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Jetn, cTpagamolime aUCTPOGUYECKON GOPMON BPOKAEHHOro 6y11e3Horo anvgepmonansa (Bb63), umeoT Hef0CTaToYHOCTh
MUTaHUS MHOrOMaKTOPHOIro reHesa. M, HECMOTPSA Ha HaKOMJIEHHbIM OMbIT MO BEAEHUIO 3TOH C/I0KHOM KaTeropmm 60JbHbIX,
MHOIme npaxkTM4ecKmne BOMpoChl opraH13aumm onTuMaibHoro nutaHms npm BB3 ocTatoTess HepelleHHbIMKU. B 0630ope npesa-
CTaB/IeHbl COBPEMEHHbIE MMOAX0AbI K OL€HKEe HYTPUTMBHOIO cTatyca y AeTeH, B TOM Yyncie pa3paboTaHHble 4/151 OLeHKU Hapy-
weHus nutaHns y aeten ¢ BE3; npuBoaaTcs ¢opMysibl 47151 pacyeta noTpebHOCTH B HyTpueHTax. [TpoBeAeH aHaan3 HayYHblX
AaHHbIX 110 naTtoreHesy U 0CO6EHHOCTAM HapyLIEeHNUST HYTPUTMBHOIO cTatyca y ageten ¢ B63. OTMeYeHo, YTO C/I0XKHOCTb opra-
HU3aummn HYTPUTUBHOMN MOAAEPIKKM ITOM TSXKEN0M KaTeropmm 60/1bHbIX 00YC0BEHa HECOOTBETCTBUEM MEXKAY MOBbILLEHHOM
MOTPE6HOCTLIO B NUTATE/IbHbIX BELECTBaX M OrpaHn4eHHbIMM BO3MOXKHOCTSIMU YCBOEHMS MULLM, YTO TpebyeT 0COB60H AMETbI
C MNOBbILLIEHHON IHEPreTU4eCKon 1 6e/IKOBOM LIEHHOCTLIO 6€3 yBeInYeHUs o6bema nulym. PaccmoTpeHa Liesnecoobpa3HoCTb
opraHu3aumnn KopmaeHus getei ¢ B63 ¢ ncrnonb3oBaHnem creLnaam3mpoBaHHbIX MPOAYKTOB A5 IHTEPasbHOro nNUTaHus
W HYTPUTUBHOM MOAAEPIKKM.

KntoyeBble cnoBa: feTH, BPOXKAEHHbIN 6y/11€3HbIN dMMAEPMOIN3, AUCTpoduyecKkas popma, nuraHue, dHTepasbHoe nura-
HuWe, creynann3npoBaHHbIe MPOAYKTHI.
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Correction of Nutritional Status in Complex Therapy for Children
Suffering from Dystrophic Forms of Innate Epidermolysis Bullosa

Children suffering from dystrophic forms of innate epidermolysis bullosa (IEB), have malnutrition of multifactorial genesis. And,
despite the experience of working with this complex group of patients, many practical issues of optimal nutrition organization at IEB
remain unsolved. The review presents modern approaches to the assessment of nutritional status with children, including those
developed for the assessment of eating disorders with children having IEB; the formulas for calculating the nutrient requirement are
presented. The analysis of the scientific data on the pathogenesis and characteristics of disturbances in nutritional status with children
having IEB is done. It is noted that the complexity of nutritional support of this severe category of patients is due to a mismatch between
the increased need for nutrients and limited assimilation of food, which requires a special diet with increased energy and protein value
without increasing the amount of food intake. Reasonability of the organization of feeding children having IEB with specialized products
for enteral nutrition and nutritional support is analyzed.
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BBEJAEHMUE

BpoxaeHHbIn 6ynnesHbii anugepmonn3 (Bb3) — 3aTo
rpynna peakunx (opdaHHbIX) HacneacTBEHHbIX 3ab60neBaHnN,
XapaKTepU3yLWMXC HapyLEHUEM MEXKIETOYHbIX CBA3EN
B 3NuAepMuUcCe WK 3nuaepmanbHO-AepMalbHOM coeauHe-
HUKU, NPUBOASALLMM K 06pa30BaHUIO Ny3biPeN Ha KOXe U/ 1nm
C/IU3UCTbIX 060/104KaX JaXKe Npu HEe3HAYUTEeNbHOM WX TpaB-
mupoBaHun [1]. Ons BB xapaKTepHO Havano C poxae-
HUS WK NEPBbIX MECALEB YW3HW, HEMPEPbIBHOE TeyeHue
C 4acTtbiMu obocTpeHusmu [1]. BonbwwuHcTBO 3abonesa-
HWUW 3TOW TPyNnbl MPUBOAMT K MHBaNMAM3auMM 6GOJbHbIX
N COKPALLEHWUIO NMPOAOMKUTENbHOCTU MX KU3HU. Hanbonee
TSOKENbIM TEYEeHMEM OTAMYaloTes AucTpoduyeckme bGopMbl
BB3 [1]. MonekynapHbin aedeKT, nexalwmuin B OCHOBE Kiu-
HUYEeCKMX nNposiBfieHnn BB, BbI3BaH HapyllEHWEM CUHTE3a
KonnareHa VIl Tuna. Npu HEKOTOPbIX KIMHUYECKMX dopMax
anctpodmyeckoro BB MoXKeT oTmevatbCsi MOMHOE OTCyT-
CTBME 3KCMPECCUMN reHa, OTBETCTBEHHOrO 3a CUHTE3 3TOro
6enKa, 4To BedeT K 6onee TSKeNbIM KIMHUYECKUM MPOSiB-
nenuam [1]. KnuHnyecKas KapTuHa auctpoduyeckux Gpopm
BB3 xapakTepun3yeTcs NosBAEHUEM Ny3bIPeENR U/UKU 3PO3ni
Ha KOXEe W CNM3UCTbIX 060104YKax. ANUTenn3aums 3po3unB-
HbIX AedEeKTOB MNpU pas3ninyHbiX Gopmax AMCTPOPUYECKOro
BB3 npoxoaut ¢ dopmnpoBaHuem pybLOBOM TKaHWU (Yalle
aTpoduryecKomn) U MunMymoB. K cneymdunyeckum npuaHakam
TSXKENO MNPOTEKAWMX KIMHUYECKUX dopm 3aboneBaHus
OTHOCHATCA KOHTPaKTypbl, NCEBAOCUHAAKTUINMN N OTCYTCTBUE
Horten [1]. Habniopaerca TakXKe MnopaxeHue MKenyooyHo-
KnweyHoro Tpakta (MKKT) — cnm3ucton 060/104KM NONOCTH
pTa, MOTKK, NULEeBOAa U NPSMON KULLKK, KOTOpOe 3aBeplua-
eTcs pybueBaHWEM C 3apalleHueM BO PTy BECTUOYNAPHbIX
CKNaAoK, yTpaToOM y3AeyeK, aHKWIOMIoCCUMen, 3anu3odamu
avcdarnmn, GopmMMpoBaHMEM CTPUKTYP NulEeBoAda, ractpo-
330dareanpHoro pedniokca, NOCTOAHHbIMKM 3anopamu [2].
MN3-3a HEBO3MOXHOCTU TMIMEHMYECKOW 06pPabOoTKU 3y60B
(B CBSA3M C IEFKOM PAaHMMOCTbIO CIM3UCTON 060/I04KM) Cpeau
60/bHbIX ¢ BB3 WMPOKO pacnpocTpaHeHO nopaxeHue 3y6-
HOW TKaHu B BUAe Kapueca [2, 3].

Bce a1 daKktopbl NpMBOAAT K TOMY, YTO MHOrMe AeTw,
cTpajatolme auctpoduyeckon dopmon BB, nmetot Heao-
CTATOYHOCTb MUTAHUSA MHOroGaKTOPHOro reHesa. M, Hecmo-
TPS Ha HaKOMMEHHbIM OMblIT MO BEAEHUIO 3TOM C/IOXKHOMU
KaTeropum 60/bHbIX, MHOIME MPaKTUYEeCKMe BOMPOCHI opra-
HU3aLMK ONTUMasbHOro nNuTaHusa npu BB ocTatoTtcs Hepe-
LWeHHbIMW. [TOMUMO APYrUX TPYAHOCTEN, 3TO OTHACTU CBA3aHO
CO C/IOXKHOCTbIO NMPOBEAEHMUST KIIMHUYECKUX MCCIefoBaHUN
n3-3a peaKkocTn 3aboneBaHns U Manaoro 4ymcna nauuMeHToB
B HabNtoAEHUSAX.

NMOHATUE HEAOCTATOYHOCTU NMUTAHUA

oA HepoCTaTOYHOCTBIO NUTaHWS MNOHUMAalOT Aucba-
NlaHC MeXay NOTPeBHOCTbIO B NUTaTENIbHbIX BelecTBax 1 Ux
NOCTYM/EHUEM, YTO HEraTUBHO BJSIUSET HaA POCT U pa3BuUTUE
pebeHKa [4]. [oHATUE HEefOoCTaTOYHOCTM MUTaHUSA MPULLNO
Ha CMEeHy paHee LUIMPOKO MCMOoNb3YyeMbIM TEPMUHAM «MUMO-
Tpodusa» n «6ENKOBO-3HEpPreTMyecKkas HeAoCTaTOYHOCTb»,
KaK Hanbosnee NoJIHO XapaKTEPUIYIOWUM HYTPUTUBHbBIN CTa-
Tyc. OHO oxBaTbiBaeT BCE 3TUONOrMYecKkne baKktopbl (BKIIO-
Yyaa HeaJeKBaTHoe MnoTpebfieHWe nuTaTellbHbIX BELLECTB,
HeJoCTaTO4YHOE UX YCBOEHUE U NMOBLILLEHHYIO NOTPEBHOCTD).

B oTM4ne oT HefOCTaTOMHOCTU MUTaHUS, NPUHATLIN paHee
TEPMUH «TUNOTPODHUS», O3HAYABLUNIA XPOHUYECKOE PacCTPOm-
CTBO MUTaHUA C AedUUMTOM MaccChbl Tefla MO OTHOLUEHWIO
K POCTY U/Unun Bo3pacTy pebeHKa, NPUMEHSSICH B OCHOBHOM
B OTHOLUEHWW [ileTen paHHero Bo3pacTta. [1pn 3TOM HEe y4uThI-
BaNOCb OLHO U3 Haubonee TAXKENbIX NPOABIEHUA HYTPUTUB-
HOWM HEAOCTaTOYHOCTU, KaK 3adepKa pocTa [5].

MpeanoxeHHbin B 1961 r. O6beanHEHHBIM KOMWUTETOM
3KCMEepTOB MO YCTAHOBMEHWUIO CTAHAAPTOB Ha MNULLEBbLIE MPO-
nyKtel ®AO/BO3 M WIMPOKO MCMNONb3YyEMbIA TEPMUH «Ben-
KOBO-3HepreTMyeckass HeAOCTaTOYHOCTb» O3Ha4yaeT «anu-
MEHTapHO-3aBUCUMOE COCTOSIHWE, Bbl3BaHHOE [OCTATOYHO
NPOAOCKUTENBbHBIM U/UIU MHTEHCUBHbBIM MPEUMYLLECTBEHHO
6GENKOBbIM U/WNN 3HEPTETUHECKMM FONI0AaHMEM, NPOSABASIO-
weecs aedMLMTOM Macchl Tena u/mamn pocta M KOMMAEKCHbIM
HapylweHMem romeocta3a opraHuamar. lloHaTMe «HepocTa-
TOYHOCTb NMUTaHWSA» B OTJIMYME OT TEPMUHA «BENIKOBO-3Hepre-
TUYeCKas HeAOCTaTOYHOCTb» YYUThIBAET TaKMe paKTopbl Hapy-
WEHUS MUTaHUS, Kak HeJOCTaTOYHOE YCBOEHWE MUTaTeNbHbIX
BELLECTB WM MOBbIWEHHbIE MOTPEBGHOCTU B HMUX Y GOMbHbIX
neTen, a Takke 4edUUNUT MUKPOHYTPUEHTOB [6].

