OI'bOY BO JOHI'MY UMEHHM M. I'OPBKOI'O Mun3snpasa Poccuu
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OCOBEHHOCTU AMETOTEPAINWMU Y OETEN
C NOPAXXEHMEM FrENATOBUJIMAPHOM CUCTEMbI

Brimonnunu: 3aB. kadgeapoit neauarpun Nel, 1.mM.H. [Tmennynas Enena BnagumupoBHa

acriupaHdT Kadeapel neguarpun Nel Jlemuxosa Jlrommuma IletpoBHa



AKTYyanbHOCTb

FenamobunuapHas cucmema (bC) 3aHUMaem yeHmpasibHoe Mecmo 8 peaynsayuu
Memabosiuama. Pazsumue ocmpbix U XpOHUYecKux 3abosiesaHuli op2aHoe 'bC

npueodum K HapyuweHusiM obmMeHa HympueHmMoas.

U Y Odemel e cessi3u ¢ UHMeHcuUBHOCMBbIO OOMEHHbIX rpouyeccoe8 U 6bICOKOU
nompebHOCMbIO 8 nuuwieebiX sewecmeax U 3Hepa2uu, HapyweHuss memabosnu3sma
pa3euearomcsi b6bicmpee, npenssmcmeysi HOpPMasilbHOMYy pocmy U pa3eumuro U

rnosebiwiasi PUCK 03HUKHOBEHUS OCJI0)XXHeHUU OCHOB8HO20 3abosiesaHusl.

QdLlenb neyebHo20 numaHusi npu 3abonesarHusix '6C. Hopmanu3sayusi HapyweHHbIX

Memabosniudyeckux rnpouyeccos.



ANCOYHKLIMOHA/IbHBIE PACCTPOUCTBA
BUJIMAPHOIO TPAKTA

v v

1mun: 2 mun:
duchyHKUUS )KesTYHO20 rNy3bIpsi ducgyHkyusi cpuHkmepa OAdu



MEMAYHAPOAHASA K/IACCUDUKALINA EOJIE3HEMN

> K 82.8 — duckuHe3usi >xes14HO20 Mny3bIPsi U ny3bIPHO20 MPOMOKa

> K 83.4 — cnasm cghbuHkmepa O0du



AncCKuHe3na xenyeBbiBoAaALMNX TyTeH

(A)KBI1)

O xapakmepu3yemcsi HapyweHuUeM MOMmMOPUKU XeJ1HHO20
ny3bIps U XeJTYHbIX MPOMOKOS;

d nocmynneHue Xeslyu 8 KUWeYHUK npoucxooum
HepasHOMEepPHO, ceolicmea xeJsl4Yu MeHsIromcs, 4Ymo
npueodum K HapyweHUro rnpouyecca nuuiesapeHusl.



IMpuaHakn u gphopmbil )KBIT

lMPU3HAKHU P®OPMBbI
HapyuweHue KuHe3a 2UNoOMOHUYeCKU-
(2unep- u 2unoKuHe3usl) 2UnoKuHemu4eckKas
(2unnomMmomopHas)
HapyuweHue moHyca 2unepmoHUYeCKU-
(aunep- u 2uroMoHusi) 2unepKuHemu4yeckas

(2unepMomopHas)




Knnrnnyeckune npossnernnsa QXBIT

Onpedenmomcn HasiuquemM OOHO20 UJIU HEeCKOJIbKUX CUMIMMOMOS:

v’ 60J1€8020

v’ 6unuapHol ducnerncuu

v eocnasiumesibHO20 (nNpu o6ocmpeHuUU XPOHUYECKO20 xosieyucmuma)
v’ 8oeJieyeHuUsi 8 rnpouecc dpyaux op2aHoe u cucmem

v’ acmeHOHeepomMuU4YeCcKo20



XAPAKTEP BOJIN 1PN PA3HbBIX ®OPMAX
ANCKUHE3UWN XXEJTHEBbIBOLOSLNX TIYTEU

FT'MNOKUHETUYECKAS ®OPMA

FT’MINEPKUHETUYECKAST ®OPMA

lNocmosiHHas

KpamkoepemeHHas

Horowasn

Cxeamkoobpa3Hasi

Ycunueaemcs nocne noz2pewHocmeu e
dueme u ¢pu3u4YecKux Ha2py30K

Yacmo cesizaHa ¢ ompuyamesibHbIMU
3IMOUUSsIMU, pexXxe — C MpueMomM nuuwju u
¢ghusuyeckuMu Haz2py3Kamu




