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BEJIKOBO - SJHEPTETUHUYECKAS HEJJOCTATOYHOCTH Y JETEN

babasipoB Kapmu6oii Pa66umoBuy,

Yuatoes Kacyp OpomoBuy,

Hdycsapos Kanoauaaun Toituposuy

CamI'MV OITJIO Kadenpa JleTckoit Xupyprusi, aHeCTE3UOJIOTHUS U PEaHUMATOIOTHsI

AHHOTAIIMA:

benkoBo-aHeprernueckass HemocratouHocth (BOH) y
JIETeH SBISETCA CEPhe3HOM METUIIMHCKON TPOOJIeMOH, KoTopas
BO3HUKAET TPH HEJAOCTATOYHOM IOCTYIUICHHH Oelika W/Hiin
SHEpPrud B OpraHu3M peOeHka. ITO 4YacTo CBA3aHO C
HEJOENaHUeM WM OJHOOOpa3HBIM IHUTAHHEM, OCOOCHHO B
YCIIOBUSX HU3KOTO  YPOBHS  CONHATbHO-IKOHOMHYECKOTO
Pa3BHUTHS WK BO BpeMs OSICTBUM, KOTAA JOCTYIT K THUIIE WA

KadeCTBEHHOM IMUIIC OTPaHNYCH.

Kirouessbie ciioBa:
benkoBo-3HEpreTryeckas
HE/I0CTaTOYHOCTh, ONEKYHOB,
AHOpEKcHsl, TOIHOTA, YaCThIE

obcnenoBanus, mucdarus,

Beenenue.

[Tpuumasr BOH moryt Biirouats B ceOs:

1. HeanexBatHoe muranue: Hemocratoxk Oeika ¥ 3HEPrud B palMOHE, YacTO BBI3BAaHHBIN

AOCTYIIHOCTBIO, KYJIIBTYPHBIMU ITPHUBBIYKaAMH WX SKOHOMHUYCCKUMU TPYAHOCTAMU.

2. 3a0oneBanus W uHpekuuu: XpoHUYECKHe OOJIe3HH, KOTOpbIe BIUSIOT Ha MUIIEBApEHUE,

YCBOCHHEC IMUTATCIBHBIX BEHICCTB WJIM CO3HAIOT ITOBBIIICHHBLIC HOTpe6HOCTI/I B Oejike U OHEPIHH,

I/IH(beKI_[I/II/I, BBI3BIBAIOINMIC IIOTCPIO alllICTUTA UJIM HAPYIICHUEC YCBOCHU ITUIIH.

3. HenonHouieHHOE MUTaHUE B paHHEM ACTCTBC: l[e(l)I/II_[I/IT IMHUTATCIIbHBIX BCUICCTB B IICPHOA

POoCTa U Pa3BUTHUA MOXKCT IIPHUBCCTU K XpOHPI‘IGCKOﬁ HEAOCTAaTOYHOCTH.

[TocnenctBust BOH MoryT BkiItouaTh B cedsi:

- 3aMenneHHbINH (PU3HUECKU U YMCTBEHHBIN POCT y JIETEH.

- CHMKeHue HMMYHHUTCTA U NTOBBINICHHAA YA3BUMOCTD K I/IH(l)eKI_[I/IHM.

- AHEMUS U Apyrue 3a60JIeBaHI/Iﬂ, CBA3aHHBIC C HCAOCTATKOM XKCJIC3a.

- Bo3MoOXHBIE IOJIWTENIBHBIE MOCIEACTBUS IS 3A0pOBbA B z[aaneﬁmeM, TaKHC KakK

MOBBIIICHHBIN PHUCK CEPACUHO-COCYAUCTBIX 3a00JIeBaHUH.

[Tpo¢unakruka u neuenne bOH Bkiroyaror B ceds:
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- OGecrieueHue MPaBMIILHOTO MMUTAHUS, OOraToro OEJIKOM, JKUPOM U YITIEBOIAMHU.