HefocTaTo4YHOCTb NUTaHWA NOApPa3aenseTca Ha nepBuy-
HYI0 U BTOPUYHYIO U MOXKET BbITb OCTPOM WUNU XPOHUYECKOM,
KOTOpPbIE B CBOO 04epeab MMEIOT MO ABE CTEMEHU TAKECTU —
YMEpPEHHY0 U Taxenyto [6]. lNepBuYHas HeOOCTaTOYHOCTb
NUTaHUS BO3HUKaeT nNpu geduunTe NOTPEGNEHUS HYTPU-
€HTOB, B TO BpeMms KaK BTOPWYHas 06ycnoB/leHa pas/iny-
HbiIMW 3aboneBaHuamu. OcTpas HEAOCTATOYHOCTb MUTaHMUS
BblpaxaeTcs NpevMyLLeCTBEHHO NOTepeil macchl Tena v ee
nedbruMTOM NO CPpaBHEHMIO C AOKEHCTBYIOLLEN (B COOTBET-
CTBUU C POCTOM), A4J11 XPOHUYECKON POPMbI XapaKTePHbI KaK
fedunumnT Macchl Tena, Tak v CyLWeCcTBEHHAs 3aeprKKa pocTa.

OCHOBHbIE MPUYMHbI HEAOCTATOYHOCTM MUTAHUS B CTpa-
Hax C BbICOKMM YPOBHEM JOXOA0B M pa3BUBaIOLWMXCS UMEIOT
onpegeneHHble pasnuuna. Ecnn B cTpaHax co cnabopas-
BWUTOM 3KOHOMWKOM OCHOBHOW MNPUYMHOM HEOOCTaTOYHO-
CTU NUTaHUS ABNSIETCS HeaAeKBaTHOe MOTPebneHne MULLK,
TO B 9KOHOMMYECKM 6GNaromnonyyHblX, Kak npasBuio, Takoe
COCTOSIHWME MOXKET Pa3BUTLCA B pesynbraTe TAKeNblX, 4acTo
XPOHUYECKKX, 3aboneBaHui, NPUMBOAAWMX K MOBbIWEHUIO
NnoTPe6HOCTM B MULLEBLIX BELWLECTBAX WKW HaPYLLUEHWUIO YCBO-
EHUS HYTPUEHTOB, T.€. ABNSEeTCH BTOPUYHbIM [7, 8]. O6Llas
pacnpoCcTpaHeHHOCTb TaKoW HefoCTaTOYHOCTU MUTaAHUS B
CTpaHax C BbICOKMM YPOBHEM 3KOHOMMWYECKOrO pPa3BUTUS
HeBe/IMKa, HO MOCKO/IbKY €€ OCHOBHas MpuUYMHa — TSxKesble
3a6oneBaHus, TO OHa CYLWECTBEHHO BbIlWE CPean rocnutanu-
3MpOBaHHbIX B cTauuoHap aeten (o1 26 go 40% B CTpyKType
BCEX MPUYNH HEAOCTAaTOYHOCTM NuTaHus) [7, 8.

HepocTtaTtoyHoe nuTaHWe npeactaBaseT Co60M He TONbKO
6eNKoBO-KanopumHbIi AePULNT, HO U B BONbLUMHCTBE Chy4a-
€B — MWKPOHYTPUEHTHbIN, COMPOBOXKAAETCA MMNOBUTAMMU-
HO30M, HeaJeKBaTHbIM COCTABOM 3CCEHLMaNbHbIX MWKPO-
3/IEMEHTOB, OTBETCTBEHHbIX 3a peann3aunio UMMYHHbIX
QYHKUMI, ONTUManbHbIA POCT U pa3BuUTUE Mo3ra. B cBs3u ¢
3TUM IUTeNbHas HEAOCTaTOYHOCTb MUTAaHUS YacTo CoMpsiKe-
Ha C OTCTaBaHWEM B NCMXOMOTOPHOM Pa3BUTUM, 3aAEPKKON
peyeBbIX U KOTHUTUBHbIX HABbIKOB U GYHKLMWA, BbICOKOM NOA-
BEPKEHHOCTbIO MHOEKUMOHHBIM 3a60/1eBaHNAM BCleacTBUE
CHUXXEHMUS UMMYHMUTETA, YTO B CBOKO O4yepenb ycyrybnser
HYTPUTMBHYIO HEAOCTaTOYHOCTb Yy pebeHKa [9]. MMpu atom
yem Mnajgle pebeHoK, TeM 6bICTpee, HEe3aBUCUMO OT Mpu-
YMH, BOSHUKaET HEJOCTAaTOYHOCTb NMUTAHMS, YTO 06YCIOBAEHO
BbICOKOW CKOPOCTbIO pPOCTa M aKTUBHOCTbIO MeTabonuama
y AeTen, 06paTHO NPonopLMOHabHbIX €ro BO3pacTy.

METOAbl OLLEHKX HYTPUTUBHOIO CTATYCA

U AUATHOCTUKA HEAOCTATOYHOCTU NMUTAHUA

[N AMarHoCTUKM U OLLEHKM CTEMEHM HapyLUEHUS NUTaHKS
y A€TEN UCMONb3YIOT KIMHUYECKUE, NabopaTopHble U UHCTPY-
MeHTanbHble MeToAbl. KnuHMYecKaa oueHKa HyTPUTUBHO-
ro craTtyca BK/O4YaeT KIMHUYECKOoe 06CeaoBaHMe C y4eTOM
cneumdUyYecKMx CUMNTOMOB HYTPUTUBHOW HEAOCTATOYHOCTH
U TMNOBUTaMMHO30B, a TaKKe aHTPONOMETPUIO C UBMEPEHMU-
€M Macchl U J/IMHbI Tena, OKPYXKHOCTU rON0BbI, FTPYAN U Mne-



ya, TOJIWMHbI KOXHO-XMPOBbLIX CKNajoK. JlabopaTtopHas
(6uoxumu4ecKasn) oLeHKa HYTPUTUBHOrO cratyca yuu-
TbIBAET COAEP)KaHWe B CbIBOPOTKE KPOBM GENKOB, B TOM
4yncne KOPOTKOMKMBYLLMX, U OCHOBHbIX 3/IEKTPONUTOB. Kpome
TOro, HYTPUTUBHbIV CTaTyC MOXKET GbiTb OLLEHEH MPW NOMOLLM
pe3ynbTaToB OnpeaeseHns coctaBa Tena (6MonmmneaaHco-
MeTpusi, Bo3ayllHas 60aunneTuamorpadus), a TakKe nyTem
aHanusa GpaKTU4ecKoro nNUTaHus.

AHTponomeTpusa

MN3mepeHne CKopoCcTh pocTa U NpubaBKM Macchl Tena —
caMbli MPOCTOM Croco6 OLEHKM GUIMYECKOrOo Pa3BUTHS.
N3mepeHua pgeten ¢ BBO pomkHbI NpPoOBOAMTLCSH KaAable
3-6 mec, y MnafeHLEeB U AeTel paHHEro Bo3pacrta — exe-
MeCsi4HO, Npu HeobxoanmoctTn — yaue [10]. Y geten mnag-
e ABYX NIET M3MEPSIOT TaKKe OKPYXKHOCTb roNoBbl. Y AeTen
Cc aucTpoduyeckon dopmon BBI n TAKeNbIM Te4YeHUeM
3a6o0neBaHns U3-3a 6GONE3HEHHbIX CrnMbaTeNibHbIX KOHTPaK-
TYp CYyCTaBOB M OCTEOMNOPO3a M3MEPEHME POCTa MOXKET ObITb
3aTpyaAHEHO WM HEBO3MOXHO. B 3TOM cnyy4ae nonb3ytoTes
POCTOMEPOM AN1S JIEKAYETO MONMOXKEHUSA NN UBMEPSIOT ANU-
Hy Tena no yactam [11].

NS OLEHKM JaHHbIX aHTPOMOMETPUN B HaCTosLLEE Bpe-
Ms Haubonee Lenecoobpas3HO NPUMEHATb MoaeNnb Z-score.
Z-score — OUeHKa MHAMBMAYanbHbIX AJMHBbI U Macchl Tena
[eTen 3a cyeT pacyeTa CTaHAaPTHbIX OTKIOHEHUIN KN CUMM,
Ha KOTopble mccnegyembli noKasaTelb MacCbl UAW ASIUHbI
Tena oTM4aeTcs OT MeAnaHbl CTaHAapTHOM nonynsuuu. IT1a
BE/IMYMHA BbIHYUCNAETCSA MO YPAaBHEHUIO:

nokasaTtesib pebeHKa — MenaHa CTaHAapTHOM
nonynauuun (M) / ctaHOapTHOE OTK/IOHEHWE B CTaHA4apTHOM
nonynauuu (o),

B OCHOBY KOTOPOroO 3a/loXeHbl HOBble cTaHaapTbl BO3
(2006 r.) ong OLEHKM pocTa W pas3BUTUS [eTen B BO3pacTe
[0 5 net. MpeanoxeHHble cTaHAapTbl 6@a3npyoTcsa Ha pesysib-
TaTax MHOrOLEHTPOBOro MCCNeAoBaHUs aHTPONoOMeTpuye-
CKMX AaHHbIX AETEN, MPOXMBAIOLLMX B 6 CTpaHax NATH pa3HblX
KOHTUHEHTOB [12]. KpUtepuamun BKIIIOYEHUS AETEN B UCCne-
[0BaHWe 415 KOHCTPYMPOBaHWS CTaHAapTOB OblIO obecne-
YyeHne pebGeHKy TaKUX YCIIOBUIM (HOpMasbHbIM yxof, rpyaHoe
BCKapM/IMBaHWe, yaOBNETBOPUTENbHbIN CaHUTAPHO-TUTMEHU-
YECKMIM PEXUM, JOCTYNHas MeanLMHCKas NoMOLLb), KOTopble
obecrneyvBanu peanu3aunio reHeTUYECKMX BO3MOXHOCTEN
pocTa W pasBuTUS. ABTOPbl MCCEAOBaHUSA MOAYEPKHYMU,
4YTO aHTPOMOMETPUYECKME CTaHAapPTbl COOTBETCTBYIOT Mapa-
MeTpaM, KOTOopble O/MKHbI ObiTb (MK XenaTenbHbl) Y AeTeNn,
a He OTparkaloT cpeaHMe NoKa3aTenun peasibHoro pocTa U pas-
BUTUA OE€TeV B JaHHOe BpeMs B yKa3aHHbIX cTpaHax [13].
[ONONHUTENBHO K @HTPOMOMETPUYECKUM MHAEKCAM «Macca
Tena Ans Bo3pacTa», «pOCT (4 MHa Tena) AnA BoO3pacTa»
W «macca Tena gns pocrta (4auHbl Tena)» BO3 6bin pa3pabdo-
TaH HOBbIW CTaHAAPT — «MHAEKC Macchbl Tena Afia Bo3pacTanr.
Kpome Toro, npeanoxkeHbl cTaHAapTbl 419 paHHero Bo3pac-
Ta: OKPYXKHOCTb FOMIOBbI, Njleva, KOXHbIX CKNagoK B obnactu
TpexrnaBon MbllWUbl U MOA0NaToYHOM o6nacti. OnucaHHble
CTaHJapTbl Iern B OCHOBY KOMMblOTEPHOM nporpammbl WHO
ANTHRO. B panbHeNliemM Ha OCHOBaHWW CTaHAAPTOB pocTa
neten B Bo3pacTte 5—19 nert, paspaboTtaHHbix BO3 B 2007 1.,
6bina paspaboTaHa KomnbioTepHas nporpamma ANTHRO
Plus, ob6ecneymBatolias AOCTYNHOE U yao6HOE MCMOb30Ba-
HWE CTaHAApPTHbIX KPUBbIX POCTa ANs1 OUEHKU aHTpornome-
TPUYECKMX NapamMeTpoB JeTen Bcex Bo3pacToB [12]. Takum
06pa3om, CylecTBYIOLME MeEXAyHapoaHble cTaHaapTel BO3
no aHTPOMOMETPUYECKMM MOKa3aTeNsaM OXBaTblBalOT BCe
BO3pacTHble rpynnbl geten (0—19 ner) [14].