Ocob6eHHOCTHM OLeHKH NUILeBOoro craryca

OCHOBHBbIE
IMOKA3ATEJIN
NlabopamopHsbie
rnokasameisnu
aHmpornomMmempu4ecke v
(mMacca u OnuHa mena, OC(;IBCZ/IB:HOM
OKPY)XXHOCMb MbIWUY, rJieya,
moJsiwuHa KO)>KHoU CKJs1aOKu
Had mpuuericom)
daHHbIe
3anachbl ¢gpakmuyeckoz20
comMamu4ecKoz20 umaHus

nyna 6ersika



OueHKa baKTHHeCKOro nuraHns

v oueHka nompebrieHUs1 MaKpo- U MUKPOHYymMpueHmoe OJisi cornocmaesieHus!
¢ UHAuesudyasibHOU nompebHOCMbLIO NayueHma;

v'noseosisem ebiseumb Haubosiee  3Ha4YuMble  HapyweHusi  Onisl
uesieHaripaesieHHouU ux Koppekuyuu (Hanpumep, Ha3Ha4YeHue
dornoJsIHUMesIbHO20 numaHusi, creyuanau3uposaHHoU sie4ebHoU cMecu);

v nipoeoodumcsi nymemMm aHasiuda OHeB8HUKa numaHusi, Komopbiu eedem
nayueHm usiu e2o pooumesiu 8 meyeHue 3-7 OHel ¢ obsizamesibHbIM
yKasaHueM pa3mMmepa rnopuuu.



AHTponnomerTpmuyeckKne merogei

d Y Odemeu c¢ xonecmamuyeckumu 3abosiegsaHusiMu 2enamobusnuapHou
cucmeMbl U3MepeHuUe Maccbl mesia K eo3pacmy U Maccbl mesia K pocmy
MO)Xem 6bImb Hemo4YHbIM OJisi OUEHKU numaHusi u3-3a eucuepomezasiuu,
omekoe u/unu acyuma.

O MHU3smeHeHUss HympumueHo20 cmamyca HeobxodumMo oueHugsamb C
nMoMowbro rnapamMempos. OKpy)XHocmb Mbiwy nsieda (OMIT) u monwuHa
KO)XXHOU cKknadku Had mpuuericom (TKCT). lNokazamenu npedocmassisirom
UHopMayurw O cocmaee mesia nayueHma, CHu)Xxaromcsi 00 Mmo20, KakK
U3MEeHeHUs1 Maccbl mesna unu pocma 6ydym 3apea2ucmpupoeaHsbl.
N3meperHue TKCT npoeodumcsi MemooOomMm Kanunepomempuu. OueHkKa
rnpoeooumcsi ¢ UcrnoJsib308aHUeM UeHmuJsibHbIx mabnuy,.

0 Yacmoma u3smepeHussi 3asucum om cmerneHuU HapyweHuUs1 nuujeso2o
cmamyca. B uyesiom y demeu ¢ cUHOPOMOM xosiecma3a nokazamesiu OMI1
u TKCT Huxxe, yem y 300poebix demeu.



Janac comMarmnyecKoro nyna benka
paccyumnrsiBaercs no gpopmyne

OKpy)XHOCMb MbIWUY nsie4ya (CM) =

OKPY)>XHOCMb rsiedya (cM) - 3,14 X mosIWUHY KOXHOU
CKn1iadku Haod mpuuyericom (cm).



JlaboparopHbie noka3arenu

»Anb6yMUH HedyecmeumeJsieH K Pe3KUM U3MEeHEeHUSIM COCMOSIHUSI NumaHus
demel c 3abosieeanHusimu FBC, mak Kak umeem OsiumesibHbIU nepuod
nosypacnada (18-20 dHew).

> lpeanbbymuH sienisiemcsi 6osiee yyecmeumersibHbIM MapKepoM msiKkecmu

Hedocmamo4yHoCmMuU numaHuss U adekeamHocmu HympumueHoUu
nododepxxku. E2o nepuod nosnypacnada — 2 OHsl, OernoHuUposaHue @&
op2aHuU3Me MUHUMAaJIbHO, omMe4YeH O6bicmpbil omeem Ha HapyuweHus!
nuweeo2o cmamyca, npu 3mMoM npoodyKuyusi npeasibbymuHa e rne4yeHu
cOXpaHsiemcsi 8 rpouecce rnpozpeccuposaHuUsi namoJsio2uu.

