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Cnmcok cokpameHmni

BKC - Gone3Hb KI€HOBOTO cupomna

KHIC — KACITOTHO-IIEJIOYHOE COCTOSTHUE

JHOI -tect — TecT ¢ AMHUTPOEHUITHIPAZUHOM
MPT — MarHuTHO-pe30HaHCHAasi TOMOrpadus
MC/MC — TanzieMHasi Macc-ClieKTpOMETpUs
VY3U — ynbTpa3ByKOBOE UCCIEAOBAHUE

IHHC — nenTpanpHas HepBHAs cUCTEMaA

OKT — snexrpokapauorpadus

OxoKI" - axoxapauorpadus



TepMuHBI ¥ onIpeaeIeHUA
FeMOJII/IaJII/I?. — MCTOJ BHCIIOYCYHOT'O OUYUIICHHA KPOBU, BO BPpEMA KOTOPOI'0 MPOUCXOAUT
YAAJICHHUE M3 OpraHu3Ma TOKCHYECKUX IPOAYKTOB oOMeHa BCIICCTB, HOpMaIu3alusd
HapymeHHﬁ BOAHOI'O U 3JICKTPOJUTHOT'O 6aJ'IaHCOB, IIpH 5TOM OUYHUIICHHUE KPOBH OCYHICCTBIIACTCA

4yepe3 UCKYCCTBEHHYI0 MEMOpaHy ¢ IPUMEHEHHUEM allllapara «MCKYCCTBEHHAs IIOUKa.

Mera0onuyeckuii KpHM3 —  KPUTHYECKOE, YrpOXKAIOUIEe JKU3HU  COCTOSIHHE,
CIPOBOLMPOBAHHOE  HEOJIAronmpusiTHbIMM  (akTopaMy, OOYCIIaBIMBAIOIIUMU  YCHJIEHUE
IIPOLIECCOB KJIETOYHOIO KaTabojM3Ma C HAaKOIUIEHHEM INPEUMYILECTBEHHO JIEHIMHA U JIPYrux
aAMMHOKUCIIOT C Pa3BETBJICHHON LIENBIO U IPOSIBIIIOLIEECS OCTPO BO3HUKIIEH 3HIeaonaTuei,

JUCTOHUEH, CyIOpOraMu, IPUCTyIaMU PBOTHL, IPU3HAKAMHU OTEKA MO3ra.

IlepuTOHeaNbHBIA AHAJU3 - METOJ BHEIOYEYHOIO OYMILEHHS KPOBH, BO BpeMs
KOTOPOTO MPOUCXOAMT YAaJIEHUE M3 OpraHu3Ma TOKCHYECKHX IPOJYKTOB OOMEHa BELIECTB,
HOpMaJu3alus HapyHIeHUH BOJHOTO U 3JIEKTPOJUTHOIO OajlaHCOB, MPH 3TOM OYHILEHHUE KPOBU
MIPOU3BOJIUTCS 32 CUET CMEHbI CIIELUAIbHBIX PACTBOPOB B OpIOIIHOM MOJOCTH, a B KauecTBE

MeMOpaHbl BbICTYIAaeT OpPIOLINHA MallEeHTA.

Huxa Kpedca (ki TpukapOOHOBBIX KHCIOT, LUK JUMOHHON KHCIIOTBI) — CIOXHBIN
LIUKINYEeCKU (pepMEHTATUBHBIN IMpoliecc, IPH KOTOPOM B OpraHU3Me MPOMCXOJUT OKUCICHHE
MMPOBUHOIPAHON KUCIIOTHI C 00pa30BaHUEM YIJIEKUCIIOrO Ta3a, BoAbl U 3Hepruu B Buae AT,
3aHMMAaeT LEHTPaJbHOE IOJIO)KEHHE B 00IIel cucTteMe OOMEeHa BELIECTB M SHEPrUH >KHBBIX

OpraHu3MOB.



1. Kparkas nnpopmanus

1.1 Onpenesienue

BoJsie3Hb «KJIEHOBOrO CHpONa» — HAaCJIEICTBEHHOE 3a00JjieBaHUWE U3 TPYIIIBI
OPraHWYECKUX aluJeMUuid, OOYCIIOBIICHHOE Je(DUIIMTOM JCTUIPOTEHA3bl KETOKHCIOT C
Pa3BETBIECHHOW IIEMBI0O W HaApyIICHHEM MeTa0oJM3Ma aMHUHOKHCIOT JICWIIMHA, W30JICHIINHA,

BanuHa. OTHOCHUTCS K Kiaccy peakux (opdaHHbIX) 3a001€BaHUI.

1.2 ITHOJIOTUA U IATOTreHe3

3aboneBaHre BBI3BAHO ACPUIIMTOM ACTUAPOTEHA3bl KETOKHUCIOT C Pa3BETBICHHOU
LIETIbI0, 00eCTIeUnBaIONIel OKHCIUTEIbHOE JIeKapOOKCUIUpOBaHue (BTOPOM 3Tam KaTtaboym3Ma)
JeiMHa, W30JIeHMHA W BajluHA. OTOT MYJIbTHU(QEPMEHTHBIM KOMIUIEKC MMEET CJI0KHOE
cTpoeHue u coctour u3 4 OenkoBbix coeauHeHui: E; (o u P-cyObenunuusl), E, u Es.
Kodepmentom E; B-cyObeauHUIBI CIIY>)KUT THAMUH TpodocdaT. YCTaHOBJICHA JOKATU3AIIM
I€HOB, KOJIUPYIOIIMX OTJEIbHbIE KOMIIOHEHTHl JaHHOTO »JH3UMHOro kKomruiekca: E; o-
cyobenunuubl (red BCKDHA) - 19q13.1-q13.2; E; B-cyobenununst (ren BCKDHB) - 6p22-p21;
E,-nporenna (ren DBT) - 1p31; Es-nporeuna (ren DLD) - 7q31-q32. Tun nHacnenoBaHus
3a00JIeBaHMSI — ayTOCOMHO-PEIIECCUBHBIN.

[TaTorenes 3a0osieBaHus CBsI3aH C HapyIIEHHMEM OOMEHA W HAKOIUIEHHEM DPa3BETBICHHO-
LENOYEYHBIX AaMUHOKHUCIIOT, HAKOIUIEHHEM B OMOJOIMYECKHUX KHUAKOCTAX UX JEpUBATOB — 2-
KETOM30KaIlpOHOBOW,  2-K€TO-3-METWIBAJIEPUAHOBOM,  2-KETOM30BAJEPUAHOBOW  KHUCIIOT.
OcHoBHOU HeMpoTokcuueckuil 3(pdexT o00ycioBIE€H BBICOKMUM YPOBHEM JIEHIIMHA M €ro
MeTaboauToB. OTMeuaeTcss 1eUUUT APYruxX HEUTpadbHBIX aMUHOKUCIOT (ajJaHUHA, TJIMIUHA,
rJlyTaMHUHa, TUPO3UHA, TpUNTo(daHa H Ap.), CTpagaeT UX BHYTPUKIETOUHBIM TPaHCIOPT, UTO
BeJIeT K HEHPOMEIUATOPHBIM paccTpoicTBaM. boJiblyro poJib B TaTOTEHE3€ UTPAET KETOAUI03,
TUIOHATpUEMHUs, OTeK MW  aTpodus TKAaHU MO3ra, BTOpPHUYHAs T'HUIEPaMMOHHEMUS,
HEJ0CTaTOYHOCTh IIIOKOHEOTeHe3a U TUIOTJIMKEMHUS, a TaKkkKe AUC(HYHKUINS MUTOXOHIPUATILHOM
JBIXATEIHHOM 1IENMU U OKUCIUTEIBHOTO (PoCcHOopuIrmpoBaHums.

[Ipu 3abosieBaHuu, cBsi3aHHOM C jAedexkToMm Es-mpoTenna, maroreHes3 0ojiee CIIOKEH.
VYka3zaHHas cyObeIUHUIIA CIYKUT KOMIIOHEHTOM HECKOJIBKUX MYJIbTU(EPMEHTHBIX KOMILIEKCOB!
JeTuporeHasbl KETOKUCIOT C Pa3BETBIECHHOMN II€NbI0, MUPYBATACTUAPOreHaA3HOTO KOMILJIEKCa U
0-KETOTTyTapaTAECTAPOTEHA3HOIO KOMIUIEKCa, NPUHUMAIOLIUX Yy4yacTHe B MeTaboju3Me
nupyBata ¥ ¢QyHKuuoHupoBanuu uukia Kpebca. CneacrtBuem naedekra 3TUX KOMIUIEKCOB
SIBJISTIOTCS  PAcCTPOMCTBA KJICTOYHOM OMOPHEPreTHKHA | JIAKTaT-allia03, IO3TOMY JaHHBINA

BapUaAHT 00BIYHO KJIACCUPHUIUPYIOT KaK MUTOXOHAPUAIbHOE 3a00JI€BaHUE.



CxemMa MeTabOMWYECKUX HAPYIICHUM, HAOIIOMAOMIMXCA TpH «OO0JE3HH KIECHOBOTO

cupornay, npeacrasiieHa B [Ipunoxenun I'1.

1.3 nuaeMuoJI0rus

3a0osieBaHHE BCTPEUAETCSl B Pa3IMUHBIX MOMYISIUsAX. YacToTa cpeau HOBOPOKICHHBIX

1:185000.

1.4 KonnpoBauue no MKbB-10

E71.0 — BoJie3Hb «KJIEHOBOTO CHPOTIa.

1.5 Kinaccupukanus

Brigensior cinenyromue KIMHIKO-TeHETHYEeCKHE (OPMBI 00JIE3HU KIICHOBOTO CHPOTIA:
O KJIaccuyeckas, WM HeoHaTaibHas (HauboJsee yacTasi);
O TPOMEXKYTOUHAS;
O HHTEPMUTTUPYIOLIAs;
O THaMHWH-3aBHCHUMaAs,
o oOycnoBiieHHast nepunUTOM E3-IpoTeMHa W CONMPOBOKIAMOMIASCS JIAKTAT-aI[HI030M

(MUTOXOHIpHUATILHOE 3a00JI€BaHNUE).

1.6. Ilpumepsnl GOpMYJIUPOBKH AHATHO30B

o bonesnuv «kieno6020 cupona»

o Jleuyunos

2. JIMarHoOCTHKA

2.1 Kaao0bl U1 aHaAMHE3

YV oemeii epyonoco 6ospacma - peskoe yxyouieHue oowie2o coOCMosnus nocie KOpMaeHUs
2PYOHBIM MOJIOKOM UAU MOJIOYHOU CMECbl0 (HepeoKo C NepevliX Hedelb JHCUZHU), GAL0CMb UIU
NOBbIUEHHASE 6030YOUMOCIb, YNOPHASL PEOMA, OMKA3 OM NUWU, B03MONCHBL CYOOPOU, NOmeps.
CO3HAHUSL, KOMAMO3HOe COCMOsAHUE, YUAHO3, HAPYUWEeHUe ObIXAHUAL.

YV oemeii cmapwe 1 2o00a — 3adepicka NCUXOMOMOPHO2O pA3BUMUS, YMCMBEHHAs
OMCMANOCmy,  dPUMEMAMO3Hble  GbICLINAHUA, — Yacmble  UHeKYUuoHHble  3a001e8aHUs,
CYOOPOIICHBIU CUHOPOM. 151 DONbUUHCIEA DONBHBIX XapaKmeper cneyu@uyueckull 3anax Moyu.