BuoxumuyecKkun aHanus

Bbuoxumunyeckne nokasartenu, No3Bonsowme CyauTb O
XapaKTepe nuTaHusa ¥ NoTpebieHuM MNULLEBLIX BELWEeCcTB
WAN 3HEPTUK, ABNAIOTCS OGUMOMapKepamMu HYTPUTUMBHOTO
ctatyca. JlabopaTopHble MeToAbl MO3BOAAOT BbIABNATb
AOKMHMYECKMEe GOPMbl HAPYLIEHUS MUTAHUS U HeAOCTaTou-
HOM 06ecrneyeHHOCTM opraHuMama HyTpueHTamu. OaHako,
cnepgyet OTMETUTb, YTO HOPMaNibHasi KOHLEHTpauusa pas-
JNINYHbIX BELLECTB B KPOBM MOMET COXPaHATbCA AarKe npu
3HaAYUTENbHOM 06EAHEeHUM WX OenOo B OpraHax M TKaHsX,
NnoO3TOMYy He BCerga COOTBETCTBYET AOCTAaTOYHOMY YPOBHIO
obecneyeHHOCTU. Tak, ypoBeHb 06Lero 6enka B CbIBOPOT-
Ke KpOBMW He BCerfga oTparkaeT ypoBeHb 06eCneYeHHOCTH,
NMOCKONIbKY YpOBEHb 0O6WMX OGENKOB MOXET OblTb Aarke
NMOBbILWEHHBLIM 3a cyeT 6eNKoB OCTpon Ga3bl BOCNaneHus
M MapKepoB 6enKkoBoro kKata6onuama. [lpy 06e3BOXKU-
BaHWKW YpOBEHb 006LLero 6enKa, MOYEBUHbI U KpeaTUHWHA
TaKkXe nosbllwaeTtca. CynTtaeTtcs, 4TO Hanmbonee TOYHbIMU
noKkasaTensaMm HyTPUTMBHOIO cTaTyca SABAAOTCA YPOBHM
B KPOBM anbbymuHa, npeanbbyMunHa, TpaHcheppuHa, Lepy-
nonna3MuHa U peTMHoNcBa3biBatowero 6enka. lMocnegHue
4 6enka MMelOT CaMbli KOPOTKMK nepuoa nosypacnaja
1 Hanbosnee TOYHO OTparkatoT Hannyme 6eNKOBON HefoCTa-
TOYHOCTU y pebeHKa [15].

AnbOYMUH CbIBOPOTKM CUHTE3MPYETCH B MEYEHU U ABAS-
eTCsl OOHWM U3 Hanbosee M3y4YeHHbIX 6eNKoB, Nepuog ero
NONYXKM3HU cocTaBnsieT okono 3 Heg [16]. KoHueHTpauusa
CbIBOPOTOYHOrO anbbyMWHa M3MEHSIETCS Npu BOCManeHuu,
NO3TOMY Ha €ro ypoBeHb MOXHO OpPWMEHTUPOBATbCH JMLUb
npu AONTOCPOYHOM HabngeHUN. N5 OLEHKM KPpaTKOCPOY-
HbIX WM3MEHEHWM HYTPUTUBHOrO cTaTyca npeanoYTUTeNb-
HO onpeaenaTtb npeanbOyMWH uan TpaHcheppuH. OaHako,
W Ha 3TW MapKepbl OKa3blBaloT BAUSHWE ApYrve HENULEBbIe
daKTopbl, TaKMe KaK MNeyeHOoYHas W MnoyeyHas HepocTa-
TOYHOCTb, FOPMOHbI, MHOEKUMM U BocnaneHue (tabn. 1).
[JOononHUTENbHLIM METOAOM OLEHKM 6eNKoBOro obmeHa
N HEenpsiMoM OLUEHKM MULLEBOro cTaTyca MOXeT ABAATbCSA
noKasaTeslb 3KCKPELMU MOYEBUHbI [17].

OueHKa cocTaBa Tena

AHTPONOMETPUYECKME AaHHble, B T.4Y. M TaKOW MOKa3a-
TeNb, KaK MHAEKC Macchbl TeNa (OTHOLWEeHWe Macchl Tena B Kr
K poCTy B M2), NO3BOASIOWM OLEHUTb COOTBETCTBHE MacChl
Tena Ans AaHHOro pocTa, HUYEro He rOBOPUT O COOTHOLEHWM
MaccCbl XXMPOBOW TKaHM 1M 6E3XKMPOBOM Macchl Tena. Noatomy
ans 6onee TOYHOW OLLEHKM HYTPUTMBHOIO cTaTyca U KOHTPO-
N5 3QDEKTUBHOCTU AMETONOMMYECKUX MEPOMPUATUIA, NMOMMU-
MO a@HTPOMOMETPUYECKMX MOKa3aTenen, BaXHO OLeHMBaTb
noKasaTenun coctaBa Tena. bonee To4HbIM cyMTaeTca MeTon
BO3yLHOM 6oamnneTuamorpadum [18, 19], KoTopbIM N03BO-
naeT onpefenstb 6e3KMPOoBYIO (TOLLYK) Maccy, XWPOBYIO
Maccy (B Kr) M OTHOCUTENIbHOE COAEPIKaHUE KMpa B TKaAHAX
y eTen v B3pocnbix. AN aTux Lenen y MnafeHues ¢ Maccon
Tefla MeHee 8 Kr ycrnewHo Ucnosb3yeTcs annapar ang 6oaum-
nnetmamorpadun [20]. Ina neten B Bo3pacTte ctaplue 5 net
Hanbonee WWUPOKO UCMNOSb3YeTCs GUOINEKTpUYecKas GMo-
MMNegaHCoOMEeTpUa MO CTaHAAPTHOW YETbIPEXINEKTPOAHOM
cxeMme, No3BoJAOLWAN onpeaensaTb cnegyloumMe napameTpbi:
MPOBYIO Maccy Tena, 6€3X1POoBYIO (TOLLLYHO) Maccy, MPOLLEHT-
HOEe COAEepXKaHWe K1pa, aKTUBHYIO KNETOYHYIO Maccy, yaenb-
HblM (HOPMWMPOBAHHbLIM Ha MaoWaAb MOBEPXHOCTU Tena),
OCHOBHOM 06MeH, obliee coaep)kaHue BOAbl B OpraHu3me,
06beEM BHEKNETOYHOW XKMAKOCTM U ap. [21-23]. Cnegyer,
OAHaKO, OTMETUTb, YTO MEeTOoa GUoNMNeaaHCOMETPUN UMEET
CYLLECTBEHHbIE OrpaHUYeHna NPUMEHEHMUS Y 6OJIbHbIX C ANC-
Tpoduyeckon BB n3-3a 4acToro nopaxeHmnss KOXun B 30Hax
CTaHAAPTHOIO HaNOMXEHUS 3NEKTPOIOB.
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Ta6nuua 1. CbiBOPOTOYHbIE GEMKM, UCMONb3YEMbIe 15 OLEHKW HYTPUTUBHOIO cTaTyca [9]

Mepuoa NnonyXmM3Hu
MNMokasarenb ®dakKTopbl, BAKSOLWME Ha NOKa3aTesb
B NJa3me KpoBM, CyT
BenkoBo-aHepreTMyecKkas HeAoCTaToO4HOCTb, MOPaXeHMe NeYeHu,
ANbGYMHH 15-20 P A P
6enoKTepsolas aHTeponatus
BenkoBo-3HepreTMyeckas HeAoCTaTOYHOCTb, 60NE3HM NEYEHU U NOYeEK,
Mpeanb6ymuH 8
60ne3Hn 06MeHa Xeneaa, BocnaneHune
BenkoBo-3HepreTMyeckas HeaoCTaTo4YHOCTb, FTIoMepyonaTus,
TpaHcheppuH 8 6enoKTepsaoLLas 3HTeponaTns, NopaxKeH1e nevyeHu, BocnanuTeNbHble
3a6oneBaHus, 4eduumnT Kenesa
TUPOKCHHCBSA3bIBAIOLLMI ’_3 BenkoBo-aHepreTMyecKkas HeoCTaTo4HOCTb, 601E3HU NeYeHHU,
npeanbbymuH rMnepTMpeos, BocnanuteNbHble 3a601eBaHUs
PeTnHonceasbiBatowWwmm 124 benkoBo-aHepreTnyecKkas HeJOCTaTOMHOCTb, AeDULNT BUTaMKHa A,
6€en0oK 60/1€3Hb NevyeHn, aednumnT UMHKa, BocnanuTenbHble 3a6oneBaHus

OueHKa ¢paKTU4eCKoro nNUTaHusa

OueHKa paKTMYecKoro nuTaHus vale BCero npoBOAUT-
CSl pacyeTHbIMM METOAAMM, B HacTosiLLEee BpeMsi — C NOMO-
b0 KOMMbIOTEPHbIX NporpaMMm. basda gaHHbIX A4Nns TaKux
nporpamMmMm CO34aeTcs Ha OCHOBE CBEAEHUN O XMMWYECKOM
cocTaBe NPOAYKTOB M 6/110[; B OTEYECTBEHHbIX MporpaMmmax
NS OLLEHKM PaKTUHECKOro MMTaHMsa ncnonb3ytotes Tabnuubl
XMMUYECKOrO COCTaBa W KalOPUMHOCTM POCCUMCKMX MPO-
LYKTOB nuTaHus [24]. MNony4yeHHble pe3ynbraTbl CpaBHUBA-
I0TCA C MEXAYHapOAHbIMWU WAW HaUMOHaNbHbIMK, B 4acT-
HOCTW POCCUMCKUMMW, HOPMaMK MOTPEBNEHU NUTATENbHbIX
BELLECTB WM 3HEpruuM [AOnas COOTBETCTBYHOLWLEro BoO3pacTa
[25]. MepBbiM 3TanoMm wuccneagoBaHUA MO OUEHKe daKTu-
4YeCKOro NMUTaHUA SIBNSIETCS aHKETMPOBAHME C 3aMO/IHEeHU-
eM 3—-5-AHEBHbIX OMPOCHbIX aHKET, CoAepKallmMx BOMNpPOCHI
no [AeTalbHOM XapaKTepUCTUKE (aKTMYECKOro MnuTaHus C
yyeTom ob6bema nopuuin. Ana obneryeHus 3anosHeHus
aHKeT MOoryT 6biTb MCMONb30BaHbl anbboMbl C M306paXKe-
HMEeM pPa3MYHbIX MOPLMM OCHOBHbIX MPOAYKTOB MUTaHWUSA
M rOTOBbIX 6/1t04. ANTOPUTM KOMMbIOTEPHOM OLEHKM COCTaBa
pauMoHa Ha NpUMepe KOMMNbIOTEPHOM Nporpammbl «OLeHKa
paKTMyecKoro nutaHMsa» Ha ocHoBe nporpammbl 1C npea-
cTaBneH Ha puc. 1. bnarogaps npoctoTe MCNosnb30BaHUA
N 3ODEKTUBHOCTU KOMMbIOTEPHbBIX PacyeToB GaKTU4ECKOro

NUTaHUS NporpamMMbl BCE LUMPE BHEAPSIOTCS B KIMHUYe-
CKYIO MPaKTUKY.

3HaunTenbHO pexxe npu céope MHbopMaumm O NUTaHKUm
npumeHsaeTcsa 6osee TPyAOEMKMM BECOBOW MeTod, npeano-
nararmouwmmn CTpOrnim KoIMYECTBEHHbIN yYeT Bcex notpebnse-
MbiX 3@ IEHb NPOAYKTOB M 61104 NyTEM UX B3BELIMBaAHUSA [26].

HepoctaTKoOM pacyeTHbIX METOAOB IBASIETCS TO, YTO MONY-
YaeMble CBeAeHMA UMEIOT yCPEeAHEHHbIN, OPUEHTUPOBOYHbIN
XapaKTep, YTO CBA3aHO CO 3HAYMTENbHbIMU U HE YYWUTbIBA-
€MblMWM B CMpaBOYHbIX Tabnuuax KonebaHuaMU MCTUHHO-
ro COAEep)aHus BUTAaMMHOB W MWHEpPASbHbIX 3M1EMEHTOB
B OAHWX M TEX e MPOAYKTaX NMUTaHUS B 3aBMCUMOCTH OT UX
copTa, KIMMaTU4YEeCKUX U reorpadpuyecKmnx ycioBuim nNpouc-
XOXOEHWs, ce30Ha roga, TeXHONOrMyeckux ocobeHHocTen
npomn3BOACTBa U NepepaboTKn, yCI0BUIN U CPOKOB XpPaHEHUS
M MHOIMX Apyrux GaKkTopoBs [27]. 3TUX HEAOCTATKOB JINLLEHDI
npsiMble aHanWTUYeCKMe MeToAbl onpefeneHns cocTaBa
pauunoHa. Npu aHanUTU4EeCKOM MeToe BeCb paLuoH obcene-
ayemoro ayénuvpyetcs B BUAE «ABOWMHOM» MOpLMK, KOTOpas
NoTOM MOABEPraeTcs XMMUYECKOMY aHanunay. [laHHbIn MeToa
no3BonsieT 6o/siee TOYHO OMNpeaenuTb COAEep)KaHwe Bcex
KOMMOHEHTOB B MNOTPe6iSeMOM pauuoHe, OAHaKO W3-3a
[IOPOrOBU3HbI M TPYAOEMKOCTU UCMOMb3YETCS TO/IbKO B Hayy-
HbIX Lensax [26].