» PemuHousicesiabiearowjull 6es10k ¢ nepuodom rnosiypacrnada 124 cuumaemcs
HauboJsiee paHHUM UHOUKamopoM U3MeHeHUU nuuweeo2o0 cmamyeca.



JlaboparoprHbie noxKasarenu

Ob6s13amersibHO uccsiedoeaHue sumamMuHOS:

> A (pemuHos1 U KapomMuHOUObI)

» E (mokogbeporsibi)

» D - 25-eudpokcusumamuH D3 (25-OHD?3),
> B12



OCHOBHbIE NMPUHLUNINBI MTATaHWA NTpy
3aboneBaHnAX renarobMnnapHoOn cncremsl

Hasu4ue 8 payuoHe
JleeckoyceosieMo20 b6ersika

KOJ1-80 )XUp0o8 OOJIKHO
nodbupamscsi uUHOUBUOyYasibHO

nuwa 0o/mKHa 6bImb
obpabomaHa

yacmoe u OpobHoe numaHue

8KJII04EeHUe rnpoodyKmoe
codep)kauwjux Krrem4yamky



ITorpebHOCTHL B HYyTPHEHTax y AeTeH
C nopakeHuem renarobmunmnapHon cucremsl

Aueprun [ Energy

Benox / Protein

Yrnesonw! / Carbohydrates
Xupbl / Fals

KnHpOpacTBOPUMLIE BATAMMHYI /
Fat-soluble vitamins

BonopacTeOpUMbIE BUTAMMHYI /
Water-soluble vitamins

MuxpoanemenTs / Micronutrents

(T.B.CrpokoBa m ap./Bonpocbl npakTuueckom neauarpumn,2009,1.4,N21)

125% Bo3pacTHoi Hopmbl / 125% of age-matched reference values.
[pu TEPMUHANLHOK NEYEHO4HOM HepocTaTouHOCTH: 150% BO3PACcTHOM HOpMBI / In end-stage liver disease: 150% of age-maiched
reference values

10% aHepreTU4eckon LeHHOCTV paumona / 10% of dietary energy value.

[letv no 1 roga: 2-3 r/kr, u3 wix 20-30% B BUE AMUHOKICNOT C pa3BeTBNEHHON Lenwio / Children under 1 year of age: 2-3 g/kg, of
which 20-30% as branched-chain amino acids

[pu nevexoyHon anuedanonatu 0,5-1 rikr / In hepatic encephalopathy: 0.5-1 gkg

40-60% 3HEPreTUHECKON LeHHOCTH paumona / 40-60% of diefary energy value

30-50% 3HEPreTMYEcKON UEHHOCTH paumona, 3 wux 30-70% & suge CUT
[THXK - 10% 3HepreT4eckoi LeHHOCTI paunona / 30-50% of diefary energy value, of which 30-70% as MCTs
PUFAs: 10% of dietary energy value

oA KOHTPONEM KOHUEHTPALMM B KPOBM B CBA3M C ONACHOCTLIO nepenoanpoau / Control of blood concentrations due fo the risk of
overdose

Lo 200% soapacTHoit Hopmsl / Up to 200% of age-matched reference values

Liumk, ceneu, kansumi, Hochop, Markuit, Xeneao - Nofl KOKTPONEM KOHLEHTPaLmK B kposu / Zinc, selenium, calcium, phosphorus,
magnesium, iron: control of biood concentrahions