B anamneze 603MOXMCHbI YKA3AHUA HA POOCMBEHHbLU Opak, Hanudue cudbcog c
AHANIO2UYHBIMU KIUHUYECKUMU NPUSHAKAMU 3A001€8AHUSA, HAIUYUE NPOBOYUPYIOWUX (PAKMOPO8:

O ynompebOrenue  0O0ALWIO20  KoAuyecmea  OENKo8OU  Nuwu  OONbHLIM  C  euje

HEYCMAHOBIEeHHbIM OUACHO30M WU NpUeM NUUEe8020 HAMYPAlbHO20 Denka (HapyuieHue



Oouempl), npesvluilaroujem moiepaHmHoOCmb pebeHKA ¢ NOOMblePHCOCHHBIM OUACHO30M
BKC;

O OnumenvHoe 20100aHue, HeONPABOAHHblE OCPAHUYEHUs 68 Oueme, HU3KAs KALOPULIHOCHb
nUeso2o payuond,

O UHMEPKYPPEHMHble PeCRUpamopHblie UMU  HCeTYOOUHO-KUUeuHble  UHDEKYUOHHbIe
3abone6anusi;

O  @usuueckas unu NCUXOIMOYUOHATbHAS HASPY3KA.

O HeBblnoJIHEHUE padHee HASHAYERHbLX 6DAYOM Meponpuﬂmm?.

2.2 Ou3ukaJILHoe 00c/IeI0BaHNe

Knaccuueckass  gpopma  xapaxmepuzyemcs — maAxfcenviM — 00WUM — COCMOAHUEM,
2EHEPANIUZ0BAHHBIMU CYOOPO2AMU, NOBLIUEHHOU B030)Y0UMOCMbIO (Pe3KUll KPUK), OMKA30M Om
nuwy, YNOPHOU  PEOMOl,  MbIUEUHLIM — 2UNEPMOHYCOM,  NPUSHAKAMU — 00e380CUBAHUSL.
Bos3byscoenue  cmensemcs  8An0Ccmvlo,  YeHemeHueM  YeHmpAibHOU —HEeP8HOU  CUCMeMbl,
COMHONIeHYUell, KOMOI, NOABIAEmCcs NapaodoKcalbHoe Ovixanue, ciabwili nyavc. Ilepuodsi
MbIUEYHO20 2UNEPMOHYCA YepedVIOmcs ¢ 8vipadcenHol eunomonuel. Obpawaem eHUMAHUe
HEeOObIYHbIL  APOMAMUYECKUll 3anax Moul, ONUCAHHLIL KAK 3anax KieH08020 CUpPONd.
3abonesanue npomexaem oOueHb MANCENO U HEPEOKO NPUBOOUM K JIeMANbHOMY UCX0O0Y
(OCHOBHOUL NPUYUHOU CMEPMU CIYHCUM OMEK MO32a).

B oanvueiiwem Oemu 3HauumenvHO OMCMAOM 6 NCUXOMOMOPHOM passumuu. B
HeBPOI02ULeCKOM CMamyce Onpeoeisemcs MbludedHds OUCMOHUS, NUPAMUOHble HAPYULeHUs,

CYOOPOIICHBIUL CUHOPOM.

2.3 JIaGopaTopHasi AMATHOCTHKA

Juacnocmuxa b6one3nu K1eHO08020 CUpPONA OCHOBAHA HA AHANU3E POOOCIOBHOU, OYEHKe
OaHHLIX AHAMHE3A, KIUHUYECKUX NPOSAGIEHUU, pe3ylbmamax aHaius3d YPO8Hs AMUHOKUCLIOM
Jeiyuna, U3oNeuyuna, 6aluHad 6 KpO8U C HOOCYEMOM COOMHOUIeHUs JIeUYUuH/anaHuH,
onpeoeneHuU NoYeYHoU IKCKpeyuu Opeanuyeckux KUCIom - 2-Kemou30KanpoHoeou, 2-Kemo-3-

Memuni8anepuaro8ol, 2-Kemouso8aiepuanos8ou.

e PekxoMeHyeTcs onpeielIeHue KUCIOTHO-IIEIIOYHOTO COCTOSIHUSI KpOBH (Cito!)
(Cuna pexoMeHaAanUU A; yPOBeHb YOeIUTEJBLHOCTH J0Ka3aTeIbCTB I)
Kommenrapuu: npu nocmynienuu peOenka 6 mMANCEIOM COCMOAHUU 6 KpPOBU
onpedensemcsi  MemaboIUYecKull — Kemoayuoos, UNOHAMPUEMUsl,  2UNO2TUKEMUS,
conpogodicoarowuecs yepo3ou omeka Mosed u mpedyowue UHMEHCUBHOU KOPPeKyuu

8blABIeHHbIX Hapywenutl [1,3,5,6].



Pexomennyercs wuccrmenoBaHue CONEPKAHUS AMUHOKHCIOT, OPraHMYECKUX KHCIIOT,
AIMJIKAPHUTHHOB B KPOBM M MOYE€ NIPH TMOJO3PCHHH HAa HACIEACTBEHHOE HapYIICHHE
aMHHOKHCIIOTHOTO 0OMeHa 1 70 Havasa jiedenus [1,3,5,6].

(Cuna pexoMeHIalMU A; YPOBEeHb YOeIUTEJBLHOCTH J0KA3aTebCTB |
KoMmmenTapuii: nokasano onpeoenenue yposHs aAMUHOKUCIOM JeUYUHA, U30JEUYUHA,
8ANUHA 8 KPOBU C NOOCHEMOM COOMHOWEHUs NetiyuH/ananut, onpeoenenue noyeuyHol
9KCKpeyuu Op2aHUYecKux Kuciom - 2-KemouzoKanpoHo8ol, 2-kemo-3-
MeMmuiBalepuanoBol, 2-kemousosaiepuanosoli BosMoxHbie K0eOaHUsT KOHIICHTPALUH

AMHWHOKHUCIIOT B IJIa3M€ KPOBH ITPCACTABJICHLI B ma@zuue 1.

Tab6umua 1 - Pa30poc KOHIIEHTpaii aMUHOKHUCIIOT C Pa3BETBJICHHOM LIETIBIO B IJIa3M€ KPOBHU

yCIIOBHO 370poBbIX U 00abHBIX BKC nereit

AMMHOKHUCIIOTA, MKMOJIb/JT VY cnoBHO 310pOBbBIE IETH [TatimeHTHI ¢ 6OJIE3HBIO
«KJIGHOBOT'O CHPOIIa»
Wzonelinun 26-91 20012000
Jletinun 48-160 500-5000
Banun 86—-190 500-1800
ANION30JEULINH 0-5 72-220
e PexoMeHmyeTcst ompeaeNieHHe BBICOKOCTEIM(PUUHBIX MapKepoB 3abosieBaHust L-
AJUTON30JICHITUH u TUAPOKCHUU30BaJIEPHAHOBAs KHCJIOTa (TIpon3BOIHBIE
HAKaIJTMBAOIINXCS MPOJIYKTOB AHOMAJILHOTO obmeHa L-u3ouneiinmna u

KETOM30BaJIEpPUAHOBOM KHCIIOTBI), KOTOpble OOHapyXKMBAIOT B KPOBHU OOJIbHBIX JAeTel
[1,3].

(Cuna pexoMeHAalUU A; YPOBEHb YOeIUTEIBLHOCTH 10KA3aTEIbCTB 1)
PexkoMeHyeTcsi B KaueCcTBE OCHOBHBIX METOJIOB IOJITBEPK/ICHUS AUAarHO3a UCI0Ib30BaTh
TaHgeMHyl0 Macc-cnekrpomerputo (MC/MC), aMUHOKUCIOTHBIM aHAIU3 C MOMOIIbIO
ra3oBoil xpomaTorpaduu.

(Cuna pexoMeHAalUU A; YPOBEHb YOeIUTEJBLHOCTH 10KA3aTeIbCTB 1)

He pexomenmyercs cTporo o0s3aTelbHOE MOJCKYISPHO-TCHETHYECKOEe OO0CIIeIOBaHHE
BCEX IMaruenTos [3,5].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabeTB 1)

PCKOMGHHYGTC?I OHpCHCHCHI/IC HCpBI/ILIHOFO MOJ'IeKy.TISIpHO-FCHCTI/ILICCKOFO z[e(i)eKTa B
IIJIAHC HpeHaTaJ'IBHOﬁ nu HpeHMHHaHTaHHOHHOﬁ IUArHoCTUKHU B I/IH(l)OpMaTI/IBHBIX CCMBbIX
[3,5].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabCTB 1)




KommenTapuii: 0Oz noomeepoicOenus — OuacHo3a  NpoOBOOUMCS  MOJNEKYIAPHO-

eeHemuyecKkoe ucciedosanue 6 0aacmu 2eHo8.

o

o

o

o

BCKDHA (MSUD mun 14);
BCKDHB (MSUD mun 1B);
DBT (MSUD mun 2).
DLD (MSUD mun 3)

Haubonee uacmo ecmpeuaromcsa mymayuu 6 cene BCKDHB (~60% 6cex cnyuaes).

Mymayuu 6 eene DLD edym k ocoboii ¢hopme b6one3HU, KOMopas paccmampueaemcs

Kak mMmumoxounopuanvHoe 3abonesanue. [1,3,4,5].

2.4 UHCTPpYMEHTAJILHAS JUATHOCTHKA

PexomenyeTcs mpoBeieHne MarHUTHO-PE30HAHCHON TOMOrpaduu roJIoBHOTO MO3Tra Jyis

BBISIBJICHUS] TMPHU3HAKOB JU((Yy3HOrO OTEeKa MO3roBOM TKaHU (OCOOEHHO B OCTpBIH

Mepuo), W3MEHEHHs OeJoTo BeIllecTBa MO3ra, MO3)Ke4dka U Oa3aibHBIX TaHTIIMEB, B

4aCcTHOCTH, O€l0ro mapa, Tajamyca, CTBOJIAa MO3ra, BHYTPEHHEH M HapyXHOW KalcyJbl

[1,3,5].

(Cuna pexomenaanuu B; ypoBenb yoeaureabHOCTH A0Ka3aTeabcTB 1)

Pexomennyrorcs pentrerorpadus, snextpokapauorpapuu (OKI), sxokapauorpaduu

(Ox0oKT'), yneTpasBykoBoro uccienoBanus (Y3M) opraHoB OpromIHON MOJOCTH U TOYEK,

0 TaIbMOCKOTIHS MPOBOJIATCS MO MOoKa3zaHusM [1,6].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabeTB 1)

2.5 Unas nfuarHoctuka (KOHCYJILTATHBHAA MOMOIID)

KOHcy]lbmamMGHa}Z nomoulb cneyuajiucmoe nayueHmam c I’lO()O3p€HU€M Ha 0Oone3Hb

KIE€HOB020 CUPONA peKoMeHOyemcs no nokasanusm [1,6].

(Cuna pexomenaanuii C; noctoBepHocTh 10Ka3aTeabeTB 1)

PexkomeHyeTcst KOHCYIbTalMs IcuxoHeBpouiora [1,8]

KommenTapuu: wneodoxoouma ecem oemsam ¢ bBKC ona ymounenuss msocecmu

nopaxcenusi LJHC u onpedenenus makmuxu 1e4ebHo peadunumayuoHHbIX MepOnpUsmu.

PCKOMCHHYGTCS[ KOHCYJIbTallus AUCTOJIOTa.

KommenTapuu: neobxoouma ecem oemsam ¢ BKC 0Onsa mHasnaveHus namozeHemuieckou

ouemomepanuu.

PexomenyeTcst koHCYynbTanus opromnena [1,6].