Puc. 1. AnroputM KOMMNbIOTEPHON OLEHKM XMMUYECKOro cocTaBa paLnoHa U COOTBETCTBMUS ero NoTpebHOCTSIM opraHM3ma (aBTop pUcyHKa —

C.I. MakapoBa)

AHKETHO-0MNPOCHbIN MeTOA c60pa UHPOPMaLUKU MO haKTUHECKOMY
NUTaHMIO (C UICNONb30BaHMEM a/ib6OMOB MOPLUIN)

BoapacT, non, poct, Mmacca Tena pebeHka
[aHHble No $pU3M4YEeCKoM aKTUBHOCTH

!

|

’ BHeceHWe AaHHbIX B KOMMbIOTEPHYIO Nporpammy ‘

KomMnbloTepHblit aHanus

Tabnu1Lbl XMMUYECKOro COCTaBa M KalopuMHOCTU ‘

4{
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Hopmbl noTpe6HOCTH feTel B NULLEBLIX BELLECTBAX U 3HEPTUK B 3aBUCUMOCTH OT BO3pacTa 1 nona ‘

JHEProemMKOCTb U XUMUYECKUIA

COCTaB pauluoHa

YyeT GM3MYEeCcKon aKTUBHOCTHM C UCMONb30BaHUEM
K0adPULMEHTOB PU3NYECKON aKTUBHOCTH

3aKno4yeHne 0 COOTBETCTBUM paLMoHa NOTPEBHOCTAM B 3HEPTUMU, OCHOBHbBIX HyTPUEHTaX,
BUTaMWUHaX, MUHEPalibHbIX BELWECTBax




Ta6nuua 2. InarHoctMyeckoe 3Ha4yeHne Z-score aHTPONOMETPUHECKNUX NOKa3aTenemn

Kputepuin Z-score JAunarHocTuyeckoe sHa4eHue

WAZ <-2 OTparkaeT ocTpoe HeaoeaaHWe ¢ 3aAepPXKoM NpubaBKK Macchl Tena
>+1 CBuaeTenbeTByeT 06 M3GLITOYHON Macce UNn OXKUPEHUK

HAZ <2 XapaKTepu3yeT HU3KOPOCOCTb, MOXKET CBUAETENIbCTBOBATL O XPOHUYECKOM

6€eIKOBO-3HEPTETUHECKOM HEAOCTATOYHOCTH

<-2 HepoctaTto4yHOCTb NUTaHMA

BAZ >+1 MN36bIToYHan macca Tena
> +2 OxumpeHune

MpumevaHne. WAZ (ot Weight-for-Age Z-score) — macca Tena/Bo3pact, HAZ (ot Height-for-Age Z-score) — pocT/B0o3pacr,

BAZ (ot BMI-for-Age Z-score) — MHAEKC Macchl Tena,/Bo3pacT.

KPUTEPUU HEQOCTATOYHOCTHU NMUTAHUA

[unarHoctMyeckoe 3HayeHue Z-score aHTpornomeTpuye-
CKMX MOKazaTeNnen Kak KpuTepust He4oCTaTO4HOCTU NUTaHKUS
npeactaBfeHo B Tabn. 2.

Knaccuodukauusa BO3 npegnonaraer Hanmune yMepeHHom
(Z-score macca/pocT > -3/< -2) U Tsxenow (Z-score mac-
ca/pocT < -3) CTeNeHW HeAoCTaTOYHOCTM nuTaHusa [8, 28].
BmecTe ¢ Tem cunTaeTcs, 4To AN KIMHUYECKOW MPaKTUKK cre-
AYeT BblAeNsaTb NErkyto cTeneHb HegoCTaTOYHOCTU MUTaHWMS,
WKW TPYNNy pUCKa No HELOCTATOYHOCTM NUTaHUS, KOraa noka-
3aTefb Z-score HaxoauTes B npedenax > -2/< -1 [9]. Jlerkas
6€eKOBO-3HepreTyecKas HeJoCTaTOMHOCTL NpeacTaBneHa B
MKB-10 noa kogom E44.1. OpraHn3auuns HyTPUTUBHOW MOA-
OEPXKKM JETAM C IErKOM CTENEeHbio HeJOCTaTOYHOCTH NUTaHUS
NO3BONSET NPELOTBPATUTL 60Nee TAKENbIE HapyLEHHUS.

OCOBEHHOCTHU HYTPUTUBHOIO CTATYCA [AETEM
C BPOXAEHHBIM BYJ/JIE3BHBIM 3NUAEPMOJ/IU3OM
MpUYMHBbI HEAOCTATOYHOCTU NUTaHKUA y aeTen ¢ BB nmetot

KaK 3H[OreHHbIM, TaK U 9K30MEeHHbIN XapaKTep W, Mo CyTW, BKIIO-

YaloT B ce651 BCe BO3MOXKHble NaTOreHETUYECKME MeXaHU3Mbl

GopmMMpoBaHUS HeOCTAaTOMHOCTM NuTaHKua [10, 29, 30]:

1) 39K30reHHblh GaKkTop — HeaocTaTo4yHoe MNOCTynneHne
nULLEBLIX BeWecTB. Y 60/bHbIX ¢ BB3 310 MOXeET 6biTb
CBSI3aHO CO CHW)KEHWEM anneTuTa, a TakkKe C OTKa3om
pebeHKa OT NULIM U3-3a 3aTpPyaHEHUN C ee MpPUeMOM
(60M1€3HEHHOCTb MPU KEBAHUU U TNOTAaHUK, 3aTPyAHEHME
rnoTtanus) [31, 32];

2) nopaxeHue 3y60B, KOTOpble OrpaHW4MBaloT npouecc
OTKYCblBaHWUS M pa3eBblBaHWA W [JenalT BO3MOXKHbIM
ynotpebsieHne NpPoayKTOB TONbKO XWOKOW KOHCUCTEHLIMK
[33-35];

3) OCNOXHEHUS CO CTOPOHbI BEPXHUX OTAENOB MULLEBapPHU-
TENbHOro TpaKTa MOMOCTU pTa, MOTKK, NULEBOLa orpa-
HUYMBAIOT MPUEM MNULM WM HapyllaloT nepeBapuBaHue
nuTaTeNbHbIX BELLECTB;

4) nospexaeHue cnuanctorn o6onodkn KT u HapylweHue
MOTOPUKHK, XapaKTepHble Ans 60nbHbIX ¢ BB3, npuBoaat
K HapyLweHnto abcopbummn U PETEHLMN NULLEBLIX BELLECTB;

5) Kanosble 3aBafibl, XPOHUYECKMIM 3anop U 60Ne3HeHHas
gedeKauma oYeHb LIMPOKO pacnpocTpaHeHbl cpeau
60/1bHbIX ¢ BB 1 YacTo BbI3bIBAKOT anaTuio U BTOPUYHYIO
aHOPEKCHIO;

6) NOBbIWEHHbIE MOTPEOHOCTU B HYTPUEHTAX M IHEPrUu y
3TUX BONbHbIX CBA3aHbI C NOTEPEN BenKka n MUHepPanbHbIX
BEWeCTB C OTTOprallmMmMcs 3nNMaepMUCOM U 3aBUCAT
OT NNIOLLAAN NOPAMKEHUS KOXKM;

7) ycuneHHbIM KaTabonnam Ha GoHe XPOHMYECKOro Bocnane-
HWS, OTKPbITbIE PaHbl C COMYTCTBYIOLWMMM MM NOTEPEN KPO-
BM M CEPO3HON XMAKOCTK, NoTepen Tenna u MHGeKUnamm
yBENUYMBALIOT NOTPEGHOCTN OpPraHM3Ma B HYyTPUEHTAX.

HapylweHne HYTpUTMBHOro craTyca Habnogaercs npe-
UMYLLECTBEHHO NPU reHepanu3oBaHHbIX Gopmax peLieccus-
HOro Auctpoduyeckoro u norpaHuyHoro BB3. CyutaeTcs,
4YTO OHO MPSIMO MponopLMoHanbHO Taxectn BB [30, 33].
[opaxeHne MHOXecTBa OpraHoB U cuctem npu BB nps-
MO U KOCBEHHO BIUSET Ha GU3UYECKOE U IMOLIMOHANbHOE
COCTOSIHME NaLMeHTOB. B peakux cnydasx, ecium nopaxeHuwe
OrpaHNYeHO OAHUMMU HOraMu WM BbIHYXKAAET G0/bHbIX BECTU
NPEeUMyLLECTBEHHO CUAAYUN 06pa3 XU3HU, TO HE3ABUCUMO
oT TMna BB3, oHKU moryT HabpaTb nnwHui Bec [30].

Mpu auctpoduyeckon dopme BB onucaHbl XpoHWYe-
CKMe BocnanutenbHble 3abofeBaHna KuleYHUKa [36, 37],
a TUCTONOTMYECKOE WCCNefoBaHWe CU3UCTOM 060SI0YKMU
KT BbiIiBNS€eT BOCManuTeNbHble WU3MEHEHWUS, KOTOpble
MOryT 6bITb CBA3aHbl C AePeKTamMM aare3nn KIeToK, BO3MOXK-
HO, BbI3bIBAOWNMU U3MEHEHNE NMPOHULIGEMOCTU CN3UCTON
060/104KH [38].

MopaeHne anuTenus MoXeT 6blTb OrpaHUYeHO MHOro-
CNOMHbIM MIOCKMM 3MWTeNMeM, T.e. MULEBOAOM W 3adHe-
NPOXoAHbIM KaHanoM [37], HO MOXET ObiTb NOBPEXAEH U
UMAMHAPUYECKUI 3NUTENUI, BbICTUNAOWMI CpeaHui oTaen
nuiLeBapuTeNbHOro Tpakta [36]. NoBpexaeHne KULeYyHoro
3NUTENNS MPUBOAMT K HapPYLIEHWUIO BCACbIBaHUS aMWHOKMUC-
NOT W Apyrux nuTaTenbHbix BelecTts [39].

Cnepyet OTMETUTb, 4TO AN AeTer C AUCTPOdUYEeCKOM
dopmorn BB nommmo HepgocTtaToyHOro Habopa Macchl Tena
XapaKTepHoO W OTCTaBaHWe B POCTe, MaToreHe3 KOTOopo-
ro TOYHO He YCTaHOBJ/IEH, HO MpejnonaraeTcs, YTO UMeloT
3Ha4YeHMe XPOHMYECKOE BOCNaNeHne U NnpoBocnanuTesbHble
LUMTOKMHBI. ECTb AaHHble, YTO 3afepyKKa pa3BUTUA Yy AeTen
C peueccMBHbIM AUCTpoduryeckuM BB3 HaunHaeTcs BO BHy-
TPUYTPOOHOM MEPUOAE, U YKE MPU POXKAEHUM OHW UMELOT
MEHbLLYIO NIMHY TeNa, 4eM 340POBble HOBOPOXAEHHbIe [40].