- MenuuuHckuii HaA30p W JIONOJHUTEIBHOE MUTAHUE [UIsl JETeH C OIpeleIeHHbBIMU
MEAMLMHCKUMHU NTPOOJIEMaMHU.

- O0y4eHne poauTelieii M ONIEKyHOB O MMUTAHWUU U MIOTPEOHOCTSX JICTEH.

- CoumanpHas HoJ/IepKKa JUIsl CEMEN ¢ OrpaHUYEHHBIMU BO3MOXKHOCTSAMU.

Ora npobiema TpeOyeT BCECTOPOHHETO M KOMIUIEKCHOTO TOJX0J1a, OOBEIMHSIONICTO YCUITHS
MEAMIMHCKUX  CHEIUAJINCTOB, OOIIECTBEHHOCTH U  TOCYJAapCTBEHHBIX  CTPYKTYp  AJs
MpeIoTBpalIeHus] U OOpHOBI C HEM.

benkoBo-aHeprernueckass HepocratouHocte (BOH) y nereii Moxer HMeTh cepbe3HbIE
YKU3HEHHBIE MOCIIEACTBHSI, 0COOCHHO €CJIM OHA HE BBISBIIEHA U HE JIEYUTCS BOBpeMsl. BOT HeckoIbko
OCHOBHBIX JKM3HEHHBIX ITOCJIEICTBHI, cBI3aHHBIX ¢ BOH:

3ameUIeHHbIN GU3NYECKUi U YMCTBEHHBIN POCT:

Hetu, crpagarorme ot BOH, MOryT CTONKHYTBCS € 3amemyieHHeM (U3UYECKOTO pocTa M
pa3BUTHS, a TaKXkKe C 3aJepKKOMl B YMCTBEHHOM pa3BUTHHU. JlocTaTouHOE KOJIMYECTBO Oesika U
SHEPruu HEOOXOAUMO JJIsi MPABHIILHOTO (POPMHUPOBAHUS TKaHEW U OPraHOB, MO3TOMY HEJOCTATOK
MUTaHUS MOXKET CYIIECTBEHHO 3aMeUINTh MPOIECC POCTA, Pa3BUTHUSI MBI, KOCTHOM TKaHU U
HEUPOJIOTHUECKUX (PYHKITHIA.

VYxyniieHne MMMYHUTETA!

Henocratok Genka u 2HEPrUU MOXKET MPUBECTH K OCIAOICHUI0O MMMYHHOW CUCTEMBI y JCTEH,
nenasi ux OoJjiee ySI3BUMBIMH K WH(MEKIIMOHHBIM 3a00JI€BaHUSM. DTO MOXKET MPUBECTH K OoJjee
YacThIM 3a00JICBaHUSAM U YCIOKHEHUSAM 37I0POBbSL.

Anemus u apyrue 3a00yeBaHUs, CBSI3aHHbIE C Je(DUIIUTOM MUTATEIbHBIX BEIECTB!

Henocratok nutaTenbHBIX BELIECTB, BKIIOYAs JKEJI€30, MOXKET MPUBECTU K PA3BUTHIO aHEMHUH Y
neTeid. AHEMUSI MOXKET 0Ka3aTh HETaTUBHOE BJIMSHHUE HA UX (pU3MUecKOe U YMCTBEHHOE Pa3BUTHE.

JlnutenbHbIE TOCIEACTBUS TSl 3I0POBbS B3POCIIOT0 BO3pacTa:

Hetu, nepenecmime BOH B panHeM Bo3pacte, MOIYT CTOJKHYTbCA C JJIMTEIbHBIMU
MOCJECTBUSAMU JUIS 370POBbsI B3POCIOTO0 BO3pacTa, TAKMMH KaK IMOBBIIICHHBIH PUCK Pa3BUTHUS
CEpICYHO-COCYIUCThIX 3a00JIeBaHMM, OXUPEHHUS, HapyIIeHWi oOMeHa BEIIeCTB M JPYrux
3a00yIeBaHUM.