KommenTapuu: nokazana npu nodospenuu Ha Haauuue y pedOeHKa CKelemHou

namoJiocuu.

e PekoMeHayeTcsl KOHCY/IbTaLMS Bpaya-reHeTuka [1,6].

KommenTapuu: nokasana cemvsam, umerowyum poocmeennuxkos ¢ bKC

e Pexomenayercs KoHCynbTanus odranpmodora [1,6].

KommenTapuu: nokasana npu nooospenuu y pebeHka namono2uu opeaHad 3peHusl.

e PexoMennyercst KOHCyabTanus Kapauosora [1,6].
Kommenrapumu: nokasana npu noodospeHuu y pebenka namonocuu cepoedHo-

cocyoucmotl cucmemsl

e PexoMeHyeTcst KOHCYIbTAIUS racTpodHTeposiora [ 1,6].
Kommentapumn: noKazama — npu  NO0O3penuu Yy pebenka — namoiocuu

ofceﬂy()quOKumequeo mpaxkma

e PexoMenmyercs KoHCyabTanus amieprosora [1,6].
Kommenrapumu: nokaszama npu Haiuyuu y pebeHKa KIUHUYECKUX —NPUSHAKOS

ajiiepeudecKkux 3abo0nesanui.

e PekoMeHayeTcsi KOHCYIbTALMS IICUXO0JIOTa U Jloroneaa-aedexroiora [1,4,6].
KommeHnTapuu: noxazana 011 nianuposanus UHOUBUOYANbHOU PeaduIUmayuoHHOU

npocPaAMMbL NCUXON020-NEe0A202UYECKOU NOOOEPHCKU OOIbHLIM Oemell U UX CEMbSIM.

2.6. /InddepenuuanbHas JMArHOCTHKA

Hpoeodumc;z C CUNOKCUYECKUMU NOPANCEHUAMU H€p6H01/7 cucmembsl, 6HympudepenHobimu
KPOBOUBIUAHUAMY, S8HYMPUYMPOOHbIMU UHGEKYUAMU U HACIeOCMBEHHbIMU HAPYUWEHUIMU
obMeHa seujecms, 8 HACMHOCMU C OpYeUMU POPMAMU OP2AHULECKUX AYUOYPUIL.

3. Jleuenune

Cmpameewz JleyeHUA 60Jlele 3AKr4dYaemcia 6 CHUMCEHUU 05pa306‘aHM}Z MOKCUYHbLX
Memaboaumos, npexjcoe 6cezo, NeUYUHA, A MaxxHce U30JNeUYUHa U BANUHA, NPeOYNpeHCOeHUU
paseumust Kemoab;u()osa, nopasicerus mKaHen 20J106HO020 MO32d U 6HYMPEHHUX OpcaHo6 C

obecneyenuem npoyeccoe (ZHCl6OJZU3MCl, HOPMANIbHO2O pocma u Hympumuerozo cmamyca Oemell.



3.1 KoucepBaTuBHOE JeYeHUS

PekoMeHyeTcss JMETHYecKOoe JICYCHHe, KOTOpOe HAYMHAIOT TPH IOJ03PESHUU Ha
HACJICJICTBEHHOE HapyIIeHHEe aMUHOKHCIOTHOTO OOMEHa cpa3y IMOCIe B3ATHS aHAJU30B,
HE JO’KUJIAsACh UX pe3yabTaros [1, 3, 4, 5].

(Cuna pexoMeHAalUN A; YPOBEHDb YOeaUTEILHOCTH 10KA3aTeAbCTB I)
KommenTapuu: 00 noyYeHuUs pe3yibmamos, HOOMBEPHCOAIOUSUX
Memaboauueckoezabonesanue, ciedyem 02paHuuums NOCmynieHue oOeika: 0as Oemel
nepeoco  NOAYe0OUsi JHCUBHU OONYCMUMO MOJbKO 2pYOHOe BCKAPMIAUBAHUE — UMU
BCKAPMIUBAHUE OEMCKUMU MOJOUYHBIMU CMECAMU C HU3KUM cooepicanuem oenka (1,2 -
1,3 2/100 mn eoccmamnognennoco npooykma). [na oemeii cmapuie 6 mecsyes —

UCKTIIOUEeHUe 8bICOKODENKOBbIX NPOOYKMO8 (Msco, meopoe, pvlba) uz payuona [1, 3, 5, 6].

PekoMeHyeTCcsl crienuaiM3upoBaHHasl JUCTOTEPAIUs MOCIIe MOATBEPKIACHUS JTHArHO3a

[1,3,4,5].

(Cuna pexoMeHAaUN A; YPOBEeHDb YOeAUTEIBLHOCTH 10KA3aTEeAbCTB I)
Kommentapuu: OcrosHble npunyunst cneyuaiuzupo8aHHol Ouemomepanuu 6KIOYam.:
O cmpocoe ocpaHuyeHue beaKa HamypaibHblX NUUEBbIX NPOOYKMOS C Yelbl0 Ce0eHUsl K

HeoOX00UMOMY MUHUMATbHOMY NOCMYNIEHUe 6 OP2aAHU3M AaMUHOKUCIOM JlelyuHa,
uzoneuyuna, eanuna. Jna Oemell nepeoco  NONY2O0US HCUSHU — OCPAHUYEHUE
PACNPOCMPAHAEMcs HA MAMEPUHCKOe MOIOKO, OemcKue MONOUHble UMU COegble
cmecu, 011 Oemeti 6MOPO20 NOLY200Usl HCUSHU U cmapuie — 3anpem Ha 66edeHue 8
Kayecmee NPUKOPMA BbICOKODENIKOBbIX NPOOYKMO8 (Msca, pblObl, meopoed, suy,
MOJIOYHBIX NPOOYKMO8, 60008bIX U M.0.);

O obsA3amenvhas — KomneHcayus —Oeguyuma  Oerka 3a  Ccuyem  UCHOIb308AHUSL
CReyuanu3UpoOBaHHbIX cMecell HA OCHO8e AMUHOKUCIOM 0Oe3 JelyuHd, UzoieluyuHd,
BANUHA, COOMBEMCMBYIOWUX BO3PACTIHBLIM NOMPEOHOCMAM pebeHKAd 6 OCHOBHBIX
nuwesvix Geujecmeax u dHepeuu. B umauane neuenmus u 6 nepuod memabonuyecKux
Kpuzoe 6 meyenue 24 — 72 uacoe (He Ooree!) ucnorv3oeamv MOJNLKO
CReYuanu3UpOBAHHYI0 CMECL AMUHOKUCIOM,

O obecneueHue 00OCMAMOYHOU IHEPLEMUYECKOU YEHHOCIU PAYUOHA OJisl NOOOEPHCAHUS
npoyeccos aHaboauzMa u npedomspaeHus akmusayuy Kamaoboausma,

O obecneyeHue nayueHma 0OCMAMOYHBIM KOTUYECTNBOM HCUOKOCHU,

O OpoOHble KOpMIeHUsi 6e3 OIUMENbHbIX Nepepvbieos 60 U3bedcanue 20100aHUs,

0cobenHOo y Oemell 2pYOHO20 U PAHHE20 803PACMA |



O

oOyuenue pooumenell NpasulaM Op2aHUu3ayuU OUemomepanuu 8 MeICnPUCMynHblil

nepuoo u 8 nepuoo yepo3vl Memadoiuieckoeo Kpusda.

e OOmuii Oenok JieyeOHOTO palLMOHA B MEXKIPUCTYIHBIM MEpHoJ PEKOMEHJI0BAaHO

paccuuThIBaTh UCXOJS U3 BO3pacTHBIX noTpedHocTeill pedenka (IIpunoxkenue [2), a

TaKK€ C YYETOM TOJEPAHTHOCTH TMAalKMEHTa K O€lKy B 3aBUCUMOCTH OT (HOPMBI

3200JIEBAHUS U TSHKECTH €T0 TEUCHUS.

(Cuna pexomenaanuu B; ypoBenb yoeauTeabHOCTH A0Ka3aTeabCcTB 1)

KomMeHnTapum:

O

Tadauna

K6Oma OenKa HAMypaibHbIX NPOOYKMOS HAZHAYAEMCS C YYemoM MUHUMATbHOU
nOmMpebHOCMU 8 NAMO2eHeMU4ecKu 3HAYUMbBIX AMUHOKUCIOMAX - JelyuHe, BanuHe,
usoneuyure (maobn. 2) u ¢ yuemom cooepircanus J1eUyuHa 6 HamypaibHblX NPOOVKMAaxX
(1 2 Hamypanvroco 6enxa codepaxcum om 50 0o 80 me nevyuna);

ol pebenka paszpabamvléaemcsi UHOUBUOVANbHBIUL DAYUOH, 8 KOMOPOM KE0md
HamypaivHoeo benka cocmaegisem om 5 0o 12 2 6 cymku u obecneuusaemcsi 3a cuem
HU3KODENIKOBbLX npooyKmos

(osowet, @pykmos,

HU3KO0ENKOBbIX KPYN U NPOOYKMOB HA OCHO8E KPAXMANA),

cneyuatusupoeaHnblx

C yenvlo Kommencayuu Oeuyuma 0Oeika UCHOIL3VIOMCA CREeYUATUIUPOBAHHbIE
NPOOYKMbl HA OCHOBE AMUHOKUCIIOM 0e3 Jleiuyuna, uzoneuyuna u eanuna (maon. 3) u
000a8KU OMOENbHBIX AMUHOKUCIOM BATUHA U U30ICUYUHA,

2 - OpueHTHpOBOYHAs TOTPEOHOCTD B M30JIEHIIMHE, JIEULIMHE U BAJIMHE Y AETEH C

00JIC3HBIO KJIIEHOBOTO CHUpoI1a» B 3aBUCUMOCTHU OT BO?,p’c’tCTa%<

CyroyHasi noTpeOHOCTh B AMMHOKHUCIIOTAX MI/KI Macchl Tella
Bo3spact 601pHBIX

H3onenunn Jleiiunn Banun
0 —6 mec. 30-90 40-100 40-95
7 —12 mec. 30-70 40-75 30-80
1 -3 rona 20-70 40-70 30-70
3 -7 ner 20-30 35-65 250-490
7—11 ner 20-30 30-65 30-50
11-14 ner 20-30 30-60 25-40
14-18 ner 10-30 15-50 15-30

*- aganTupoBaHo u3 [3].

Tabauna 3 - Cienpayn3upoBaHHbIC MPOTYKTH HA OCHOBE aMHHOKHUCIIOT 0€3 JIeiInHa,

W30JIEUIIMHA U BaTMHa ™.

HaunmenoBauue
MPOJyKTa

bemox
(3kB.) T

Kup,

T

Vriuesonsl,
r

DHepreTu
qyecKast

OEHHOCTB, KKaJl

Bo3spacrt
IMPUMCHCHUA




Hytpuren 14 14 23 50,4 470 orOmo 1.
—val,- ile,- leu

Hytpuren 20 20 18 50,3 443 crapuie 1 r.
—val,- ile,- leu

Hytpuren 40 40 13,1 31,3 401 crapue 1 r.
—val,- ile,- leu

Hytpuren 70 70 0 3,9 296 crapuie 1 roga
—val,- ile,- leu

MSUD Anamix 13,1 23 49,8 466 orOmo1r.
infant

MSUD Maxamaid 25 <0,5 51 309 crapme 1 1.
MSUD Maxamum 39 <0,5 34 297 crapme 1 1.

*- BCe MPOJYKThI 3apEerUCTPUPOBaHbI Ha TeppuTOopuu PD.