[ns KOMMNEeKCHOW OUeHKM GaKTopOoB, Hapylualowmx
nuTanne npu BB, paspabotaHa wkana THINC (Tool to
Help Identify Nutritional Compromise) [41], KoTopas nomora-
€T OLLEHUTb HYTPUTUBHBIN cTaTyc pebeHka ¢ BB3 u ero ume-
loLeecs UK NoTeHunansHoe HapylleHne. OLEeHKy Mo WKarne,
COrMacHoO pexkoMeHaauusaM, MPOBOAUT Bpay-AMETONOr WM
WHOMN MEeAMLUMHCKUI pabOoTHMK, Habnogalowmnn 3a pebex-
KOM, COBMECTHO C ApyrMMu cneuunanuctamu. lpu atom
OLIEHMBAIOTCA TPU OCHOBHbIE TPYNMbl KPUTEPUEB COCTOSIHUSA
pebeHKa: pe3ynbTaTbl aHTPOMOMETPUU, NMPU3HAKKM Hapylue-
HWW CO CTOPOHbI OpPraHoB MULIEBAPEHUA U AepMaToNoru-
Yyeckue cumntombl. MakcumanbHas cymma — 100 6annoB:
yeM OHa Bbllle, TeM 6ofblle BEPOATHOCTb HapyleHus
HYTPUTMBHOIO cTaTyca. Pa3dpaboTaHbl OTAe/bHbIE WKabl AN
[eTen pa3Horo Bo3pacTta. Tak, WKana Ansa fetein B Bo3pacTe
10 18 mec y4yuTbiIBaeT Maccy v AAUHY Tena npu poXaeHuu;
OVWHaMUKY 3TUX NoKa3aTenen 3a nocnegHue 2—4 Mec; xapak-
Tep BCKapMAMBaHUA U MPUMEHEHNE NeYeOHbIX MPOAYKTOB;
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Hanuyne npobnem ¢ rnotTaHneM M/Mnn OoTKas OT rPyaHOro
KOPMJIEHUS; MCMONb30BaHNE 30HAOBOrO MWUTAHWUSA; Hanu-
yue ractpoasodareancHoro pedrioKca; xapaktep cTyna U
nNpUMEHeHne cnabuTenbHblX; NaowaAb MNOBPEXAEHHbIX U
MHOUUMPOBAHHbIX y4acTKoB Koxu [41]. WKana gna pgetewn
B BO3pacTe cTaplue 18 mMec y4nTbiBAET Creayloline nokasa-
Tenu: peaynbraTbl aHTPONMOMETPUN (OTKNOHEHUS, BblpaXeH-
Hble B CyMME€ LEHTWIbHbIX KOPMAOPOB; AMHAMMKa MaccChbl
Tena 3a nocnegHue 6 mec); npupactaHue A3blka; gucdaruns
W aHTMpedIOKCHas Tepanus; XxapaKtep cTyna v NpUMeHeHne
CNnabuTeNbHbIX; HaMYMe ANMMUHALMOHHON ANETHI; Hanuyine
racTpOCTOMbI; MOWaab NOBPEKAEHHbIX U MHOULIMPOBAHHbIX
y4acTKoB KOXu [41]. CnegyeTr oTMETUTb, YTO MHOrodakTop-
HblA NaToreHe3 HeAOCTaTOYHOCTM NUTAHUS NPU AUCTPOdU-
yeckon BB3J 0CNOXHSAET opraHuM3auuio HYTPUTMBHOM Noa-
OEPXKM B60MIbHBIX, @ TaKXKe CHUXKaeT ee aPPEeKTUBHOCTDb. TaK,
NMoKa3aHo, YTO OTK/IOHEHUS OT HOPMbI B O6LLEM U BGUOXUMMU-
4YEeCKOM aHann3e KpPoBM OTMEYAtOTCS He TOMIbKO Y NaLMeHTOB,
He noayyatoumx ne4ebHoro nutaHusa [29, 42], HO U y Tex,
KOTOpble MOMy4aloT NUTaTeNbHble CMECU BHYTPb MW Yepes
ractpoctomy [43]. Bce aTo elle pa3 NoOAYEPKUBAET CNOXK-
HOCTb OpraHu3auuMn ageKBaTHOW HYTPUTUBHOMW MOOAEPIKKM
3TON KaTteropuum 60/bHbIX.

POJ1Ib HEAOCTATOYHOCTU MUTAHUA KAK ®AKTOPA,

YTAXENAIOLWENO TEYEHUE BOJIE3HU

Mpu HegoCTaTO4YHOCTM NUTAHMSA MOCTENEHHO HapyLlaoTCs
BCe BUAbl 06MeHa BellecTB. Ha nepBbIx aTanax uctollatoTcs
[eno rMKoreHa MW Xupa, 3atem, ecnn aeduumt nuweBbIX
BELLECTB He 6bl1 CKOPPEKTUPOBAH, MPOUCXOAUT pacnag 6en-
Ka, NPENMYLLECTBEHHO B MblLLEYHOW TKaHW, COOTBETCTBEHHO,
YMEHbLATCA KOHUEHTpauuu anbbymuHa u obuiero 6en-
Ka. HapyweHns metabonmama 6efika CTaHOBATCS NPUYMHOM
CHUXEHUS UMMYHMTETa B CBA3UM C M3MEHEHWEM CuHTe3a
MMMYHOITI06YNIMHOB, aKTUMBHOCTM (EepMEHTOB, CeKpeuuu
WMHCYIMHA W MHCYNMHOMOAO6HOro daKtopa pocTa, a TaKxKe
M3MEHEHUS CUHTE3a dMbpUHOreHa U GaKTopoB CBEPTbIBA-
HUA KposMu [9].

HyTPUTUBHYIO LIEHHOCTb 6enKa onpenenser ero aMmHo-
KWUCNOTHbIN COCTaB, B YaCTHOCTM Hanu4Me B HEM HE3aMeHM!-
MbIX @MUHOKMCIOT, KOTOPbIE OPraHM3M YenoBeKa He MOXKET
CUMHTE3MPOBATb CaM, a AO/MKEH nony4vatb ¢ nuuen. K Hesa-
MEHUMbIM OTHOCHAT TPUNTOPAH, IN3UH, TIENLMUH, U30NENLMH,
Ba/IMH, TPEOHWH, METUMOHWMH W deHunanaHuH. LnctenH wm
TMPO3WH OrpPaHUYEHHO, HO NPU HEOBXOAMMOCTU MOTYT CWH-
Te3MPoBaTbCA B OPraHn3mMe, No3TOMy MX Ha3blBalOT NoNy3a-
MeHUMbIMM (aHr. semi-essential) [44, 45]. MHoraa K He3a-
MEHUMbIM aMWHOKMUCNOTaM OTHOCHAT W TUCTUAMH. TaKuM
o6pa3oM, NoTpebHOCTb B 6efike onpeaensercsa notpebHo-
CTblO B HE3aMEHMMbIX aMUHOKUCOTaX.

Y710 KacaeTtcs ApyrMX aMUHOKWUCAOT (anaHuH, apruHuH,
acnaparuH, acnaparvMHoBasi KMC/AOTa, FMyTamMWH, FyTamu-
HOBas KMUCNOTa, MIULMH, MPOJIMH U CEPUH), TO OHWU MOTYT
CMHTE3NPOBATbCS, B TOM 4YuCne B OpraHn3Me 4enoBeKa,
NMo3TOMYy CYMTalOTCH 3aMeHMMbIMU. [amMa-aMuHOMacnsHas
kncnota (FAMK) 1 anokcndpeHunananuH (AOPA) He BxoasT B
cocTaB 6€/IKOB, HO BbIMOHAOT B OpraHM3Me BaKHble PyHK-
LMK — ABASIOTCH KOMMNOHEHTAMW HEPBHOM TKAHW U y4acTBy-
0T B Nepegaye HepBHbIX UMNYNbCOB [44].

Kpome Toro, 4T0 aMMHOKMUCAOTbI aKTMBHO MCMO/b3YHOTCA
4NS CMHTEe3a KpalHe Heo6XOAMMbIX TPAHCMOPTHbLIX, UMMYH-
HbIX, OCTPOda3HbIX U HEKOTOPbIX APYrMX GENKOB, OHWU TaKKe
pPacxoaylTCs Ha 3HepreTMyeckue Hyxabl. HepgoctatoyHoe
nocTyrnJieHne 6enKka NpUBOAUT K YCUIEHUIO COOCTBEHHOrO
pacnaja v MOBbIWEHWIO PeyTUIM3aLUnn aMUHOKKUCNOT. Mpu
TSXKENON HEeOCTAaTOYHOCTU NMUTAHMS NPOLLECC PeYTUAN3aLUn
aMUHOKKUCNOT 3amepnseTcs [9, 271].

BbipaxeHHbI gednumT 6enKka npu ygoBneTBopUTe/IbHOM
NoCTyn/aeHUN YrNeBOLOB MPMBOAMUT K OTEKaM M COMpPOBO-
OaeTcs MNpPaKTMYECKWM MOMHbIM MNpeKpalleHem pacnajga
6efka, 4TO B COBOKYMHOCTM CO CHUXEHWEM aKTMBHOCTU
peyTunn3aummn ammMHOKMCIOT NPUBOANT K PE3KOMY NafeHuIo
MX KOHLUEHTPALMM M HapyWEHUIO CUHTEe3MpytoWwen GyHKuun
neyeHn. Bo3HMKaKOWMMN NPU 3TOM OKWUCAUTENbHbLIN CTpecc
NPUBOAUT K paspyLUEHUIO LENOCTHOCTU KNEeTOK [46].

PacwenneHne »npos aBnseTcs Hanbonee aPpOEKTUBHbLIM
Cnoco6oM 3HeproobecneyeHnss opraHusma, a npu Hepo-
CTaTOYHOCTU NMUTAHUS NPENMYLLECTBEHHO YINEBOAHbLIN 3HEP-
reTM4eckum obmeH MeHseTcs Ha NUnuAaHbii. [oBblwaeTcs
FTMAPONN3 KUPOB, @ HEeICTEPUDULMPOBAHHLIE KUPHbIE
KUCNOTbl MCMONb3YKTCH B KayecTBE WMCTOYHMKA IHEpPruu.
YBennmymBaeTcs GUOCUHTES KMUPHbIX KUCNOT U3 XONECTEPHHA,
HeoBXoAMMbIX AN NoAAepKaHWa PYHKUMKU nuleBapuTenb-
HOW CUCTEMbI, M TNIOKOKOPTUKOCTEPOUAOB, PErYINPYIOLLMX
npoueccol agantauuun. Taxkenas cTeneHb HefoCTaTOYHOCTH
nuTaHns oO6YCNOBAMBAET OpPraHM3My MNEpPexof Ha PEeXUM
MaKCcuUManbHOW 3KOHOMWKU 3HEepPrun. B pesynbrate npouecc
pacnaja XMpoB 3aMeaNseTcs, CHUKAETCs YCBOEHME HeacTe-
PUPULMPOBAHHBIX UPHbIX KWCAOT, NajaeT KOHLEeHTpauus
dochdonmnuaoB M HeacTepUPULMPOBAHHOIO XOSIECTEPUHA
B KPOBM, YTO MPWMBOAMUT K CTPYKTYPHbIM WU PYHKLMOHaNb-
HbIM M3MEHEHUSAM KNETOYHbIX MeM6paH, YMEHbLUEHMIO
KOHLEHTPaLMKN MMIOKOKOPTUKOCTEPOUAOB U XMPHbIX KUCIOT
[46, 47]. U3MeHeHus, npoucxoaswme B MeMbpaHax KneTok
B COBOKYMHOCTM C MOCTEMEHHOM AEeKOMMEeHcauuen aHTU-
OKCMIAHTHOM CUCTEMbI U CHUXKEHWEM NMMonpoTena-nmnas-
HOW a@KTMBHOCTM, yXyAllaloT acCUMUASALMIO TPUMIULEPUAOB
B TKaHSX, YTO MPMBOAMUT K NEpPerpysKke nevyeHn Tpuranuepu-
OamMu 1 HapylwaeT ee yHKLUMOHUPOBaAHUE. MMEHHO NO3TOMY
nevyeHne 60MbHbIX C TAXKENOW HeAOCTaTOYHOCTbIO MUTaHMUS
Ha NMepBOM 3Tane npeaycMaTpuBaeT CTPOroe orpaHuyeHue
COAEeprKaHUE XMpa B palMoHax, a Npu napeHTepasbHOM
NUTaHMU — UCMNONb30BAHME KMUPOBbLIX AMYSIbCU [9].

HepgoctaTtoyHoe nNUTaHME M pa3BMBAIOLWMNCS MPU 3TOM
CTpecc NPUBOASAT K PE3KOMY MOBbLILIEHUIO BbIPaBOTKKU KOP-
TM30Ma, 4YTO B YC/NOBWSAX CHUMEHHOIO CHUHTE3a WHCyNUHa
YBEIMYMBAET COOTHOLLIEHUE KOPTMU30//UHCYIMH. 3TO cno-
COBCTBYET YCUIEHUIO MpoLEeccoB KaTabonuama. B ycnoBusx
KaTabosM4YecKon HanpaB/eHHOCTM OOMEHHbIX MPOLECccoB
rMIOKO3a HanpaBAsSeTcs NPENMYLLECTBEHHO K MO3rY, YTO Npu-
BOAMT K HapYLIEHWIO MHCYIMHO3aBMCUMOrO pocTa TKaHewn,
CHUXXEHMIO Macchl Tena 1 3aMensieEHNIo IMHENHOro pocTa [9].

MoCKONbKY BWTAaMWHbI SBASIIOTCA Y4YaCTHUKaAMK BCeX
MeTab0/IMYECKMX MPOLLECCOB B OpraHuM3me, OonTUManbHoe
obecneyeHne AETCKOro opraHM3ama BUTaMMHaMK ABASETCS
Heo6X0AMMbIM YCMIOBMEM €ro MOMHOLLEHHOMO0 Pa3BUTUS U
310poBbs. HegoctatoyHoe NocTynneHne B OpraHu3m BuTa-
MWHOB 3anycKaeT LeNbli Kackag MeTabOo/IMYeCKUX OTKIO-
HEHWIN, KOTOpble MOCTENEHHO NPUBOAAT K GYHKLMOHANbHBIM
HapylweHuaMm, a 3ateM K MOpPGdONOrMYECKUM M3MEHEHUSIM
B OpraHax v TKaHsx [48-50].

