD.