O colepoicanue netyuHa 8 npooyKmax omaudaemcs eapuabenvHocmoio. Pekomenoyemcs

NOAbL306AMbCS  OOHUMU Cnpaeo4dHbiMu mamepuaiamu no xXumudecKkomy cocmaey

I’lpO()meOG, mak KakK 6 pasnvlx cnpaeodYHUKax OanHwvie Mo2cym onuiuvamsvCs,;

O 01 obnecueHuss pacyemos Jeuyuna 6 NPOOYKMAax uYenecooopasHo npumMeHsms

cmanoapmuvle

mabauywl,

cooepacawjue

OaHHble 0

coomeemcmayrouezo 50 me netiyuna (maon. 4).

Koju4dyecmee

npooyKkma,

Tab6umnua 4 - OpueHTUPOBOYHOE KOJIMYECTBO HEKOTOPBIX MPOAYKTOB, COOTBETCTBYIOIIEe SO Mr

JIEHLIMHA.

[IpoaykThl KomnuecTtso benox (1) Jleitiun (Mr)
KopoBbe M010KO 15 M 0,5 50
Kaprodenp 60T 1,0 55

Puc 25r 0,6 47
Bbpoxkonu 45 1,4 51
nuuat 20r 0.4 54
banansr 55r 0,7 53

Ilpumepnwviii  cymounwiti HabOp nNPOOYKMO8 0 pebeHKa OOWKOIbHO20 603pAcmd

npuseoder & lIpunoscenuu I'3.

e PexoMeHmyercss KoOMIeHcarusi JneduimTa HU30JCHIIMHA W

MOHO/100aBOK COOTBETCTBYIOIIUX aMUHOKHCIOT [1,3,4,5].

BaJlmHa C IIOMOIIBIO

(Cuna pexomenaanuu B; ypoBenb yoeauTeabHOCTH JoKka3aTeabcTB 1)

KommenTapuu. I[lompeonocms 6 uzoneuyune u eanuHe Hudxice, wem 6 Jneuyure. Eciau

Habnrooaemcs PE3KOE CHUdNCEHUE u30ﬂeﬁuuua u eajluHa 6 niasme Kpoeu, mo mocyni

paszeusanvcs msioicenviil 3Hmep0namuttecmtﬁ axpodepmamum u meeanobracmuyeckast




anemus. Hauanvnas 0oza uzonetiyuna u/unu eéanuna 50-100 me 6 cymxu (6 06a npuema) ¢

Yenvro N000EPAHCAnUsl UX YPOBHsL 8 cblgopomie kposu He Hudice 200-400 mxmonv/n

e PekoMeHIyeTcs Ha3HAUYCHUE THAMHHA B JICYCOHBIX TO3WPOBKAX MPU THAMHUH3aBUCHMOCH
dhopme 3ab0ieBaHUS.
(Cuna pexomenaanuu B; ypoBenb yoeaureabHOCTH A0Ka3aTeabCcTB 1)
KoMmmenTapuu: ona ouacHocmuku muamuH-3a8Ucumol popmuvl 3a001€e8aHUsL NPOBOOSM
npoOHOe Jleuerue MUAMUHOM, KOmopwlil HazHavaemcs 6 0o3e 10 me/ke/cym cpokom Ha 2
Hedenu. Hopmanusayus ypoeHs pazeemeneHHO-Yeno4eunblX aMUHOKUCIOM U UX
Memabonumos 6 Kposu u Mmode Oaem OCHO8AHUe Ol NOOMBEPHCOEHUS — MUAMUH-
sasucumont popmvl BKC. B Oanvuetiwem oOemu npooOONXCarom NOLYYAmb MUaMun’™
(A11DA) 6 0oze 50-300 me/cym, OonoiHumenbHo HA3HAYAOM OUemuiecKoe iedeHue ¢

VYMepPeHHbIM 02paHudenuem benxa HamypaioHwvix npodykmos [1,3,4]

e PexomeHayeTcs Ha3HaYeHHE JIeBOKapHUTHHA BceM 00abHBIM ¢ BKC.
(Cuna pexomenaanuu C; ypoBeHb YOeaUTeIbHOCTH I0Ka3aTeabCTB 1)
KomMmeHnTapuu: inesoxapnumun HazHauaemcs ¢ Yeavlo  YCUNEHUS  CEA3bl8AHUs
Memabonumos AMUHOKUCIOM C PA3BEemeEIeHHOU Yenblo OOIbHbIM HA OIUMENbHbIL CPOK
(3-6 mec.) 6 3asucumocmu om 803pacma HA3HAYAOM 1eBOKAPHUMUH u3 paciema 50-75

me/ke/cym (6 2-3 npuema 8 meuenue cymok) [1,3,5,6].

e PexoMeHIyeTcss NO NOKa3aHUsAM HAa3HAYEHUE AHTUKOHBYJIBCAHTOB M HOOTPOITHBIX
npenapatos [1,8].
(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabcTB 1)
KommenTapuu: npenapamer npumenaiom ¢ OCMOPOICHOCMbIO 60  usbedxcanue

nposoxkayuu snujienmudecKux npucmynoe noo HabroeHuem NnCuxoHeespoJjioeca.

L] PCKOMCH)IYGTCSI HA3HAYCHHUC BUTAMHWHOB prrIHBI «B» B B03paCTHBIX 103aX B KOMIIJICKCE
neuenns aeteit ¢ BKC [1,3,5,6]

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabCTB 1)

3.2 JleyeHue B nepHoOJI META00JIHYECKOT0 KPHU3a

Jleyebnovie meponpusamusl HAnNpaeleHvl Ha 6blcmpoe npekpauleHue HaxKonjienusa u
ycujiernue 8bIBCOCHUSL U3 opeanusma pa3eemeleHHO-Yeno4ednblx AMUHOKUCTIOm (6 nepeyro

ouepeob, eUyuHa) u ux MoKCUYHLIX NPOU3BOOHDIX.



Pexomenayercs mpoBOAWTH JIEYCHUE B YCIOBHUSAX OTICICHHS PEaHMMAIIUU WIIA TajJaThl
WHTEHCUBHOW Tepanuu [1,3,5,6].

(Cuna pexoMeHAalUN A; YPOBEHDb YOeAUTEILHOCTH 10KA3aTENbCTB I)
KommenTapuu:  Jleuenue  memabonuyeckoeo — Kpuza  OOJHCHO — HAYUHAMBCA
He3aMeO0NUmebHo.

Unmencusnas mepanus Oemeii 8 nepuod Kpuza 6KIOUaem KOppeKyuro Kemoayuoosa,
800HO-2]IEKMPONIUMHBIX HAPYWIEHUL, NPe0OmsepauieHue omeka mo3ed, 0ONOJIHUMENbHOe
86e0eHUe 2NIOKO3bl Ol IHEPeMUUECKOU NOO00EPHCKU U YMEHbUleHUs UHMEHCUBHOCMU
npoyeccog KamaboIusMa, aKmueayuro CeA3bl8AHUs HAKANIUBAIOWUXCSA OP2SAHUYECKUX

Kuciom nymem 66€0eHUs JI€6OKAPHUMUHA, KOPPEKYUIO ()uemomepanuu.

PexkomenyeTcs koppekuus queTudeckoro jedenus [1,3,5,6].

(Cuna pexkoMeHAalMU A; YPOBeHb YOeIUTEJBLHOCTH J0Ka3aTe bCTBI)
KoMmmenTapuu x npogeoenuio ouemomepanuu 8 nepuod memadbdoiuieckoeo Kpusa.
-nepesecmu pebeHKka Ha NUMAHUe UCKIIOUUMENIbHO CMECbIo AMUHOKUCIOM 0e3 Jletiyuna,
sanuna, uzoneuyuna (e donee uem ma 24-72 uaca) 6 pedscume OPOOHBIX U UYACMBIX
KOPMIAEHUL C NPOMENCYMKAMU MEHCOY KOPMACHUAMU 2-3 YaACd, BO3MONCHO HENpPepbl8HOe
KanenvbHoe GcKapmausauue uepes ungyzomam. [lpu Hanuuuu cpvleusanuil, peomsl,

omkaza om eobl — KOpMilieRUue uepes Ha302acmpajszbzﬁ 30HO UIU cacmpocnmomy.

KonunuectBo obmiero mnorpebisieMoro Oeiaka pEeKOMEHJIOBAaHO HE HIKE 0€30I11acHOro
ypoBHs (Tabm. 5) [1,2,4].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeILHOCTH J0Ka3aTeabCTB 1)

Tabauua S - [lorpeOHOCTH B O€IKe, )KUIKOCTH U YJHEPTUHU Y JIeTel ¢ O0JIE3HBIO

«KJICHOBOI'O CHpOIia» B II€pHUOa METa00INYECKOr0 KpH3sa

Bo3spact 0-12mec 1-3 rona 4-6 ner 7-10 net
Obuiuii Geztox 1,8-1,5 | 1,3-1.2 1,1-1,0 1,01 -0,99
T/Kr/CcyT
JHCpris 150-120 110-80 80-70 60-40
Kxan/kr/cyr
XKuakocts (B T.4. BoJA,
TIIFOKO30COJICBBIE, 120 100 1200-1500 1500-2000
[IIOKO30TI0JIMMEPHBIE MJI/KT/CYT. | MI/KI/CYT. MJI/CYTKH MJI/CYT.
pacTBOpPBI)

PexomennoBano oOecmeunTh BBICOKOKAOpUHOE TiMTaHue (Ttabn. 2) 3a cuer
ucnonb30Banust  5-10% TIIFOKO3BI  (IEKCTPO3BI)™, TIIFOKO30MOJMMEPHBIX PacTBOPOB

(MaJIbTOIEKCTPUH) B JOINOJIHEHWE K CMECH Ha OCHOBE AaMHMHOKHUCIOT; pacyder




MIPOU3BOIUTCS, UCXOIS U3 KaJOPUHHOCTH | T yriaeBomoB = 4 KKkail, | T ManbTOAEKCTPHHA
npupaBHuBaeTcs K 1 r yriesojos ['1,3,5,6].

(Cuna pexomenaanuu B; ypoBeHnb yoequTeJIbHOCTH 10Ka3aTeJLCTB I)

PexomeHn0BaHO paccMOTPETh BO3MOXKHOE TMapeHTEpaibHOE BBEIEHUE YIIIeBOJOB (5%-
10% raroKo3bl), a TakXKe JHUMHAOB 10 | T/KI/CYyTKH, MpU HEOOXOJAMMOCTH - BBEIACHHUE
uHcymuHa [1,3,5,6].