Oco0eHHOCTH MOBEIEHUS U TICHXO0COIUAIbHBIE TTOCTIEICTBHUSA:

JleTu, cTpagaromiie oT HeoCTaTKa MUTaHUs, TAKKE MOTYT MPOSIBISITh U3MEHEHUS B TOBE/ICHUH,
a TaKk)Ke UMETh MOBBIIIEHHBIA PUCK PA3BUTHS IICUXOJIOTHUECKHUX U COITUANBHBIX TPOOJIeM B OyayIiem.
OTO CBSI3aHO ¢ HAPYLIEHUSAMHU HEHUPOJIOTUYECKOTO U IICUXOJIOTMYECKOTO Pa3BUTHSL.

B nemom, BOH y nereil umeer MOTEHUMAIBHO CEPbE3HBIE IMOCIEACTBUS IS 310pPOBbS U
Onaromnonyuns peOeHKa Kak B JIETCKOM, Tak U B OyIylleM B3pOCIOM BO3pacTe.

MeauuMHCKHe CIEeNUaNIuCThl U OpraHu3alii M0 OXpaHe 3[0POBbs MO BCEMY MHUPY pabOTaOT
|
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HaJ TPEOJIOJICHUEM JTOM MpoOJiieMbl uepe3 o0pa3oBaHME, TOIJEPKKY CeMeH, yIydllIeHue
JOCTYITHOCTH Ka4eCTBEHHOU IMHIIU ¥ METUITTHCKOTO OOCITY)KUBaHUSI.

Jleuenne OenmkoBo-3HepreTndeckoil Hemocratounoctu (BOH) y mereit Bkimtouaer B cebs
KOMIUICKCHBIM TIOJIXO/I, OCHOBAHHBIA Ha OOECIEUEHUU aJEKBATHOTO IHUTAHMS, MEIULIMHCKOTO
HAOJIONEHUS ¥ yCTpaHEHUH (DAaKTOPOB, MPUBEAIINX K PA3BUTHIO 3TOTO COCTOSIHHSI. BOT HECKOIBKO
KJIF0YEBBIX MeTo0B JieueHus: bOH y nereii:

1. JlonosHUTEIFHOE TTUTAHUE:

B cnaysae BOH, ocobeHHO eciau cuTyaluss KpUTHUYECKas, MOXET MOTpedOBaThCs
JOTIOTHUTEIBHOE TMHUTAHHE. DTO MOXKET BKJIIOUaTh B CeOs CIeluaIbHBIE MPOIYKTHI C BBICOKHUM
colepkaHueM Oelka W DJHEpPruu, oOOoralieHHbIe BUTAMHUHAMU W MHUHepasamu. Hampumep,
CrienuaIbHbIe MUTATEIbHBIE CMECH WJIM MPOJYKTHI, OOrarbie OEIKOM M YIJIEBOJAMHU, MOTYT OBITh
PEKOMEHI0BaHbI BPAuOM.

2. MemuuuHCcKO € HAOIIOnEHNE U 00CIIEI0OBAHUE:

Bpaun BenyT memunmHCKO€ HabmoneHne 3a netbMu ¢ BOH, 94T00BI O11€eHUTh U KOHTPOJIMPOBATH
X (U3MYECKOE M TICHXOJOTHYECKOE COCTOSHHME, OCJENUTh JWHAMHKY POCTa W Beca, a TaKKe
onpenenuTh dPPEKTUBHOCTH JICUCHHS. ITO MMOMOTAET PAHO BBISIBUTH U KOPPEKTHPOBATH HEJIOCTATOK
MUTaHUSL.