MN3MeHeHns Npu HeJOCTAaTOYHOCTU MUTAHUS HE MOIYT He
KOCHYTbCS MULLEBAPUTENIbHON cUCTEMbI. ednunT HyTpUEeH-
TOB CMoco6CTBYET aTPOOUN CU3UCTON 0O0OYKU KULLIEYHMU-
Ka, YTO NPUBOAMUT K CHUKEHMIO PEPMEHTATUBHOM aKTUBHOCTH
N BblpabOTKE CONSHOM KWUCNOTbI, 3aTPyAHEHUIO NpOLLeccoB
nepeBapuBaHus 1 BcacbiBaHUs. CTpagatoT 6apbepHas GyHK-
LMS KMLLIEYHUKA U MECTHbIM UMMYHUTET [9, 27].

B cOOTBETCTBUM C BbllLIECKa3aHHbIM, NPU TAXKeNbIX Gop-
Max BB3J 3amblKaeTcs «MOpPOYHbIA Kpyr», KOrga uMetoLlmMecs
NposiBNeHUs 3a60NeBaHUS NPUBOASAT K HapYLUEHWUIO HYTpPU-
TMBHOIO cTaTyca, Y4TO YTSXKENseT Te4yeHue npolecca v cno-
COOGCTBYET YCWUNIEHUIO KIMHUYECKUX MPOSBAEHUNA CamMOro
3aboneBaHus (puc. 2).



Puc. 2. HegoctaTo4HOCTb MUTaHUS Kak GaKTop, MPUBOASALLMIA K YTAXKENEHUIO TEYEHNUS BPOXAEHHOIO By1Ne3HOro annaepmonusa
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MpumevaHne. KT — enyao4yHO-KULLIEYHbIN TPaKT.

COBPEMEHHbLIE NOAXO0Abl K KOPPEKLIUX

HYTPUTUBHOI'O CTATYCA BOJIbHbIX

C BPOXAEHHBIM BYJ/UVIE3BHbIM 3NUAEPMOJ/IU3OM

ALEeKBaTHbIM CYUTAETCA NUTaHuWe, MONHOCTbIO obecne-
yuBalolee NoTPeGHOCTU OpraHM3Ma He TO/bKO B 3SHEepruu
M BCEX OCHOBHbIX MULLEBLIX BellecTBax (6enKax, yrnesoaax,
Mpax, MULLEBbIX BOJIOKHAX), HO U 06513aTefIbHO B BUTAMUHaX,
MUHEpPaNbHbIX COMSIX, MMKPO3/IEMEHTAX WM APYrMX GMONOrM-
YECKM aKTMBHbIX KOMMOHEHTax nuumn. Kak BMAHO U3 Bbllle-
CKa3aHHOro, opraHM3aumns aJeKBaTHOro paLMoHa SBASeTCs
BaXKHOWM COCTaBASAOLLEN KOMIIEKCHON Tepanuu aeten ¢ BB3.

3agavyamu neyebHoro nutaHus aeten ¢ Bb3 angtorea [10]:
° CcBeAeHWE K MUHUMYMY feduLmTa NUTaTe/bHbIX BELLECTB;
* ocnabneHue cTpecca Npyv KOPMAEHUHU:

° nojaepKaHne HOpManbHOro CoAepPIKaHus Kupa B opra-

HU3ME;

° HOpManu3auusa pocTa;

* o6ecneyeHne No0BOro CO3PEBAHUS;
° HOpManM3aums GYHKLMK KULLEYHUKA;
° HOpManaM3aLna MMMYHHOrO CTaTyca;
®  YCKOPEHWE 3aXKMBNEHUS paH.

OpfHako, y geten ¢ BB3O oueHKka notpebHocTen B nuta-
TeNbHbIX BEWEeCcTBax 3aTpyAHEHa B CBA3M CO Cleaylownmu
daKTopamm:
® MOSIMOPraHHbIM, BOCNANUTENbHbLIM XapaKTepom 3abone-

BaHWS U NOABEPIKEHHOCTBIO UHDEKLIMAM;
®  WU3MEHEHUSAMM NOTPEOHOCTEN NauueHTa ¢ TeHeHNEM Bpe-

MEHMU, OTPaKatoLLMX BO3PACT, TAKECTb NMOPAKEHNS KOXKMH,

Hanuine MHobEKUMK, NoTpebHOCTb B HaBEPCTbIBaHMMU

pocta M T.4.;
® TPYAHOCTbIO B ONpPeAeNeHunm enaemom npubaBKku Macehbl

Tena, Korga n3-3a XPOHWYECKOro BOCMANEHUs, KOHTPaK-

Typ CyCTaBOB M OCTeOonopo3a HapyLweH poct [10, 38].

Momumo 3Toro, y psiga 60/bHbIX, KaK ye 0TMevanoch,
M3-3a BblPaXXEHHbIX KOHTPAKTYp MOXET ObiTb 3aTpydHEHa
[aKe oLeHKa pocTa.

B HacTtoslee Bpems gueTtotepanunsa naumeHtoB ¢ BbB3
6asunpyeTca Ha NpUHUMNax, pas3paboTaHHbIX A8 60NbHbIX
C MPONEXHAMU U Tepmuyecknumu oxoramu [10]. MNMpu BBJ,
KaK M Mpu Oxorax, noTpebHOCTM B MUTaTeNbHbIX Belle-
CTBax MPOMNOPLMOHabHbI TAXECTH noBpexaeHun [10, 51].
OAaHaKo, NpU3HaeTCs, YTO 3HAYUTENBHO MOBbLILWEHHbIE KOMK-
4yecTBa HEKOTOPbIX NMUTATENbHbIX BELWECTB, PEKOMEHAYEMbIE
NpW 0XKorax, He MOryT UCMONb30BaTbCHA AUTENLHO MPU XPO-
HUYECKOM TeyeHuun 3aboneBanus [10].

OueHKa NoTpeGHOCTU B NUTaTe/IbHbIX BelecTBax

Kak y»ke oTmedanocs, AeTu, cTpagatolme B3, umetot oco-
6ble HYTPUTUBHbIE NOTPEGHOCTU B CBA3M C LIENBIM KOMMIEKCOM
$aKTopoB, B TOM 4YKUCNE U3-3a NMOTEPU MUTATENbHbLIX BELLECTB
C OTCNnavBaloWMMCS 3MUTENMEM U NMOBLIWEHHLIMKU 3aTpaTaMu
B CBSI3M C XPOHWYECKMM BOCMANUTENbHBIM NMPOLECCOM.

[ns onpeaeneHunsa aHepreTM4eckmx noTpebHocTen ageTen
¢ BB3 ncnonbayetca crneuunanbHasa dopmyna, yYntbiBatoLLas
daKTMYecKylo Maccy Tena, Bo3pacT, POCT, a TaKKe Hanuuune
[OMNOSIHUTENbHbIX GaKTOPOB — My3blpew, cencuca n noTpeob-
HOCTK B HaBepcTbiBaHnK pocta [40]:

Macca Tena (Kr) X (KKan/Kr oas gaHHoro u pocta) X
[1 + cymMa Tpex A4oNonHUTENbHbIX GaKTopoB],

rae, ONofIHMTENbHble paKTopbl — 3TO:

1) oTHOLWeHKWe naoLwaam ny3bipen K naowaam NoBEPXHOCTH
Tena (MMAT): 20% — MNT 0,19; 40% — MMNT 0,50; 100% —
MnnT 0,95;

2) cencuc: nerkmn — 0,20; ymepeHHbin — 0,50; TsKe-
nbin — 0,95;

3) HaBepcTbiBaHuWe pocta — 0,1-0,2.

KaKk BUAHO U3 NpUBEAEHHbIX BbllLE KOIDPULIMEHTOB, AN
pebeHKa ¢ 40% noparKeHUeM KoK Aaxke npu HopmMaabHOM
poCcTe M OTCYTCTBMWM CEMTUYECKUX SABJIEHUM MNOTPEOHOCTb
B 3Hepruun ysennmunsaetcsa B 1,5 pasa no oTHOLIEHUIO K BO3-
pacTtHoM HopMe noTpebneHus. CoOOTBETCTBEHHO, Npu 6onee
OGLIMPHOM TMOBPEKAEHUN KOXMK, Cerncuce M OTCTaBaHUKU
B pOCTe NOTPEBHOCTb B 3HEPTUM €ELLE BblLLE.

B pykoBoacTtBe [x.-[. ®aiHa 1 X. XnHTpeHa npuBeaeH
6o5iee MpPoOCTOM METOA pacyeTa IHEepPreTUYecKux noTped-
HocTen aeten ¢ BB, KoTopblM OCHOBaH Ha XPOHOJOMU-
YEeCKOM BO3pacTe M Hopmax MNoTpebneHus nuTaTeNbHbIX
Bellects Benunkobputanuu [10]. ABTOpblI CYMTaAlOT, 4YTO
LOOGUTLCS YBENIMYEHUSA MacChl Tefla MOXHO, YAOB/ETBO-
pas Ha 100-150% mMeauaHHYl CYTO4YHYH MOTPEBHOCTb
B 3Hepruun. NoTpebHOCTb B 6e/1Kax, COrnacHoO TOMY XKe PyKo-
BoacTBy, cooTtBeTcTBYeT 115-200% HOpMbl noTpebseHus
6enKa (B Bennko6putaHnn) 4ns gaHHOro XpOHOI0rMYEeCKOoro
BO3pacTa. B cooTBETCTBUM C pacHeTamu Nno 3TOMY MPUHLM-
ny pekoMmeHgyemoe notpebneHune 6enka ana geten ¢ B3
MOXeT cocTaBnatb 1,7-3 r/Kr B cyT. [JeTam ¢ o6WUpPHbI-
MW/UHPULMPOBAHHBIMW NOBPEXAEHUAMU NOTPebyeTCs o6e-
CMNeYeHHOCTb OpraHM3mMa 6e/IKOM B KONMYecTBe, 6JIM3KOM K
BEPXHEN rpaHuLe AManasoHa [29].
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0630p NUTepaTyphbl

B oTeyecTBEHHOWM NpaKTMKe Noaxodbl K pacyeTy paLnoHa
ona geten ¢ BB He paspaboTaHbl; U cnegyeT OTMETUTb, YTO
HOPMbI NMOTpebneHus 6enKa, yTBepKAeHHble MuH34paBoM
P®, cyuiecTtBeHHO Bblille, YeM B GOJbLIMHCTBE 3apyOGexHbIX
CcTpaH [25].

Kak BMAHO M3 BbllecKa3aHHOoro, ansa 60nbHbIXx BB xapak-
TEPHO HECOOTBETCTBME MEXIY MOBbILWEHHOM MOTPEBHOCTLIO
B NMWUTaTENbHbIX BELWECTBaX U OrpaHUYEHHbIMU BO3MOXHOCTS-
MU YCBOEHUS MUK, YTO TPEBYET NPUMEHEHUS AMETONOrNYe-
CKMX MOAXOLOB, MO3BOMSAIOLWMX MOBbLICUTL 3IHEPTrETUHECKYIO
1 6eNKOBYIO LIEHHOCTb MWLM 6€e3 yBEeNnYeHus ee o6bema.

OPFAHU3ALIMAl NIEYEBHOIO NUTAHUSA JETEH

C BPOXAEHHbLIM BYJUIE3HbIM 3NMUAEPMOJ/IU3OM

HA NEPBOM roply xKU3Hu

Y peten nepBoro roga *un3Hu ¢ BB, cornacHo cylecTBy-
OWKUM 3apyBEKHbIM PEKOMEHAALMAM, CYTOYHbIE 3HEPreTy-
yeckune notpebHocTn coctaBnstoT oT 130 go 180 Kkan/Kr
(mnn 115-150% BO3pacTHbIX HOPM MNOTPEOBNEHHUS), @ B HEKO-
TOpbIX cny4yasx Bo3pacTtaloT Ao 225 Kkan/Kr. [NotpebHocTH
B 6enKe coctaBasitoT 2,5-4 r/kr (115-200% BO3pacTHbIX
HOPM noTpebneHus), B xuakocth — 150-200 mn/kr [10].
MaccoBoe o6pa3oBaHuKe My3bipeil Bbi3bIBAET NOTEPIO HKUA-
KOCTW U elle 60fiblle YBENMYMBAET NOTPEOHOCTH B HEN.