(Cuna pexomenaanuu B; ypoBeHb yoequTeJIbHOCTH 10Ka3aTeJLCTB I)

PekomennoBano uepe3 24-72 wyaca OT Hayaja JI€UYEHUS MEJUICHHOE IOCTEIIEHHOE
BBEJICHUE MPOJYKTOB, COAEpKAIUX HATypaJbHbIM O€lOK, U3 pacueTa 4 HEOOXOJUMOTO
CYyTOYHOTO 00bEeMa B TIEPBBIN JCHB, /2 - HA 2-3-il A€Hb, 74 - Ha 3-4-i JeHb, Jajiee B
MoJIHOM oObeme. VICTOUHMKOM HaTypalbHOTO OejiKa A JeTed MepBOro rojia KU3HH
SBIISICTCSI MATEPUHCKOE MOJIOKO/IETCKAsi MOJIOUHAsI CMECh, JUIS IETEH CTapIle roja TakxkKe
HU3KOOEIKOBBIE MPOAYKTHl Ha OCHOBE KpaxMalioB, KpyIbl, OBOIIH, GpyKTel. B mepuon
BBIXOJIa W3 METa0OJMYECKOr0 KpH3a C IIeNbI0 TMOAJICPKAHUS COOTBETCTBYIOIIEH
SHEPTeTUYECKON IEHHOCTH palfioHa MPOJOJDKAIOT HCIOJB30BaTh MAaJbTOJCKCTPHH.
[Muma nomkHa UMETh MAIAIIYI0 KyJTHHAPHYI0 00paboTKy

(Cuna pexomenaanuu C; ypoBeHb yoeauteabHocTu qoka3zaresbers 1) [1,2,3]

PCKOMGHHOBaHO YBCJINYCHHUEC KBOTHI HATYpaJIbHOTO OeJika IMPOBOAWUTH B COOTBETCTBUU C
HYTPUTHUBHBIM CTAaTyCOM pe6eHKa, JJIA )IeTeI\/'I IEPBOro roaa XM3HU CICAYET YUIUTHIBATD,
YTO COJIEpKaHME JISUIIMHA B TPYJHOM MOJIOKE COCTaBisieT 1 Mr/mit

(Cuna pexomennanuu C; ypoBenb yoeaureabHocTu qoka3zareabers 1) [1,3,5,6]

B Tsxenmpix cIydyasdixX PpCEKOMCHAOBAHO HA3HAUYCHHUC IMMAPCHTCPAJILHOIO IIMTAHUA C
HCIIOJIB30BAHUEM aMHWHOKHCIIOTHBIX CM€C€I\/'I, JIMIIUA0B, PACTBOPOB TJIFOKO3BI JJIA B/B
BBCICHUA.

(Cuna pexomenaanuu B; ypoBenb yoeauTeabHoCTH 10Ka3areascTs 1) [1,3,5,6].

IIpu orcyrcTBun 3¢ ¢dekra OT MHTEHCUBHOW Tepaluu PEKOMEHJIOBAHO PacCMOTPETH
BO3MOXHOCTb IPOBEJCHHSI F€MOIMaIN3a UK ePUTOHEAILHOTO TUAIN3a.

(Cuna pexomennganuu C; ypoBenb yoeaureabHocTu qoka3zarebers I 1) [1,3,5,6].
KommenTapuii: no Hexomopvim — OanHblM,  Onaconpusmuuli.  3pgekm  daem
nooodepoicanue U3oNeuyuHa U 8aluHa 8 Kpoeu Ha evicokom yposHe 500-800 mxmonv/n,
ymo coszdaem KOHKYypeHyuio OJisi mpaHcnopma Jnetiyuna 6 kiemky. Kpome moeo,

pekomem)yemc;z OONOJIHUMENbHOE HA3HAYEHUE mupos3una, alarHuHa u cjaromamuHa (00



100-200  me/ke) ¢ yenvlo  uHeUOUPOBAHUA ~— Nepexooa  JleUyuHa - yepes

cemamosnyeganuveckuil bapovep.

PekoMeHyeTcs Ha3HauaTh OHAAHCETPOH ™ 1o mokazanusm [1,3,5,6].

(Cuna pexomenaanuu B; ypoBeHb yoeauTeIbHOCTH A0Ka3aTeJIbCTB I)
KoMMeHTapHH: ¢ yenblo yempaneHust NOSMOPHbIX RPUCHIYRO8 PEOMbl OHOaHcempor™ ™
HasHauaemcs 8 cymounou 0ose 0,1-0,2 me/ke oemsam pannezo 8o3pacma, 2 me — 0emsm 8
sospacme 2-7 nem, 4 me — oemsam 6 eozpacme 8-12 nem (oomoxpammno). IIpenapam
MOdHCem 8600UMbCSL 6HYMPUBEHHO, 8 C8EUAX per rectum, 8 mabiemKkax uiu 6 sude cupond

per os.

PekoMeHIyeTcss KOpPPEKIUs MeTa0OJUYEeCKOro KETOAlMI03a ITyTeM BHYTPHBEHHOTO
BBECHUS IIEIOYHBIX pacTBOpoB [1,3,5,6].

(Cuna pexomenaanuu B; ypoBeHb yoeauTeIbHOCTH A0Ka3aTeJIbCTB I)
KommenTapuu: 011 Kkoppexkyuu memadoiuueckoeo Kemoayuoo3a UCHOIb3YVIOMCs
pacmeopwl 2uopoxapbonama nampus’ (ko0 ATX - B05XA), Kanus xnopuo+Hampus
euopoxapbonam~+Hampus xnopuo. I'uopokapbonam nampus npumensemcs 6 guoe 8,4%
u 4,2% pacmeopa ons yooocmea nepepacuema na mmonb NaHCO. Eeo 0dosuposka
(Mmonv) onpeodensiemcs no ¢opmyne: (-BE) x macca mena (xk2) X 0,3. Kpome moeo,
OObHBLIM PEKOMEHOYemcs welouHoe numbve — pacmeop coovl u3 pacuema -1 yaiinas
nodcka Ha 200 ma 800bl, wenounvie MuHepanbhbvle 600bl. llpu >mom noxazamenu
KUCTIOMHO-0CHOBHO20 COCMOSIHUSL KPOBU pe2YIsIpHO (Kadicovle 6-12 uacoe é sagucumocmu

om msajcecmu cocmosnust) koumpoaupyrom (B. 1).

PekoMeHIyr0TCST MEpOTIPHSITHS 110 TTPEIOTBPANICHHIO THIIOHATPUEMUN U MPO(HIAKTHKE
/ycTpaneHuto oteka mo3sra [ 1,3,5,6].

(Cuna pexoMeHaAanUU A; yPOBeHb YOeIUTEJBLHOCTH J0Ka3aTeIbCTB I)
KommenTapuu: ona ycmpanenus cunonampuemuy HA3HA4arom 6HYmMpUGeHHOe 86e0eHUe
5-10% eunepmonuueckoco pacmeopa xnopuda nampus’ (5-10 mOIke/ke/cym) noo
KOHMPONIeM COOepHCaAHUsl Hampusi 8 Kposu OJisl 00ecneyeHusi Cbl8OPOmMoO4HO20 YPOGHs
> 140 mOxe/n. C yenvro nogvluleHUss OCMOAAPHOCIU NAA3MbBL U BbIBEOCHUSL HCUOKOCMU U3
MKAHU MO32a UCHOAL3YIOM OCMOMUYECKUll ouypemuk mannumon’™. Ilpenapam 6600sm
8HympuseHno 8 cymounou 0ose 0,5-1,5 e/xke (3a 2-3 6sedenus 6 meuenue 10-20 mun).
loza ons demeii nepsoco 2oda xcuznu cocmasnsiem 5-15 2/cym, 0ns demetl maaouie2o
sospacma - 15-30 e/cym, 6 cmapuem go3pacme - 30-75 e/cym. OcmonsipHOCmyb niazmol

pexomenoyemcsi  coxpanamo Ha  ypoewe  300-320 mOcm/n.  [na  ycunenus



Ode2udpamayuoHHo2o 3pgexma, mopmodicenus myoyiapHou peabcopoyuu Hampus u
xnopa nasuauaiom Qypocemud’™ 6 0ose 1-3 me/ke 1-2 paza 6 cymku (¢ unmepeaniom ne
Mmenee 6-8 uac.). C yenvio ycmpanenus Hepeemuiecko2o oepuyuma u 2uno2iuKemuu
npogoosm enympusernnoe egedenue 10%-20% pacmeopa 2nokosel uz pacuema 20 mua/ke

noo KOHmMpoJjiem CO()@pJfCClHu}Z 2/IIOKO3bl 6 KPOBU.

PexkoMenyeTcst yBenuueHHe CyTOYHOM 71036l JIeBOKapHUTHHA [ 1,3,5].

(Cuna pexomenaanuu B; ypoBeHb yoequTeJIbHOCTH 10Ka3aTeJLCTB I)

Kommenrapumu: /[nis akmusayuu c6:3v18aHUs HAKANIUBAIOWUXCS OP2AHUYECKUX KUCTIOM
cymounyro 003y negokapuumuna yseauuusaiom 0o 100-150 me/ke. Ilpeonoumumenbro

6HYMPUBEHHOE UJIU 6HYMPUMbIULEYHOE e6eoenue npenapama.

3.3 Xupyprudeckoe JeyeHue

PexkoMeHyeTcsi paccMOTpeTh MPOBEACHUE IEPUTOHEATHLHOTO JUalIM3a WM TeMOIualn3a
P OTCYTCTBUM OBICTPOM IIOJIOKUTENBHON peakuuu Ha HWHTEHCUBHYIO TepaIuio,
COXpaHSIOIIEMCS KETOaluJ03€ M TulepaMMOHHEeMHH, Uit Oonee 3(dEeKTUBHOrO
BBIBEJICHUS] TOKCUYHBIX MeTabomuToB [1,3,5].

(Cuna pexomenaanuu B; ypoBeHb yoeauTesbHOCTH J0Ka3aTebeTB 1)

[Ipn Hu3KOW APGEKTUBHOCTH JUIUTEIHLHO IPOBOJMMOIO KOHCEPBATUBHOTO JICUCHHS
PEKOMEH/IOBaHA TPAHCIUIAHTAIIHS TTEYCHHU.
KommenTapuii: /[ smozo Heobxooumo:
O N0020MOBUMb KAHOUOAMO8 OJisi MPAHCHIAHmMAayuu u obecneyums XOpouiui
Memaboauueckuti KOHmpob nymem ouemomepanuu [7]
(Cuna pexomenaanuu C; ypoBeHb y0eauTeIbHOCTH J0Ka3aTeabCTB 1)
npeoomspamums MemaboIUdecKyro 0eKOMNEeHCAyuro 8 nepuonepayuonsiil nepuoo [7]

(Cuna pexomenaanuu B; ypoBeHb yoequTeJIbHOCTH 10Ka3aTeJbCTB I)

Jlnst OONBHBIX, YCIENIHO TIEePEHECIINX TPAHCIUTAHTAIMIO TI€YCHH, PEKOMEHIYETCs
pacIIMpUTh UETY W OOECIEeYHTh IOMOINb B TIEPEXOJie Ha PACIIMPEHHYIO THETY C
MOHHUTOPUPOBAHUEM AaHTPOIIOMETPUUYECKUX MTOKa3aTeeil 1 HyTpuTUBHOTO cTtaryca [1,3].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabcTB 1)

3.4 Uuoe JeyeHune

Pexomennyercs ncuxosoro-nenarornyeckas moaaepxkka 6oiapubix ¢ BKC [1,3].

(Cuna pexomenaanuu C; ypoBeHb yoeauTeIbHOCTH J0Ka3aTeabCTB 1)



4. PeaOuaurauus

e [lamuentam ¢ BKC pexomenayercs mpoBeneHUE peaOMIUTALMOHHBIX MEpPONPUSATHH,

HaIpaBJIEHHbIX Ha nojyiepkanue Gynkunuu [THC.

5. IlpopuinakTuka u AUCNIaHCEPHOE HADJII0IeHNe

B npoyecce komnnexcnozo neuenus ocywecmensom KOHMPOTb HYMPUMUEHO20
cmamyca u akmuyecko2o numanus, KOHMpOIb noxazamenell KIUHUYECKO20 aHAIUu3d Kposu,
VposHs 2emo2nobuna, obwe2o 0Oenka, anrbOYMuHa, 2NI0KO3bl, MOYEBUHbl, CbIBOPOMOUYHO20
acenesa, Hampus, naakmama, KI|C, amunoxkuciom, c60600H020 KapHUMuHa, 3SKCKpeyuu
KEeMOKUCION C PA368emeJIeHHOL Yenvlo ¢ MOYOII.