3. O0OyuyeHue poauTeei U ONEKYHOB:

OOyuenue poauTeneil 1 ONEKyHOB O MPABHJILHOM MUTAHUU U MOTPEOHOCTSIX JEeTel sBIseTCs
BOKHOW 4YacThio JyieueHUss W mpodunaktukn BOH. Pomurenu moymkHBI OBITH OCBEAOMJICHBI O
MpPaBWJIBHOM MUTAaHUM, HaAJeKalleM BbIOOpe MPOAYKTOB, IUIAHMPOBAHWU pallMOHA H
MIPUTOTOBJICHUN TUTAHUS TSI IETEH.

4. CouunanbHas MoAAep>KKa U 00CITyKHBaHUE:

B cnywasx, xorma HeIOCTaroK MHHUTaHMSI Yy JETEH CBsI3aH C COLMAIbHO-IKOHOMUYECKUMU
npoOieMamMu, BaKHA COIMAlIbHAS MOJAEpKKa A ceMel. TO MOXKET BKIIIOYaTh B ceOs JOCTYI K
porpaMMaM MUTaHus, GUHAHCOBYIO MOJIEPKKY U JPyrue pecypchbl, 4ToObl oOecreyuTh AeTen
MPaBUWJIbHBIM MUTAHUEM U METUITUHCKUM OOCTY)KHBAHHEM.

5. JleueHre OCHOBHOM MPUYUHBI:

Ecniu BOH BbI3BaHAa OCHOBHBIM MEIUIIMHCKUM COCTOSHHEM, TO JIEYEHHE 3TOTO0 OCHOBHOTO
3a005IeBaHUsl TaKXKe SIBICTCA BaXXHBIM aCHEKTOM KOMIUIEKCHOTO moaxoaa. Hampumep, mpu
oOHapy)keHUU HH(PEKIIMOHHOTO 3a00JIeBaHUS, KOTOpPOE BBI3BIBAECT CHIDKEHHE AamleTuTa WIn
HapyIlleHWe YCBOCHHUS MUIIIH, JeUYeHUE 3TOM WH(MEKIIMHU CTAHOBUTCSI HEOOXOIUMBIM.

6. Ilcuxonoruueckasi NoAepKKa:

JleT ¢ AMUTENBbHBIM ACPUIIMTOM THUTAHHS TAaKKe MOTYT HYXKAAThCS B TICHXOJIOTHYECKOM
MOJIIEPKKE, 0COOCHHO €CIIM y HUX €CTh MCUXOJIOTUYECKUE WIIH COIHANIbHBIE MPOOIEMBI H3-32 STOTO
COCTOSIHHSI.
|
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B menom, neuenne BOH TpeOyeT KOMIUIEKCHOTO TIOAXO0/d, BKIIFOYAIOIIETO MEIUIIMHCKOE
HaOMIOZICHNE, TPABWIBHOE TNHTAaHUE, COLUMAIBHYIO TOUICPKKY W JIEYEHHE OCHOBHBIX IPUYHH
cocrostHusi. Eciim y pebenka ectb BOH, BakHO 00OpaTHThCS K KBaTU(HUIIMPOBAHHOMY Bpady s
pa3pabOTKM HMHIMBUAYATBHON MPOTpaMMBbl JICUCHHS, YYMTHIBAIOUICH BCE OCOOCHHOCTH €ro
COCTOSIHUS U CPEJIBI.

benkoBo-aHeprernueckas HenocrarouHocTh (BOH, HyTpuTuBHasT HeZOCTAaTOYHOCTH) —
COCTOSIHME MHUTAHMUS, MIPU KOTOPOM aucOanaHc SHEpruu, OeNKOB U JPYruX MUTATEIbHBIX BEIECTB
BEJET K U3MEPUMBIM HEXKeJaTesIbHbIM 3((dexram Ha TKaHU, QYHKIUN U KIMHUYECKUE UCXOIbI.

[Tpuunns BOH

1. HeanexBaTHO€ MOCTYIJIEHUE TTUIIIN:

AHopekcusi, TOUIHOTA, YacTble 00cie 0BaHusl, qucdarus, HecOalaHCHPOBAHHOE MUTAHUE.