[MoMCK MnageHUEeM CoCKa MOXKET BbI3BaTb WK YCYyrybuTb
NOBPEXKAEHNE KOXM NMLa, a NPOoLLeCcC cocaHus — MPUBECTU
K 06pa30BaHmio Ny3blpen Ha CAN3UCTbIX 060/I04Kax pTa, A3bl-
Ka 1 geceH. TeM He MeHee CYMTaEeTCs, YTO CleayeT NoowpsTbh
KOPMJIEHWE TPYAblo, TaK KaK OHO AaeT pebeHKYy MHOXeCTBO
npenmyulects [10]. OgHaKo, 3a UCKITIOYEHUEM NETKUX Cy4YaEeB,
UCKMIOYNUTENbHO MPYAHOE BCKapMAWBaHWE He yAOBAETBOPSET
NOBbILLEHHbIX NOTpebHOCTEN MNaaeHueB ¢ BE3. Heobxoaumo
OpraHvW3oBaTb NUTaHWe, 6onee HacblWeHHOEe MUTaTeNbHbIMU
BelllecTBaMu (B ngeane — B COYETAHMU C KOPMIEHUEM Nnbo
rpyablo, MMBO CLEXEHHbIM TPyAHbIM MOMOKOM). [ns obora-
WeEeHUs paunoHa Ha MpaKTMKe MCMONb3YIT TakMe NoaXoAbl,
KaK MOBbILEHWE KaNOPUIHOCTU CLIEKEHHOIO rPyAHOro MoJo-
Ka CyXOW muTaTeNbHOM CMECbiO, MOBbILEHWE KOHLEHTpaLnn
pasBefeHHOM NuTaTeNbHOM CMeCcH (Hanpumep, pa3BeaeHue
0o 15% BmecTo 06bl4HbIX 13%), no6aBneHne noaMmepa Mio-
KO3bl 1/WUNN UPOBOK amysibcum [29].

Mpn opraHM3auuMM MCKYCCTBEHHOIO BCKapMAMBaHMWA
MCMONb3YeTCs CneunanM3MpoBaHHbIM MOUABHUK ANa geTen
C pacllenMHon rybbl unm Heba, GopmMa KOTOPOro no3Bons-
€T CBECTU K MWHMMYMYy TPaBMWPOBaHWE [ECHEeBOro Kpas,
a BHYTPEHHUI KnanaH W AIMHHAs py4yKa No3BONSAIOT yrnpaBs-
N9Tb MOTOKOM MWLM, TaK YTO [axe Npu cnabom cocCaHWuu
NMOTOK MOJSIOKa 6yAeT AOCTaTOUHbIM.

[N HYTPUTUBHOM MOAAEPIKKM AETEN paHHero Bol3pacTa
MCMONb3YIT Cneunann3mpoBaHHble MPOAYKTbl: B KayecTsBe
npuMepa MOXKHO NMPUBECTM FOTOBYIO K yNOTPE6AEHUIO BbICO-
KOGENKOBYIO M BbICOKO3HEPreTUYECKYD CMeCb (6enkun —
2,6 T, xupbl — 5,4 1, yrneBoabl — 10,3 1, aHepreTMyeckas
LeHHocTb — 100 Kkan B 100 mn npoayKrta) [9] ona aHTe-
panbHOro NUTaHKsa AeTen NepBoro roga Xu3Hu «MHbaTtpuHmn»
(Hytpuumsa 3aBaHc). Cmecb Mcnonb3yeTcs Kak nepopasnbHo,
TaK M 415 30HAO0BOr0 NUTaHMS.

Mpn npudHakax Manbabcopbuum W/UAKM anneprum Ha
6€eNoK KOPOBbErO MOJSIOKa Haubonee onpaBAaHHO MpuUme-
HEHWEe aMWHOKMCIIOTHbIX CMeCen, WIn CMecen Ha OCHOBe
BbICOKOrNAPOIM30BaHHOIrO MOSIOYHOIO 6efKa, He cofepKa-
WKMX NaKTo3y, 060ralleHHbIX CpeaHeLLenoYeYHbIMU TPUTIH-
Luepuaamu, UM CMecu Ha OCHOBE aMMHOKMCAOT (Hanpumep,
«HeoKken™ nnn «<HeoKent 3aBaHc») C SHEPreTUMYEeCKon LEH-
HoCTblo B npegenax 0,66-0,70 KKan/ma, 4to Npu npueme
B o6beme 1 n obecnedynBaeT pebeHKy 660—-700 Kkan/cyT
[9]. Takas ameTa obecnevyMBaeT MaKCMMalbHOE YCBOEHUE

nuTaTeNbHbIX BELECTB B YCMOBUAX 3HAYUTENbHOrO yrHe-
TEHUS MepeBapuBalollen M BcacbiBatlollen Croco6HOCTH
nueBapuTeNbHOMO KaHana.

CyuTaeTcs, 4YTO NMOTPEOBHOCTM B BUTAMWHaX Yy MNageH-
LeB, BCKapM/MBaEMbIX FPYAHbIM MOIOKOM WMAKM OBbIYHbIMM
nuTaTeNbHbIMU CMECSMM, YAOBAETBOPSAOTCS 3a CYET pauu-
oHa. OfgHaKo, B C/llydae COMHEHW MOXHO MCMoNb30BaTb
COOTBETCTBYIOLLME BO3PACTy MNONMBUTAMUHBI MPU YCIOBUH,
yTO 06LWee noTpebneHne (0Co6eHHO BUTamuHa A) He npe-
BbILLIAET MaKCUMMasibHOM CyTO4YHOW noTpebHocTu [10]. XoTa
TOYHble NOTPEBHOCTU B BUTaMUHaxX ansa aeten ¢ Bb3 He ycTa-
HOBNEHbI, CHUTAETCS, YTO TAKENO06ONbHbIE AETHU HYXKAaloTCS
B NOBbILIEHHOM Konn4yecTBe Bcex BuTammnHoB [30], ocobeH-
HO BMTaMuHa C, UrpatoLLero BaxHylo poib BO BCACbiBaHUK
wenesa u cuHTese KonnareHa [51]. lNMpu gotaumm BUTaMUHOB
13 pacyeta 150-200% peKomMeHAyeEMOW CYTOYHOM A03bl UX
noTpebaeHne octaeTcs B 6e30nacHbIX npegenax.

CornacHo CcyuwecTBylOWMM pPEKOMEHAaLNaM, MPUKOPM
pebeHKy ¢ BB3 MOXHO gaBaTb B TO e BPEMS U B TOM Xe
dopme, 4TO M 340POBOMY, UCKIIOUYMB TPybYyto 1 abpasnBHYHO
nuuy [10].

OPFAHU3ALIUS HYTPUTUBHON NOANEPKKH
AETEM C BPOXEHHBIM BY/UIE3HbIM
SANMUAEPMOJIU3OM CTAPLLE OJHOIO rogA

[na neten craplie ogHoro roga GopmupyeTcs ageKkBaTHbIN
PaLMOH C AOCTaTOYHbIM KOIMYECTBOM BCEX OCHOBHbIX HYTPUEH-
ToB. OgHaKo, bopMHpoBaHMEe AOCTAaTOMHOIO paLuoHa 3a cYeT
TOMIbKO HaTypanbHbIX MPOAYKTOB y AETEN C AMUCTPOdUYECKOM
dopmon BBEI aBnsercs npakTMY4eCKU HEBbLINONHMMOW 3aja-
yen. MNoatomy ana oboralleHns paLmoHa 4eTsaM CTapLiero Bos-
pacTa TaKXKe MOryT 6blTb MCMNONb30BaHbl CheLnann3npoBaH-
Hble MPOAYKTbI AN SHTEPANbHOIO NUTaHUS. BONbLWKWHCTBO 3THX
cMecen ABNKI0TCH M30KaNopUMHbIMK, T.e. cogepxkaT 100 KKan
B 100 mn. lMNpu TSKENON CTENEHU HYTPUTMBHOM HEAOCTaTou-
HOCTWM MpeanoYTeHWe cnegyetr OTAaBaTb FMNEPKaIOpPURHBLIM
(rMnepmeTabonn4yecKknm) NpoayKTam, KOTOopble MNO3BOASAIOT
faTb 605blUee KONUYECTBO HYTPUEHTOB M SHEPTUU B MEHbLLEM
obbeme. Tak, cneunanu3mpoBaHHbIM NPOAYKT «HYTPUHUAPUHK»
coepxuT 153 kkan B 100 mn cmecu. B coctaB npoayKTa BXo-
[OaT oMera-3 v oMera-6 — U3HEHHO BaKHble AN1 pa3BUTUSA
pe6eHKa MNOMMHEHACHIWEHHbIE UPHbIE KWUCAOTbI, @ TaKke
KapoTUHOMAbI, HYKNeOoTMAbl, cOanaHCUPOBAHHbLI KOMIMIEKC
6enKoB, yrneBooB, BUTaMUHOB, MUHepanoB. CMecb coaep-
UT pacTBOPUMbIE M HEpPacTBOPMMbIE MULLEBbLIE BOJSIOKHA,
MCnonb3yeTcs AN HYTPUTUBHOM NOAAEPKKM geTen oT 1 roga
no 12 nert.

Mpn TAXKenown HeaocTaToyHOCTM Haubonee onpaBaaH-
HbIM SIBNSIETCS AHTEPaNbHOE 30HA0BOE NUTAHUE: MealeHHoe
HenpepbiBHOE MOCTyN/eHWe nutaTenbHbiX BelwecTB B HKKT,
flydlle BCEro ¢ NomoLblo MHAY3MOHHOIO Hacoca, C y4eToM
HW3KWX 3HeproTpaT Ha nepeBapuMBaHWE U YCBOEHUE MUTa-
TeNbHbIX BELWECTB N0 CPaBHEHMIO C MOPLMOHHLIM BBEAEHW-
em. pu TakoM cnocobe KOPMEHUS yay4dllaeTcs NoaocTHoe
nuweBapeHne, MOCTENEHHO MOBbIWAETCA BcacbiBalowWwas
CMOCOBGHOCTb KMLLKKW, HOPManuM3yeTcs MOTOPMKA BEPXHMX
otaenoB KT. EenKkoBbIi KOMMOHEHT CMecen Ans aHTepab-
HOrO MUTaHWUA CTUMYIMPYET CEKPETOPHYIO U KNUCNOTOO6Pa3y-
oLy GYHKLMIO XKenyKa, NoaAepKnBaeT afeKBaTHYIO 9K30-
KPUHHYIO QYHKUMIO NOMXKENYA0YHOM Kenesbl U CeKpeLuto
XONEUMNCTOKMHUHA, obecrneynBaeT HOpMasbHYlO MOTOPUKY
OUIMapHON CUCTEMbI M NpeaoTBpalLaeT Takue OCMOXHEHMS,
KaK 6unnapHbiv cnagk u xonenutmas [9].

Y neten ¢ BB3 npMMeHeHWe 30HA0BOMO NMUTaHUSA OrpaHu-
YEHO M3-3a pUCKa NOoBpPEXAEHUS CM3UCTon 060104KN HKT.
B cnydasx Taxenon HeAoCTaTo4HOCTU NUTaHKS M yrpoXKatoLle-
r0 COCTOSIHMS pebGeHKa npu HeO6XOAUMOCTM B OpraHuM3almm



30HAOBOMO MUTAHWA MCMOMb3YKTCA ChelnanbHble aTpaBma-
TUYHble 30HAbI. B TAXenbIX cnyyasx HanarKMBaeTcs AOMNOAHM-
TENbHO NapeHTepanbHoe NuTaHne. HanoxeHne racTpocToMbl
y 60nbHbIX ¢ BB3, KaK npaBuno, He npaktuKkyetcs [10, 52].

OCHOBHbIM MOKa3aTenem ajeKBaTHOCTM gueToTepanuu
ABnseTcs npubaBKa Macchbl Tefla, KoTopas CYUTAEeTCs OMTU-
ManbHOW, ecnun npesbiwaeT 10 r/Kr B CyT, CpeaHen — npwu
5-10 r/Kr B cyT, HU3KOM — MeHee 5 r/Kr B cyT [9]. OgHako,
no CBMAETENbCTBY CMELMannCToB, AOCTUYb XOPOLIMX MOKa-
3aTenen apOEKTUBHOCTH Ie4eOHOro NuTaHna y aeten ¢ BB3
ypesBbl4anHo TpyaHo [10].

[MoMMMO KOppEKLUN OCHOBHOM YacTu palMoHa, 601bHble C
BB3 HyxkaatoTcs B LONONHUTENIbHOM A0TaLMM Kenesa, LMHKa, No
[laHHbIM HEKOTOPbIX aBTOPOB — CefieHa U KapHuTuHa [10, 53],
a TaKXe Kanbuus v BUuTamuHa D nog MeanLMHCKUM KOHTPONEM.