Kpamnocme npoeedenus ananuzoe onpeoensemcs cocmosanuem pebenKkd, HO 8 nepuoo
UHDEKYUOHHBIX 3a0071e8aHUL, NPU Y2po3e Memadonuuecko2o kpusza — ne pedxce 1 pasa 6 7-10
onett, KII[C - edxceonesro 0o cmabunuzayuu nokazamerel.

Yposnu amunokuciom 0ondcHvl Oblmb NPUOTUNCEHBL K pedepencHbIM B03PACHHbBIM
sHauenusam. Coldepxcanue Jneuyuna, u3oNeUYUHa U BATUHA 6 KPOBU PEKOMEHOYemcs
noo0oepIcUsams Ha yposHe, Cle2Ka NpesvlularouiemM HOpMalbHble napamempsl. OnmumanrbHbIM
cuumaemcs ypogeHw netiyuna 75-200 mxmonw/n (y oemeti 0o 5 nem) u 75-300 mxmonv/n (v Oemet
cmapwe 5 niem), npu 6vlgedeHuu pebeHKa u3 MemaboIuyecko20 Kpusd YKA3aHHblU YPOBEHb
JIeUYUHA CIYHCUM NOKA3AHUEM OISl HAYAla 66e0eHUsl HAMYPAlbHO20 DeKa.

B Odomawmux ycnoeusx ona koHmpons memaboruuecko20 COCMOAHUSL BO3MONCHO
ucnonv3osanue 0Ooree O0ocmynHozo mecma ¢ OuHumpogenureuopasunom (JJHDI-mecm).
Kpamnocmo nposedenus mecma onpedensemes cocmosnuem pebenka, Ho He pexce 1 paz 6 7-14
OHell.

C60000HITI  KApHUMUH 8  KPOBU  HE0OX00UMO  NOO0epHCUBAmMb HA  YPOBHe,
coomeemcmayrouiem eepxuell epanuye Hopmwvl: 40-60 mxmonv/n. Ilpu cuudicenuu noxazamens
odadice 8 npedenax HOpManrbHblX 3HaveHull (Hopma 20-60 MKMOb/) peKoMeHOYemcs yeeaudunsy
003) 1e80KAPHUMUHA.

Ocywecmensaiom KOHMPONb HYMPUMUBHO20 CmMamyca ¢ KoppeKyuelu numanus 6
3aeucumocmu om CcOCMoAHUsL pebeHka u e20 monepanmuocmu K 0Oenxy. Koumpono
akmuueckoeo numanus (XUMU4ECKO20 COCMABA PAYUOHA) Ol NPeOynpexcOeHus pa3eumus
OeuyumHbIX COCMOAHUL NPOBOOAM Y Oemell 8 PeaHUMAYUOHHOM Nepuooe — elCeOHEe8HO, )
Odemell nepeoco 200a Hcu3Hu - He pexce 1 pasa 6 7-10 oneiti, y nayuenmos cmapwe 1 2o0a— 1 pas

6 1-3 mecaya.



CHudicenue ypoeus 2cemo2100una, dxcenesa, ooue2o benxa, arbOyMuHa u aMuHOKUCIOM
VKa3viéaem HA HeOOCMAmOYHOCHb HYMPUMUSHOU noooepiicku. Tendenyus K cHudwcenuto pH
Kpogu, Oeuyumy OCHOBAHUL, YMEHbUIEHUE COOEPHCAHUSL C80OOOHO20 KAPHUMUHA, 2IHOKO3bl,
Hapacmauue YpoBHs JeUyuHd, U30NetyuHa, BAIUHA U COOMHOWEHUS JNeUYUH/anlanut (Ui
JIeUYUuH/muposut), yeeauueHue Mo4esou IKCKpeyuu memaboiumos KemoKuciom CryHcam
npeosecMHUKAMU PA38UMUSL KEMOAYUOOMUYECKO20 KPU3d.

llocne ewinucku u3 cmayuonapa pebeHOK OO0NHCeH HAX0O0UmbCs HA dmane
amoOyIamopHO-NONUKIUHUYECKO20 HAONI00eHUs: Y neouampda, Heeponamono2d, 2eHemuxa,
OOIbHbIE C CUMPMOMAMUYECKOU JNUencuell Hy’coarmes 6 HAOM00eHUU INUIenmono2d.
Koucynomayuu  opyeux  cneyuanucmoé Hazuauaromcs no  nokasamusm. Edcemecauno
Heobxo0umo nposooums ucciedosanus KIJ[C kposu, xoppekyuio neueOHO20 NUMAHUA U
cumnmomamuyeckou mepanuu, 1 paz 6 6-12 mecayes pexomeHOyemcs KOHMPOIUPOBANb
cooepoicanue Namoyo2uU4ecKux Memadonumos 6 Cbl8OPOmMKe Kposu UIU MOYe MemooOM
MAHOEMHOU MACC-CNeKMpPOMempuu.

Eoicecoono demu Odonoicubl npoxooums  yemyOneHHyr0 OUCNAHCEPU3AYUIO 8 VCILOBUAX
OHe8HO20 cmayuoHapa (OaumenbHoCmb 2ocnumanuzayuu e menee 10 cymok), e0e makoice
ocywecmensaiomes Heobxooumvle peadurumayuoHHble Meponpusmusl.

Ipoghunaxmuueckue mepvl GKIOUAIOM MEOUKO-2EHEMUYECKoe KOHCYIbMUpO8aHue,
NPEHAMANbHYI0 OUACHOCMUKY, GKII0Yds MONEKVIAPHO-2eHemuiecKkoe ucciledoeanue obuonmama
XOpUOHA ¢ BblasleHUeM MYymMayuu COOMEemcmeayue20 2eHa Ulu onpeoeieHusl OpeaHuieckKux
KUCTIOM 8 AMHUOMUYECKOU HCUOKOCUL.

Obcneoosanuro Ha 0ONE3HbL KIEHOB020 CUpona nooedcam demu 106020 803pacma u3
cemeltl, UMeOWUX OOJIbHBLIX C OAHHLIM 3a00/eeanuem (8 nepsyr ouepedvb, Opamvs U cecmpbl
001bH020).

Meouxo-eenemuueckuii puck No8MOPHO20 podcOeHus OO0NbHO2O pebeHKa 6 cembe
cocmasensiem 25%.

Heonamanvnuiii ckpunune 6 Poccutickou Dedepayuu He npo8oOUmcsi.

6. lonosHuTeIbHASI HH(OPMAIUSA, BIUSIOIIAS HA TeYeHHEe U UCXO/
3a001eBaHUS
[IporHo3 cocTtosiHUS U YpOBHS ICUXHYECKOTO Pa3BUTHsI OOJbHBIX 3aBUCUT OT (OPMBI
3a00JIeBaHMSI U CBSI3aHHOW C HEH TSHKECTU H3UMHOTO JeeKTa; CPOKOB Hayajaa U aleKBaTHOCTHU

CIICHUAIM3UPOBAHHOI'O JICYCHUA, 3(1)(1)€KTI/IBHOCTI/I WHTECHCHUBHOM TEpaluyu KETOAOIUJOTUYCCKHUX

KpU30B, BEAYIIMX K OTEKYy TOJIOBHOTO Mo3ra u rTiybokomy mopaxenuto [[HC. IIpornos



3a00JIeBaHUSI OTHOCUTENIPHO OJIArONPUSATHBIA JUISL JKU3HU NIPU paHHEH JIMarHOCTUKE U

TIIATCIBbHOM MeTa00INIECKOM KOHTPOJIC.

Kpurtepun kayecTBa okazaHusi MeIMIIMHCKON MOMOIIH AeTAM C 00J1€3HbIO

KJICHOBOI'0 cMpoIma

Tabauna 1 - Opraan3aimOHHO-TEXHUYECKHE YCIIOBHS OKA3aHUS MEAUITMHCKON TTOMOIIIH.

CricnuajaIn3upoBaHHas, B TOM YHCJIC BBICOKOTCXHOJIOIrn4uHasd,

Buja MequIMHCKON MOMOIIHA
MeIUIIMHCKAs ITOMOIIb

Bospacrhas rpynna JeTH

YciaoBus oKkazaHus MeIUIMHCKOKH

TMOMOII A CTAIlMOHAPHO, B THEBHOM CTaI[MOHApE
dopmMa OKa3aHUs MeIUIMHCKOI

IUIaHOBas
TMOMOII A

Tadumnua 2 - Kputepuun kauecTBa OLEHKA MEIUIIUHCKON TOMOIIN

Ne| Kpurepuu kayectBa Cuna YpoBeHb
pPeKoMeHanuil | yoeauTeJbHOCTH
pexoMeHaanui

1 | BeinoJsiHEHO onpeieeHue ypoBHS aMUHOKHCIIOT, C II
OpPraHUYECKUX KUCJIOT, ALIUJIKAPHUTUHOB B IJIa3Me
KpOBU M B MOY€ METOJIOM TaHJIEMHOM Macc-
CHEKTPOMETPHHU IIPH YCTAHOBIICHUU IMarHo3a, jajiee
— 17151 KOHTPOJIS JIeueHus He pexe 1 p/rox

2 | IIlpoBenena nueroTepanys NpyU yCTAHOBICHHOM C II
Jario3e 00J1e3Hb «KJIEHOBOTO CUPOIIay, Jlajee
KOHTPOJIb HE pexe | pa3a B rofg

3 | BoinosiHeHO Jie4eHHe JIEBOKAPHUTUHOM IIPU HAJIU4UU C II
MEJUIIMHCKUX [TOKAa3aHUN U OTCYTCTBUU
MPOTUBONIOKA3aHUM

4 | BemmosiHeHO TTpOOHOE JIeYeHNE TUAMUHOM JIS B II
JIMarHOCTUKY THaMHH3aBucuMon popmbl BKC

S | BeinoJiHEHO JIeyeHre THAMHUHOM IIPU B II
THUAMHUH3aBUCUMOU opme

6 | BoimosiHeHbI MEPOTIPUATHS MHTEHCUBHOM Tepanuu B II
IIpU META0OJINYECKOM KpHU3e
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IIpunoxkenue Al. CocraB padoyeil rpynnbl
BapanoB A.A. — akanemuk PAH, mpodeccop, n.M.H., modeTHbIi npencenarens lMcmnonakoma
Coro3a neguatpoB Poccun.
BopoBuk T.J. — n.M.H., npod., wien Ucnonkoma Coro3za neauatpoB Poccun.
BymyeBa T.B. — 1.M.H., uien Coro3a nenuatpoB Poccun.
Bocko6oeBa E.FO. — k.0.H., cT.H.c. J1aboparopuu NATOJIOTMM OOMEHa BemecTB, Meauko-
T€HETUYECKUN HAy4YHbIWA LIEHTP.
I'noda O.B. - k.Mm.H., wien Coro3a nenuatpoB Poccum.
KypxoBa H.B. — k.M.H., wien Coro3a nenuatpoB Poccum.
3axaposa E.1O. — n1.m.H., ipod.
3BonkoBa H.I'. - k.m.H., unen Coro3a nenuarpoB Poccum.
Ky3zenkoBa JI.M. - n.m.1H., npod., wien Mcnonkoma Coro3a neguatpos Poccun.
Kyues C.U. — unen-kopp. PAH, [ n1aBHbIi BHEIITATHBIN CHIEUAIUCT 110 Mea.reHetuke M3P®
MuxaiisioBa C.B. — 1.M.H.
Hama3zoBa-bapanosa JI.C. - akagemuk PAH, npencenarens Ucnonkoma Coro3a neauaTpoB
Poccnu;
Huxkonaesa E.A. - 1.m.H., pod.
HoBuxog IL.B. - 1.Mm.H., ipod.
IymkoB A.A. - x.0.H., uieH Coro3a neauatpoB Poccumn.
CaBoctbsinoB K.B. - k.0.H., unen Coro3a neauatpoB Poccun.
Cemsiuxkuna A.H. — 1.M.H.