2. IloBbImeHHBIE TOTPEOHOCTH:

Jluxopazaxa, runepMeradoan3M, TydeBasi 1 XUMUOTEpanus, MEAUKaMEHTO3HOE JICUEHHUE;

3. IloBbIIEHHBIE TOTEPHU:

l'unepxarabonusMm, pBOTa, CBUILH, AUAPEs], PEHAKY;

4. ManbabcopOnus:

CepneuHas HeJOCTaTOYHOCTb, KUIIIEUHAs! HEMPOXOAUMOCTD, AUApesl.

®dakropsl pucka BOH

1. Ioxxuiioi Bo3pact

2. 3a0oneBanus, 0COOCHHO:

Kputnueckue cocrosaust / CCBP / cemncuc;

3nokauecTBEHHbIE HOBOOOPA30BaHUS;

TpaBma;

3aboneBanus BepxHux otaenoB JKKT;

XOBJI;

JlexoMIieHCUpOBaHHAs cepAeYHasi HEOCTATOYHOCTb.

3. Xupypruueckue 3a601eBaHUs

4. lucdarwus.

Pacnpocrpanennocts BOH

HytpuTuBHas HeI0CTaTOYHOCT, B OCHOBHOM, PAcIIPOCTPaHEHA CPEIU:

15 % MoXuIbIX, KUBYILLUX 10MA;

30 % B nomax npecTapemslx;

48 % MIMTENBHO JIEUYAIUXCs MOKIIBIX TTalleHTOB;

45 % manueHToB, HAXOASIUXCS B OOTBHUIIAX

y 6onee, ueM 50 % GONBbHBIX, MOCTYMAIOMIMX B CTALIMOHAP, UMEETCS HEI0CTAaTOYHOCTh MUTAHUS:

Kputnieckue coctostuasg — 70 %;
|
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MAIUEHTHI C BOCIAUTEIILHBIMU ¥ HH()EKIIMOHHBIMHU TTporieccamMu — 80 %;

3JI0Ka4€CTBEHHBIE OImyXxosiud — 85 %.

[locnencteus BOH

HyrputrBHAas HEIOCTaTOYHOCTH CTAHOBUTCS KIIMHIUYECKU 3HAYMMOM:

1. Iloteps Beca 10 % u Gonee;

2. Tloteps 20 % Oenka Tena pe3Ko NOBBIIIAET BEPOSATHOCTh PA3BUTHSL:

[lepronepallHOHHBIX OCIIOXKHEHUH;

Cericuca u paHeBbIX HH(DEKINIA;

CmepTHOCTH.

3. VYBenuueHue JeTATBHOCTH Y IOCTPAJABIINX, KOTOPBIM HE OCYIIECTBISIIN MUTAaHUE B TCUCHNE
MEepBBIX 5-7 cyTOK mocie TpaBMbl (B 2 U 4 pa3a, COOTBETCTBEHHO)

4. CHmxeHune kanopaxa Ha 10 KkaJI/KT B IeHb COTNPOBOXAETCS YBEIMYCHHEM JIETaIbHOCTH Ha

HeanexkBarHoe mnuTaHue SBISETCS CEpPhe3HBIM (HDAKTOPOM pHICKA JIETATBRHOTO HCXOAa V
MOCTPAaJIaBIINX C TSKEION yepenHo-Mo3roBoit Tpamoit (UMT).

Jleuenne BOH

[Ipn KIMHWYECKOM BBISBICHUU OEITKOBO-3HEPIETHUECCKONW HEIOCTAaTOYHOCTH HEeoO0XoauMma
HYTPHUTHBHas Toafepkka. HyrputuBHas nmoanepkka mpencTaBisieT co00i HACHIIICHHE OpraHu3Ma
AMUHOKHCIIOTaMH, OeJIKaMu, YIJIeBOJIaMH, TENTHIAMH U MPOYMMH HEOOXOIMMBIMHU JJII OpraHu3Ma
BeIIeCTBAMU. B 3aBHCHMOCTH OT COCTOSIHUSI TIallMCHTa, HYTPUTHUBHAS TOIACPKKA MOXKET
OCYIIECTBISATHCS HECKOJIBKHUMH CIIOCOOaMU:

TpamuimoHHBIH coco0 MUTaHus (€CIM HE MOCTPATAIA OPTraHbl MUIIEBAPEHU);

DHTepaIbHOE TUTAHNUE;

[TapenTepaibHOE MTUTAHUE.