ANETUHECKUE PEKOMEHLAUUU [1/14 BOJIBHbIX
C PA3/INNHBIMU TUMTAMMU ANCKUHE3NN ME/TYEBbIBOAALUNX NMYTEU

1. NPU TMINOKUHETUYECKOU ANCKUHE3UU -
v npueM nuuwyu 4-5 pa3 8 Cymku,

v OpobHoe (HebonbwumMu nopyusimu) numaHue,

v pacmumeJsibHble XUPbI. MOOCOJIHEYHOE, OJIUBKOBOE, KYKypy3HOe, cOoesoe Maciio.
Bxoodsiwyue e ux cocmae rnoJiluHeHacbIWeHHble XUPHble Kucsiombl (apaxudoHoeas,
JIUHosneegasl) cnocobcmeyrom Hopmasnu3auuu obmeHa xosiecmepuHa, y4Yacmeyrom e
CUHmMe3se npocmaasiaHOUHO8, KOmMoOpbie pa3Xuxarom Xenadbs U nosebiwarom
COKpamumeJsibHYI CriocoO6HOCMb XeJ1YHO20 My 3bIpSi,

v pacmumesibHasi KJiem4ameka. oeowu u ¢pykmbi (s6710KkUu, MOPKO8b, ObIHU, apby3bl,
nomuoopsbi U ap.);

v’ Mesikue 6esnibie nuweHUYHbIe ompy6u: cmumMysniupyrom OMMOK XeJidu, yMeHblWarm

codep)xaHue 8 HelU xosiecmepuHa U meM caMbIM CHUXXarom 8eposimHOCcCmMb obpa3oeaHus
KaMHel.



ANETUHECKUE PEKOMEHLAUUU [1/14 BOJIBHbIX
C PA3/INNHBIMU TUMTAMMU ANCKUHE3NN ME/TYEBbIBOAALUNX NMYTEU

[P rMNEPKUHETUYECKOU OUCKUHE3NN:

duema C HU3KUM cod0dep)XaHUeM JXupa,

UCKJ/TIOYEeHUeM XXapeHbIX, OCMmpbIX U KUCJIbIX
rnpoodyKkmoae.



PEKOMEHAAUUU 10 UCIOJ/Ib3SOBAHUIO MNMPOAYKTOB U b/11O] B
NMATAHUU AETEU C NTOPAXEHUEM TETNATOBUJTUAPHOU CUCTEMBbI

MpogyxTl
MACO M MACHLIE NPOTYKTLI

Pwifia
Hiaua
Cynel

Manouksie npogyKTe!
Oeoww (B oTBApHOM W
3ane4eHHOM Buae)
OpyKTEI, Arodk

Hanwumru

Kawm
MyuHbie nznenus

Oteapel
MpogyxTl, Gorateie Kanuem

PexomeHayeTcR
Msco BapeHoe, KOTNETE! Ha Napy, (PUKARENLKN

(TenATMHE, KypuLa, Kpanuk, GapaHuHa)

Prifia B8 0TBADHOM W 3aNE4EHHOM BMIE, BLIMO4EHHAR CENMb[IL
[lo 1-2 B 0eHbL, B BUOE OMNETOR

HeHaBapUCTLIE DBOLLHEIE, MACHEIE, DhIGHLIE, MONOUHEIE

HemupHoe MONOKOD, CMETAHA, TBOPOF, Ke(Wp; MAacno

CIMBOYHOE — OTPaHUYEHHD

Kaprodens, ceexna, MOpKOBL, NOMKUIOPLL, ONypUbl, CRafxUA NepeLl,
kabauKK, UBETHaA KanycTa

ABNOKM, rpywm, ObiHK, HaHaHy!, NEpCUKK, a6pMKOCL,

HEKWCMLIE COpTa Arog, apbya

CEexenpuroTORNEHHLIE COKM, OTEAP LUMNOBHWKA, HEKPENKWIA Yai
C MAMOHOM, KOMNOTE

[peuHeEas, repkynecoBan, PUCOBAA, MaHHaA.

Xneb Genwii, cyxapw ua Genoro xneba, cyxoe neveHse,
MaKapOHHLIE H3TENNA

Oteap oaca

1-1 NEHb — W3KOM

2-1 [IEHL — YEPHOCTME

3-i1 OEHE — NEYEHan KapTOoLLKa

4-W FHL — Kypara, MOPKOBHLIM COK

(T.B.CtpokoBa u gp./Bonpochbl npakTuueckom neamarpun,2009,1.4,N21)

3anpeLaeTcH

Haperoe 1 KUPHOE MACD, KOM4EHbIE
KONGackl, CyGNpoyKTEl, KOHCEPEI

PrifiHbie KoKCepes!, puifia Xapexan, Kon4yeHas
Mapeusie AiLa

HagapucTuie GynboHel (MACHLIE, PEIBHLIE,
rpHEHLE)

CNWBKM, MONDHHLIE NPOTYKTE! C NOBLILLEHHLIM
COOEPXAHMEM XUPA, TEEPALIE ChIPL!