KoH}uKT HHTEpEeCcOB OTCYTCTBYET.



Ipunoxkenue A2. MeronoJiorusi pa3padoTKu KIMHUYECKHX PEKOMEeHAau i

LesieBasi ayIuTOPUs JAHHBIX KINHHUYECKHX PeKOMEHIAlMIi:

neauatpsl (koA crenuaibHocty 31.08.19);

Bpauu oOmel ceMelHON mpakTUKU (ceMeilHas MeauluHa) (KOJ CHeHUalIbHOCTH
31.08.54);

reHeTuk (kox creuuanbHocTd 31.08.30);

nueToJiorH (ko crienuanbHocTu 31.08.34);

HeBposioru (kox crienanbHocTh 31.08.42);

MEIUIIUHCKHUE TiIcuxoJioru (ko cneruanbHocTr 19.00.04);

nedexronoru (ko crenuanbHoCcTH 44.03.03);

CTYAEHTbl MeAUIIMHCKUX BY30B, HHTEpHBI, OpAUHATOPHI.

Tabauua I11 - YpoBHHN yOEIUTETHHOCTH JJOKA3ATEIbCTB

YpoBennb HcTouyHuK 10Ka3aTEJIBCTB

y0eauTeIbHOCTH

A0KAa3aTelbCTB

(1) [IpocnekTHBHBIE pAHAOMHU3UPOBAHHBIE KOHTPOIUPYEMBIE UCCIIETOBAHUS

JlocTaTouHo€ KOJMYECTBO MCCIACAOBAHUM C JOCTATOYHON MOIIHOCTBIO, C
y4qacTheM OOJIBIIOr0 KOJWYECTBA MAIIUEHTOB M TOJYYCHHEM OOJBIIOTO
KOJIMYECTBA JTAHHBIX

Kpynneie meTa-anansel

Kak MuHHEMYM OJHO XOpPOIIO OPTraHW30BAHHOE pPaHIAOMHU3UPOBAHHOE
KOHTPOJIMPYEMOE HCCIICIOBAaHNE

PenpesenTaTuBHast BHIOOpKA MAIUEHTOB

11 (2)

[IpocnektuBHBIE ¢  paHAoMu3auuMed uiaum  0Oe3  UCCleOBaHUS  C
OTpPaHUYCHHBIM KOJIMYCCTBOM JAHHBIX

Heckonbko uccnenoBanuii ¢ HEOOIBIIUM KOJIMYECTBOM MAI[UEHTOB
XO0PpoI10 OpraHu30BaHHOE MPOCHEKTUBHOE UCCIIEI0BAHNE KOTOPTHI
Mera-aHanu3bl OrpaHUYEHbl, HO IIPOBEJICHBI HA XOPOILIEM YPOBHE
PGSy.]'IBT&TBI HC IMMPE3CHTATUBHLI B OTHOIICHHUUN HGJ’ICBOI\/'I Moy
XO0poIIo OpraHu30BAHHBIE UCCIIETOBAHUS «CIy4al-KOHTPOJIb)

111 (3)

HepannomusupoBaHHbIE KOHTPOIUPYEMBIE UCCIICIOBAHUS

UccnenoBanus ¢ HEOCTATOYHBIM KOHTPOJIEM

PannoMu3upoBaHHbIe KIMHMYECKHE WCCIECIOBAHUS C Kak MHHUMYM |
3HAYUTEILHON WU KaK MHUHUMYM 3 HE3HAYUTEIIbHBIMHU
METOJIOJIOTHYECKUMU OIIUOKaMH

PerpocniektuBHBIC MM HAOIIOAATEIBHBIC UCCIEAOBAHUS

Cepust KIIMHUYECKUX HAOTIOICHUN

[IpoTuBOpeuUrBBIE  JaHHBIC, HE  TO3BOJISIONINE chopmupoBaTh
OKOHYATEIIbHYIO PEKOMEHIAINIO0

IV (4)

MHeHue  sKcnepTa/gaHHble M3 OTYeTa  OKCIEPTHOM  KOMHCCHUH,
AKCIEPUMEHTAJIBLHO NMOATBEPKACHHbBIE U TEOPETUUECKU 000CHOBAaHHbBIE




Tab6umua I12 - Cuna pekoMeHaanuii

Cina Onucanue Pacuugposka

peKoMeHAaluu
Pexomennanus ocHoBaHa Ha
BBICOKOM YPOBHE J0Ka3aTeIbHOCTH
(kak MuaUMYM | yOenuTenpHas Mertop/Tepanus nepBoii JIMHUM;

A nyonukamnus [ ypoBHs 100 B COUYETAHUHU CO CTaHAAPTHOM
JIOKa3aTeJIbHOCTHU, ITOKa3bIBAIOIIas METOIUKOM/Tepanuein
3HAYUTEIBHOE IIPEBOCXOACTBO
10JIb3bI HaJl PUCKOM)

Pexomenaius ocHoBaHa Ha cpeiHeM | Meroj/Tepanusi BTOpOM IMHUY;
YpOBHE JI0Ka3aTEIbHOCTH (KaK 0o Mmpu 0TKa3e,
MUHUMYM | yOenurenbHas MIPOTUBOIOKA3aHUH, WU

B nyonukanus 11 ypoBHs HeA(p(PEKTUBHOCTU CTAHIAPTHOMN
JI0Ka3aTeIbHOCTH, MOKa3bIBAOIIAs METOAUKH/TepaInu.
3HAYUTENIBHOE IPEBOCXOACTBO PexkoMeHryeTcss MOHUTOpUPOBAHUE
I10JIb3bI HaJl PUCKOM) MOOOYHBIX SIBICHUN
Pexomennanus ocHoBaHa Ha ci1abom | Her Bo3paxeHHit IPOTHUB JAHHOTO
YPOBHE JI0Ka3aTeIbHOCTH (HO Kak METO/1a/Teparnyu Uiu HET
MUHUMYM | yOGenurenbHas BO3PaXEHUH MPOTUB MPOJOJLKEHHUS
nyonukamus 11 ypoBHs JTAHHOTO METOa/Teparu

C JI0Ka3aTeNbHOCTH, MOKa3bIBAOIIAs PexoMeHni0BaHO IIpu OTKa3e,
3HAYUTENIBHOE IIPEBOCXOACTBO MPOTUBOINOKA3aHUH, WU
10JIb3bI HaJl PUCKOM) UU HeA(PEKTUBHOCTU CTAHIAPTHOMN
HeT yOeInTeNbHBIX JAHHBIX HU O METOAUKH/Tepanuu, pu yCIOBUU
I10JIb3€, HU O PUCKE) OTCYTCTBHSI MOOOUYHBIX 3PPEKTOB
OtcyrcTBUE YOEIUTENBHBIX
nyonukauii 1, I umm 111 ypoBHs
JI0Ka3aTEeIbHOCTH, TOKa3bIBAIOLINX
3HAYUTENIBHOE IIPEBOCXOACTBO

D 10JIb3bI HAJl PUCKOM, JTUOO He pexomenioBano
yoenutenbuble myonukauuu I, 11 wnn
III ypoBHS n0OKa3aTE€IbHOCTH,

[TOKa3bIBAIOIME 3HAYUTEILHOE
MIPEBOCXO/ICTBO PUCKA HAJ MOJIb30U

AKTyaJau3auMs JAaHHBbIX KJIHMHUYECKUX PeKOMEeHJaluii Oy/leT NMPOBOAUTHCS He pexe, YeM
0IMH pa3 B Tpu rojaa. [lpunusatue pemenusi 06 0OHOBJEHUH OyJAeT MPUHSITO HA OCHOBAHUU
npeaoKeHu i, NnpeacTaBIeHHbIX MeIUIUHCKUMH npogeccuioHaIbLHBIMHA
HEKOMMEPYECKMMH OPraHM3alusIMH C Y4Y€TOM pe3yJbTaTOB KOMILIEKCHOH OIEHKHU
JIEKAPCTBEHHBIX MPENapaToB, MeIULIMHCKUX U3/1eJIHIi, a TAK)Ke Pe3yJbTATOB KIMHUYECKO
anpodanum.



IIpunoxkenue A3. CBsi3aHHBIE JOKYMEHTbI

1. [Tpuka3z Munsnpasconpazsutust PO Ne 185 ot 22.03.2006 rona «O maccoBom
00cie10BaHuU HOBOPOXKJACHHBIX JIE€TE€N Ha HAClI€CTBEHHbIE 3a00JIEBaHUS,

2. [Ipukaz MunucTepcTBa 3PaBOOXPAHEHUS U COLMAIBLHOTO pa3Butus PD ot 16
anpeins 2012 . N 3661 "O6 yrBepxaeauu [lopsnka okazanus nmeauaTrpuyeckoi momomu"

3. [Ipuka3 MunucrepctBa 3apaBooxpanenuss PO "OO yreepxaenun Ilopsaka
OKa3aHHsA MEIULUHCKOM MoMolu OOJIbHBIM C BPOXAECHHBIMM U (WJIM) HacleACTBEHHBIMU
3a0oneBanusiMu" 0T 15 HOs6ps 2012 1. N 9171

4. [TocranoBnenue I[IpaButensctBa Poccuiickoit @enepauun ot 9 anpens 2015 rona
Ne333 "O06 yrBepxaenuu IlpaBui ¢popMupoBaHMs MEpeyHs CHELHATU3UPOBAHHBIX MPOIYKTOB

JIe4eOHOTO IUTAHUA U1 AeTEH-UHBAIUI0B"



Ipunoxkenue b. AJIropuT™Mbl BeACHUSI MANMEHTA

[TanueHT ¢ nogo3peHueM Ha 60JIe3Hb KIIEHOBOTO
cuporna

I

Junarnoctuka <

|

Koncysprarus HET Jnarsos
poQUIBHOTO [MoxTBepxaeH?
cIIeLHaIncTa

IA

Tepanus B cranmonape

l

JucnancepHoe Habm0IeHNE U

JIEYEHHUE C IEPUOINIECKAM
KOHTPOJIEM B

CIICHUAJIM3UPOBAHHOM OTIACIICHUN

Tepanus HET

IA

s dexTuBHa?




Hpuiaoxenue B. Undgopmanus 1 nanueHra

bone3np Ki€HOBOro cupoma — HacleICTBEHHOE HapyuieHue oOmena. Haubonee
pacrpocTpaHeHO B W30JMPOBAHHBIX MOMYJSIIHUAX C BBICOKOH YacCTOTON pPOJICTBEHHBIX OpaKoB.
3aboneBaHre UMEET HECKOJBKO (OpM. BKIIIOUAs TSHKENbIE HEOHATATbHBIE M MEHEE TSDKEIbIe,
KOTOPBIE MOTYT BIIEpPBBIC TIPOSIBUTHCS B O0JIee cTapiieM Bo3pacTe.

Hetn ¢ momo3penneM Ha BKC TpeOyroT TmiaTteabHOTO 00CIIeIOBaHUS W HAOIIOACHUS.
CembH, B KOTOPBIX €CTh OOJIBHBIE C yCTaHOBIEHHBIM auarno3oM BKC, moimkHBI TpOHTH MEIUKO-
TCeHETUYECKOEe KOHCYJIFTUPOBAaHUE, TaK KaK PHCK MOBTOPHOTO POXKIEHHs OOJHHOTO peOeHKa B
cembe cocraBisieT 25%.