[IpoBeneHre HYTPUTHBHON TOMJCPKKH TPUBOAUT K COKPAIICHHUIO IPOJIOJIKUTEIHLHOCTH
TOCMUTAIN3ALUN B CPEIHEM:

B oTaenenuu oomei tepanuu (OOT) Ha 6 nHEl;

B OTJICJICHUH peaHuManuu u nateHcuBHor Tepanuu (OPUT) Ha 3 aus.

Cpenusis IpOAOJKUTENIBHOCTh TOCIUTANU3AlNN MallueHTa 0e3 HyTPUTUBHOM mojaepxku 21
neHb, u3 koTopeix 6 B OPUT u 15 B OOT.

CHuCOK HCI0/Ib30BAHHOM JIMTEPaTYphI:
1. Disease Ontology (anrn.) — 2016.
2. ESPEN Guidelines on Enteral Nutrition: Gastroenterology ApxusHast konus ot 25 utons 2013 Ha
Wayback Machine"
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BckapmiinBanrie HOBOPOXKJIEHHBIX JETEH € BPOXKIECHHBIMHU MOPOKAMH cepala (METOIu4ecKue
PEKOMEHIaINN)

2020 / Wrumesa Jlrommuna HwukomaeBua, llurenpuHukoBa Jlapuca BukrtopoBna, Lot Enena
I'me6oBHa, Yepubix Haranss CtenanoBHa

Hapymenus nuranus y geTeil paHHEro Bo3pacta U BO3MOXKHOCTH UX KOPPEKIIUU

2011 / CkBopnoBa Bepa AnekceeBna, boposuk T. D., bakanos M. U., Muranu A. B., Crenmanosa
T. H., bacapruna E. H., Kyzenxosa JI. M.

BckapmiuBanue HOBOPOKICHHBIX JETEH

2000 / . M. Cyrynuna, H. M. Ocurnos, H. b. Konecuukosa

HenocratouHocTs mnuTaHus B mpakThke neauarpa: auddepeHnanbHas TUarHOCTHKA U
BO3MOXKHOCTH HYTPUTHBHOH IOIEPIKKH

2019 / 3axaposa N.H., Imutpuesa FO.A., Cyran H.I'., CumakoBa M.A.

l'unorpodun y nereit panHero Bo3pacra

2005 / Xne6osen H. U.

OCco0OEeHHOCTH MUTAHUS JIETeH paHHEro BO3pacTa, 00IHHBIX MYKOBHCIIHI030M

2010 / PocnasneBa Enena AnexcannposHa, boposuk T. 3., Cumonona O. U., Urnatosa A. C.
OcoOenHoctu mnpenojaBaHusi Tembl «belKoBO-3HEpreTuueckas HEIO0CTAaTOUYHOCTh Yy JeTeil»
AHIIIOS3bIYHBIM CTYIEHTaM

2016 / Ky3uenosa E./I.

HytpuTtusHas obecredeHHOCTh Y HOBOPOXKIEHHBIX C BPOXKICHHBIMU IOPOKaMH Ceplia

2016 / Ilowt Enena ImebGoBna, IlurenpHuxoBa Jlapuca BuxrtopoBna, Wrumesa Jlrogmuna

Huxonaesna, Xypasnesa Mpuna AnaronbeBHa

94

PUBLISHED UNDER AN EXCLUSIVE LICENSE BY OPEN ACCESS JOURNALS