Caewmii Ny, YeCHOK, PEfibKa, peawe,
LABENk, WNWHAT, rPUBLI, MAPHHOBAHHEE DBOLUM
OpyKTEI ¥ OBOLLM NPK HAMW4MK GONEBOrD
CMHOPOMA B OrPaHM4EHHOM KOMWHECTEE
XOnopHsIe M ra3WpOBAHHLIE HAMNKTKK,
KOHLLEHTPWDOBAHHLIE COKM, KOe

Kawm v 6moga u3 6060BLE, NEHHAR KawWwa
Cpoba, KOHOMTEPCKWE MLENNA C KPEMOM




COBCTBEHHBbBIE OAHHBIE

Q  O6cnedosaHo 30 demeu ¢ QucyHKUUOHaTbHLIMU
paccmpoiicmeamu 6unuapHoO20 mpakma.

d KoHmponbHyro 2pynny
cocmaeunu 15 npakmu4ecku \
300po8bIX c8ePCMHUKO8

o5 | 1505

\ / Manb4yuku

JlesoyKu




COBCTBEHHDbIE IAHHbIE
P®OPMA XKEJIHHOIO 1Y3bIPA NO 4AHHbIM Y3U

YonuHeH
as...

O6biyHa...

Jducgopmu...



COBCTBEHHBbBIE JAHHBIE
Pe3ynbrarsl ynbTpa3ByKoOBOMH
xoneymncrorpaghmm

80%
70%
60%
50%
40%
30%
20%
10%

0%

B welike B mene

funepKuHemu4ecKuli funokuHemuyeckuu



COBCTBEHHbBIE IAHHBIE

lMNayueHmbi 6bin1u pa3oesieHbl Ha 2 2pynnbl:

1 epynna — 15 demel, komopbie cobsirodasiu duemu4vdecKue

pekomMmeHoauyuu, coasiacCHO muriaM OQUCKUHEe3UU XeJt4e8bieoosILux
nymeu.

2 epynna — 12 demeu, KoOmopble Hapywasiu duemu4ecKue
peKkoMeHoayuu.



COBCTBEHHbBIE IAHHBIE

B 1 epynne cnycms 3 mecsiua cobsiro0eHusi oduemal
KOHCMamupoeaHo:

* YMeHbuweHue 6os1e6020 CUHOpPOMaA;
* HOpMasiulayusi ebipabomkKku U Ommoka Xen4qu;
 cmabunu3ayusi pabomsl nuwesapumesibHOU cucmemMabl



COBCTBEHHbBIE IAHHBIE

Bo 2 epynne, 20e nayueHmMbI Hapywasu duemu4yecKue
peKoMeHOayuu, KOHCmamupoOB8aHbl:

» obocmpeHue 3aboriesaHusi;

»  HapyuweHue HOpMaJ/ibHO20 yC80EeHUsI numameJsibHbIX
eewjecme;

A\

HapyweHue memabosiusma (4Yawe — CHUXXeHuUe Mmaccbl mesa);,
>  @hopmupoeaHue xosieyucmuma.



d

J

BbiBo4gbl

HympumueHasi nododep)xka siesiiemcsi 8a>HbIM KOMIMOHEHMOM
JieyeHusi demeu ¢ rnopaxeHuem 2enamobusniuapHouU cucmemsil.

CoepeMeHHbIe Hay4YHble OaHHble [10380JIIFOM [OHSIMb MeXaHU3M
HapyweHuUU numaHuUsi npu pa3/ludHbiIx eudax mnamoJsio2uu
2enamobunuapHol cucmeMbl U OnNMUMU3Upoeamb HYMPUMUBHYHO
MnoooepxxKy, 4Ymo ynay4waem rpo2Ho3 y demedl.

Ho3osnocuyeckuii u cuHOpoMasibHbIU Mo0OXx00 K duemomepanuu
rnoseoJsisiem uHousudyasiusupoeams JsiedyebHoe nNumaHue U nosbicUMb
aghgpekmueHoCmMb Opya2ux eauU008 JIeYeHUs.



CIHIACHUBO 34A BHUMAHUE!