Mertabonmueckue Kpu3bl — HanboJyiee OTMACHBIC UIS JKU3HU COCTOSHHS, BEAYIIHE TPU
OTCYTCTBHH JICUCHUS K HEOOPATUMBIM MOCIIEICTBUAM BIUIOTH JIO JIETATHHOTO HCXO/IA.

Kpusbl 0OBIUHO MPOBOLMPYIOTCS TaKUMU HEOIAronpusATHbIMU  (aKTOpaMu, Kak
HapyIIeHHE IUeThl, TpeHeOpe)KeHHe Ha3HAYCHHWsSIMU Bpada, BUPYCHbIE H OaKTepHabHBIC
MHQEKINH, CTPECCOBBIE CUTYAIMH, TPABMBI U, XUPYPTHUECKUE BMEIIATEILCTBA, YMOIIMOHAIIBHEIE
1 (PU3HYECKU HATrpy3KH.

[IpenBecTHMKaMu Kpu3a SIBISETCS CHU)KCHHE OHMOIMOHAIBHOTO TOHYCA, BSUIOCTD,
COHJIMBOCTbH, Jajieeé pPeOCHOK OTKAa3bIBACTCS OT €Ibl, MOKET OBITh PBOTA, BO3MOXKEH IMOIBEM
TeMIIepaTypbl, 0COOEHHO Mpu Ae010Te NHPEKINOHHOTO 3a00JI€BaHMUsL.

IIpn nmepBBIX CHMOTOMAX MeTA00JIMYECKOr0 KpH3a Heo0X0AMMO CPOYHO
rocnuTAJIN3MPOBATh pedeHKa, 10 NpHe3Ja Bpaya CKOPOil MOMOIIM He3aMeAIUTebLHO
HAYaTh TePANMIo HA 0MY.

Tepanus na oomy

Ipu wamuuann GebpunbHoi muxopaaky Hike 38,5°C M OTCYTCTBUM TAKHX CHMIITOMOB
KaK, pBOTa, OTKa3 OT €Jbl M PAa3JIMYHBIX HEBPOJOTUUYCCKUX HAPYIICHUH MOKA3aHO MPOJIOJDKEHHE
OCHOBHOM  MeTa0OJMMYECKOW Tepanmud W  MaKCHUMalbHOE OTPAaHWYCHHE MOCTYIUICHUS
HaTypaJbHOTO OeJKa ¢ MUIIeH Ha CPOK 10 12 yacoB, rocnuTanu3amnus O0JIbHOTO.

[Ipyn Hanuuuu TemmepaTypsl BBIIIE 38,5°C paror YKapOIIOHMIKAIOIUE CPENCTBA, B TOM
yucne, udynpoden, B go3e 10-15 Mr/kr/cyTku, MakcuMaiabHOE Ha3HaueHUE Mpernapara jao 3-4
pa3 B cyrku u He Oosiee yeM 30 MI/KI/CyTKH, OO€CIeUMBalOT JIOCTATOYHOE MOCTYILJICHUE
KHUJIKOCTH, TIPH STOM HCIIOJIE3YIOT PACTBOP TIFOKO3BI M MAIBTONEKCTPUH (IIPH MX OTCYTCTBHU -
CJIaJIKU{l KOMIIOT, KHCEeJb) B 00beMax, YKa3aHHbIX B Tabnuue 13.

[Tpu cTaOuIbHOM COCTOSIHWMM TAalMEHTa Ha MPOTSDKEHUH BCETO HAOII0AaeMOTO TepHoIa
MIPOJI0JDKAIOT TUIAHOBYIO META0OJIMYECKYIO TEPAIHIO U MOCTENICHHO BBOMST HATYPaIbHBIN OEI0K

JI0 pa3penieHHON HOpMBI B TeueHue 24-48 4acos..



C nosBieHUEM IEPBBIX ITPHU3HAKOB MeTa00IMYECKOro Kpusa, HC AOXKHAAACh MPUXOJda

Bpaya, CJIEIyeT YBEIUIUTH 03y MepopaibHOro 4epe3 poT) L xapauTuHa 10 200 MI/MI/CyTKH.

Tab6umua 1 - OcHOBHbIE IPUHIIMIIBI TEPANIUU HA JOMY

A. ManbsToAeKCTpUH

YrieBoasl

Bospact O6beM xuaKocTH (MJ1) B IEHb Yepe3 poT

0-1 Munumainbso. 150 mur/kr

1-2 120 ma/kr

2-6 1200-1500 B cyTku

Crapuie 6 WuTeHcuBHas Tepamnus nNpoJonKaeTcs B TOM ke o0beMe, YTo U B Bo3pacte 0-6

JICT, BO3MOKHAa MHAWBUAYaJIbHAA agariTalns o0bema u J03BbI.

Ponurenu 6onpHOoro BKC, a B nanpHelinieM u cam NAlUMEHT JOJDKHBI ObITh OOy4Y€HBI

IIpaBWJIaM OpPraHM3alMy TEPAMM B MEXKIPUCTYIHBIM NEpUOJ M B NEPHOJ  yrpO3bl

MeTa00JIMYECKOTO KpHu3a.

Y pebOenka mnpu cede Bcerga [0JKHA HAXOAUTHCHA MaMATKA C YKa3aHUeM

HEOTJIOZKHBIX MBPOHPHHTHﬁ B MIEPUOI HAYHUHAIOIIET0CH MeTa00JIu4eCKoro Kpusa.




Hpuiaoxenue I'l. Cxema MeTa00JIHYECKUX NMPOLECCOB, MPUBOASIINX K

Pa3BUTHUIO 00J1e3HU «KJIEHOBOI'0 cupoIma»
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Ipunoxenue I'2. Hopmbl ¢pu3no10rudeckoil morpedHOCTH B OCHOBHBIX

NMUIIEBLIX BECIIECTBAX U DJHEPIUHA

Tab6umua 1 - CpenHecyrouHble HOPMbI IOTPEOHOCTEN B OCHOBHBIX MUILEBBIX BELIECTBAX U

SHEPruu JJIs AeTel IepBOro roja »Ku3Hu (Ha KI' Macchl Teja)

Bo3spact (mec.) DHeprus benok Kupsi VYrieBoab
KKaJj/ Kr I/Kr I/Kr I/Kr
0-3 115 2,2 6,5 13
4-6 115 2,6 6,0 13
7-12 110 2,9 5,5 13

Tabauua 2 - HopMmel ¢pusnosornueckoi moTpeOHOCTH B OCHOBHBIX MUIIEBHIX BEIIECTBAX U

SHEPTHH IS JeTeH cTapiie roga™*

Bospact DOHeprus benok, r/cyrku Kupsl, YrieBonsl,
KKaJ r/CyTKH r/CyTKH
ot 1 roxa 1o 2 ner 1200 36 40 174
oT 2 5ieT 10 3 jer 1400 42 47 203
ot 3 o 7 ner 1800 54 60 261
or 7 no 11 nmer 2100 63 70 305
ot 11 mo 14 ner Mmanp4YuKn 2500 75 83 363
ot 11 no 14 ner neBouku 2300 69 77 334
ot 14 no 18 ner oHOIIH 2900 87 97 421
ot 14 no 18 ner peByuiku 2500 76 83 363

* -1 mereit ¢ 00JIE3HBIO KIIEHOBOTO CHPOTIAy CTapIle roja noTpedaeHue 6eka mo CpaBHEHUIO
C YKa3aHHbIMHU B TaOnuie ymenbuiaercss Ha 10-25% B 3aBucumoctu oT GopMbl 3a00JI€BaHUS,
TSOHKECTH COCTOSIHUS M HyTPUTUBHOTO CcTaTyca peOeHKa.




IIpunoxenue I'3. IlpumepHbIi CyTOYHBINA HA0OP NPOAYKTOB, €r0 XMMHUYECKHU M

COCTAB U JHEPIrETUIECCKAA NCHHOCTD JIJIA JeTeil ¢ 00J1e3HbI0 KKJIEHOBOI'0

CHPOIIa» NOIIKOJBbHOIO BoO3pacra

[IpoaykTsl KomnuecTtso XHWMHUYECKUHN COCTaB, T DOHeproueH Jleninnn
M/ T OCJIKM | XWpbl | YIJIEBOABI | HOCTb, KKaj MT
X1e0 0e30enKOBbIi 140 1,06 3,5 84,2 378 -
Xne600ynoYHbIC 30 0,23 2,7 19.4 105 -
H3JICIIHS
Cyxas CMECh 54 0,87 1,8 50 79,3 -
«OnaapIex»
Bepmumens 13,7 0,12 0,08 11,2 47.9
0e30enkoBas
Kpyma oBcsinas 25 1,7 195
Cyxoii 6/6 HanUTOK 24 5,0 17,2 114 -
Maciio cauBo4YHOE 20 0,1 16,5 0,16 149 -
Maciio ToIuieHoe 10 0,03 9.8 0,06 88,7 -
Maciio 30 - 29.9 - 269.,7 -
pacTUTEIHHOE
Caxap 30 - - 29.9 113,7 -
Bapenne 20 - - 14,0 56 -
Kaprodens 100/70 1.4 0,28 11,4 56 112
Kamycra cBexas 55/44 0,79 0,05 2,1 11,9 22.5
MopxkoBb 95/76 0,98 0,07 4.8 25,8 33
Csekia 60/48 0,72 0,05 4,32 20,2 32,4
Kabauku 25/19 0,12 0,06 1,0 4,75 6,3
Orypiist 5/4 0,03 - 0,11 0,65 2,5
Canar 10/9 0,12 - 0,18 1,4 5,2
[TomuopsI 15/13 1,3 0,03 0,49 3,0 5,5
Tomar-mracra 8/7 0,35 - 1,33 7 -
JIyk pemuatsrit 5/4 0,05 - 0,32 1,45 1,6
KmroxBa 10 0,05 - 0,38 2,6 -
Coxu 100 0,5 - 11,7 47 15
OpPYKTHI CBEKHE 200/170 0,9 0,5 16,6 78,17 35
DpPyKTHI CyXue 10 0,3 - 5,05 22,7 9,5
3a cyer 9,5 70 258 1700 465
HaTypaJIbHBIX
MIPOJTYKTOB
Ilpooykm 40 - leu 43,8 17,5 - 6,97 - -
Bcero 27 70 267 1800 465




IIpunoxenue I'4. PacmndpoBka npumedanui
..." — JleKapCTBEHHBIH Ipemapar, BXoAsmmi B IlepeyeHb KHM3HEHHO HEOOXOIUMBIX U
BOKHEHIIMX JIEKAPCTBEHHBIX MPENapaToB s MEAULMHCKOro mnpumeHeHuss Ha 2016 rox
(Pacnopsoxenue [IpaButenbcrBa PO ot 26.12.2015 N 2724-p)
..."% — JeKkapCcTBEHHBIN Mpernapar, BXOoAsAnMid B IlepedeHb JEKApCTBEHHBIX MPENapaToB s
MEJIMLIHUHCKOTO IPUMEHEHHs, B TOM YHCIIE JIEKAPCTBEHHBIX IMPENAPaTOB JUIi MEIULMHCKOTO

MPUMEHEHMs], Ha3HAYaeMbIX 10 PELIECHUI0 BpayeOHBIX KOMUCCUN MEIUIIMHCKUX OpraHu3alui

(Pactmopsokenue IIpaButensctBa PO ot 26.12.2015 N 2724-p)