B HacToAlwee BpemMs BedyTcs MccneaoBaHMs MO pas-
paboTKe NoAxo4oB K neyebHOMY NuTaHuio 605bHbIX BB ¢
MCNOSIb30BAHWEM CneumnanbHbiX NMPOAYKTOB WM HYTPWUEHTOB,
CNOCOGCTBYIOLWNX 3aknBneHuto paH [54]. Mony4yeHbl nono-
UTENbHbIE pesynbTaTbl MPUMEHEHUS UX Yy B3POC/bIX 60/b-
HblX ¢ BB3 — 3a)kuBneHue paH, onTUMU3aLms MMMYHHOro
cTaTyca M CHUXEeHHble NoKasaTenu BocnaneHus [55].

MNoBpexaeHue cnmnancton o060no4kn KT y geten ¢ BB
W CBA3AHHOE C 3TUM CHUXKEHMNE 6apbepHbIX GYHKLINIM Y HEKO-
TOPbIX AETEN MOXKET cTaTb NMPUYMHOWN MULLEBOW CEHCUOUNU-
3aUnMKn U NuuLeBon anneprum [56], 4TO 3HAYUTENBHO OCMOXK-
HSET HYTPUTUBHYIO MOAAEPMKKY 3TUX aeTew. Mpu annepruu
Ha O€ENIoOK KOpPOBbEro MoJsioKa AeTaAM HeobxoaMmo opra-
HM30BaTb 6e3MONIoYHY0 AMeTy. B Takom cnyyae B Kade-
CTBE AOMONHWUTENBHOIO NUTAHWA 415 CO3AaHNS afeKBaTHOro
paunoHa MoryT 6biTb MCMOAb30BaHbl TOIbKO aMUHOKMCAOT-
Hble CMEeCH MM CMECH Ha OCHOBE BbICOKOrMAPOIM30BaHHOIO
MOJIOYHOro 6enkKa [57].

CMUCOK JINTEPATYPbI

1. Fine JD, Bruckner-Tuderman L, Eady RA, et al. Inherited epider-
molysis bullosa: updated recommendations on diagnosis and
classification. J Am Acad Dermatol. 2014;70(6):1103-1126. doi:
10.1016/j.jaad.2014.01.903.

2. Fine JD, Mellerio JE. Extracutaneous manifestations and
complications of inherited epidermolysis bullosa: part I. Epithelial
associated tissues. J Am Acad Dermatol. 2009;61(3):367 —384. doi:
10.1016/j.jaad.2009.03.052.

3. Fine JD, Mellerio JE. Extracutaneous manifestations and
complications of inherited epidermolysis bullosa: part Il. Other
organs. J Am Acad Dermatol. 2009;61(3):387-402. doi: 10.1016/
j.jaad.2009.03.053.

4. Mehta NM, Corkins MR, Lyman B, et al. Defining pediatric
malnutrition: a paradigm shift toward etiology-related definitions.
JPEN J Parenter Enteral Nutr. 2013;37(4):460-481. doi:
10.1177,/0148607113479972.

5. HauuoHanbHas nporpamMma onTMMM3aumn BCKapMIMBaHUS
AeTei nepBoro roga »u3Hu B Poccurickon ®egepauun. M.: Coio3
neaunatpos Poccuu; 2011. C. 28-33. [Natsional’naya programma
optimizatsii vskarmlivaniya detei pervogo goda zhizni v Rossiiskoi
Federatsii. Moscow: Soyuz pediatrov Rossii; 2011. p. 28-33.
(In Russ).]

6. CksopuoBa B.A., bopoBuk T.9., Hetpe6eHko O.K. HapyweHus
nNUTaHWs y AeTei paHHero Bospacrta // Jlevawmit Bpay. — 2011. —
Ne 1 — C. 36-41. [Skvortsova VA, Borovik TE, Netrebenko OK.
Narusheniya pitaniya u detei rannego vozrasta. Practitioner.
2011;(1):36-41. (In Russ).]

7. Pawellek I, Dokoupil K, Koletzko B. Prevalence of malnutrition
in paediatric hospital patients. Clin Nutr. 2008;27(1):72-76. doi:
10.1016/j.clnu.2007.11.001.

8. Joosten KF, Hulst JM. Prevalence of malnutrition in pediatric
hospital patients. Curr Opin Pediatr. 2008;20(5):590-596. doi:
10.1097 /MOP.0b013e32830c6ede.

9. KnuHu4yeckas auveTonorns AeTcKoro Bo3pacTta. PykoBoacTBO
oans Bpadven. 3-e uaa. / Moa pea. boposuk T.3., lagogo K.C. — M.:
MMWA; 2015. — 717 c. [Klinicheskaya dietologiya detskogo vozrasta.

3AK/TIOMEHUE

Camble Tsenble popmbl BB, HecmoTpa Ha coBpeMeH-
Hble TEXHOIOMMU ANETOTEPaNnUMK, CONPOBOXAAITCSA TAXKENON
6eNKOBO-3HEPreTMYECKOM HEeAOCTaTOYHOCTbIO. ITO CBSA3AHO
C MHOro®aKTOpHbIM NaTOreHe30M HeaoCTaTOYHOCTWU NuTa-
HUS Yy 9TOM CNOXHOM KaTeropmu 60MbHbIX. TeM He MeHee
NPU3HaETCs, YTO NUTaHMEe BO3AENCTBYET Ha KOMMIEKC dak-
TOPOB, MPUHUMAIOLIMX yHacTUe B BOCCTAHOBJIEHWUU TKaHEW,
NO3TOMY OHO JOTIKHO OblTb MaKCMManbHO ONTUMU3UPOBAHO.

UCTOYHUK ®UHAHCUPOBAHMUA
Cratbl ony6nvKoBaHa nNpu MNOAAEPKKE KOMMNaHWM
«HyTpnuunsa 3aBaHc»

KOH®JIUKT UHTEPECOB

C.I. MakapoBa fB1SeTCs Hay4HbIM KOHCY/IbTAHTOM KOM-
naHuu «Hytpuuns daBaHc».

J1.C. HamasoBa-bapaHoBa — nony4yeHne nccnegoBaTenb-
CKMX TpaHToB OT dapmMaleBTUYecKMX KomnaHun [Mbep Pabp,
Genzyme Europe B.V., 000 «AcTpasdeHeka PapmacbioTUKans»,
Gilead / PRA «dapmacblotnkan Pucepy Accolwmnantc CuAn3C»,
Teva Branded Pharmaceutical products R&D, Inc / 000 «[MNJ
[esenonmeHT (CmoneHcK)», «CtannepxeH C.A.» / «KBUHTaunc
[e3mbX» (ABCTPUSA).

OcTanbHble aBTOpPbl CTaTbM MNOATBEPAWIN OTCYTCTBUE
KOH(IMKTa MHTEPECOB, O KOTOPOM HEOBGXOAMMO COOBLLMUTb.

ORCID

C.T. MakapoBa http://orcid.org/0000-0002-3056-403X

J1.C. Hama3oBa-bapaHoBa http://orcid.org/0000-0002-
2209-7531

H.H. MypauwKuH http://orcid.org/0000-0003-2252-8570

P.B. Enuwes http://orcid.org/0000-0002-4107-4642

Rukovodstvo dlya vrachei. 3rd ed. Ed by Borovik T.E., Ladodo K.S.
Moscow: MIA; 2015. 717 p. (In Russ).]

10. bynnesHbitt anugepmonud / Mog pea. Dx. PariHa, X. XuHTHEpa.
Mep. ¢ aHrn. / Noa pea. H0.HO. KotaneBckon. — M.: lNpaKTuKa;
2014. — 357 c. [Fine JD, Hintner H, editors. Epidermolysis bullosa.
Transl from English and ed by Kotalevskaya Yu.Yu. Moscow: Praktika;
2014. 358 p. (In Russ).]

11. Stewart L, Mckaig N, Dunlop C, et al. Dietetic assessment and
monitoring of children with special needs with faltering growth.
British Dietetic Association Paediatric Group Professional Consensus
Statement. 2006 [cited 2016 Sep 9]. Available from: http://
members.bda.uk.com/Downloads/Professional%20Consensus
%20Statement%20June%202006%202.pdf.

12. who.int [Internet]. Growth reference 5-19 years. Application
tools. WHO AnthroPlus software [cited 2016 Sep 9]. Available from:
http://www.who.int/growthref/tools/en/.

13. WHO Multicentre Growth Reference Study Group, De Onis M.
WHO Child Growth Standards based on length/height, weight and
age. Acta Paediatr. 2006;95 Suppl 450:76-85. doi: 10.1111/
j.1651-2227.2006.tb02378.x.

14. De Onis M, Onyango AW, Borghi E, et al. Development of a WHO
growth reference for school-aged children and adolescents. Bull
World Health Organ. 2007;85(9):660-667. doi: 10.1590/S0042-
96862007000900010.

15. Pencharz PB. Assessment of protein nutritional status in
children. Pediatr Blood Cancer. 2008;50 Suppl:445-446. doi:
10.1002/pbc.21415.

16. Forse RA, Shizgal HM. Serum albumin and nutritional status.
JPEN J Parenter Enteral Nutr. 1980;4(5):450-454. doi: 10.1177/
0148607180004005450.

17. Hartman C, Shamir R. Basic clinical assessment of pediatric
malnutrition. Ann Nestle Eng. 2009;67(2):55-63. doi: 10.1159/
000226613.

18. Wells JC, Fewtrell MS. Is body composition important for
paediatricians? Arch Dis Child. 2008;93(2):168-172. doi: 10.1136/
adc.2007.115741.

NEAUATPUYECKAA ®APMAKOJIOTUSA /2016/ TOM 13/ N° 6



0630p NUTepaTyphbl

19. Wrottesley SV, Pisa PT, Micklesfield LK, et al. A comparison of
body composition estimates using dual-energy X-ray absorptiometry
and air-displacement plethysmography in South African neonates.
Eur J Clin Nutr. 2016;70(11):1254-1258. doi: 10.1038/
ejcn.2016.91.

20. benseBa W.A., HamazoBa-bapaHoBa J1.C., Tap3sH 3.0. u ap.
Oco6eHHOCTM PU3NYECKOro Pa3BUTMA M COCTaBa TKaAHEN Tena Heao-
HOLUEHHbIX AeTei, MoNyyYaBLUMX pa3nnyHble BuAbl BCKapMAUBaHuA
(Npv BbINUCKE U3 CTaLMoHapa 2-ro atana BbixaxunsaHus) // BecTHUK
PAMH. — 2014. — T. 69. — N2 5-6 — C. 71-80. [Belyaeva IA,
Namazova-Baranova LS, Tarzyan EO, et al. Peculiarities of physical
growth and body composition of preterm infants, received different
types of feeding, at the discharge from hospital. Annals of the
Russian academy of medical sciences. 2014;69(5-6):71-80. doi:
10.15690/vramn.v69i5-6.1047. (In Russ).]

21. Barbosa-Silva MC, Barros AJ. Bioelectrical impedance analysis
in clinical practice: a new perspective on its use beyond body
composition equations. Curr Opin Clin Nutr Metab Care. 2005;
8(3):311-317.

22. Bohm A, Heitmann BL. The use of bioelectrical impedance
analysis for body composition in epidemiological studies. Eur J Clin
Nutr. 2013;67 Suppl 1:79-85. doi: 10.1038/ejcn.2012.168.

23. Hukonaes [.B., PyaHeB C.I. BuoumneaaHCHbIA aHanua: OCHO-
Bbl MeTofa, NPOTOKON O6CNefA0BaHUA W WHTepnpeTauus pesylb-
TaToB // CriopTuBHasi MeaguumMHa: HayKa u npaktmka. — 2012. —
N2 2. — C. 29-36. [Nikolaev DV, Rudnev SG. Bioimpedansnyi analiz:
osnovy metoda, protokol obsledovaniya i interpretatsiya rezul’tatov.
Sportivhaya meditsina: nauka i praktika. 2012;(2):29-36. (In Russ).]
24. XUMMYEeCKUI cocTaB POCCHUHCKMX MULLEBbIX MpoayKkToB. Cnpa-
BOYHWK / Mo pea. CkypuxuHa WU.M., TytenbsiHa B.A. — M.: Je/ln
npuHT; 2002. — 236 c. [Khimicheskii sostav rossiiskikh pishchevykh
produktov. Ed by Skurikhin I.M., Tutel’'yan V.A. Moscow: DelLi print;
2002. 236 p. (In Russ).]

25. HopMbl U3NOI0MrMHYECKUX MOTPEGHOCTEN B 3HEPrUU U MuLye-
BbIX BelyecTBax ANS Pa3/IM4yHbIX Ppynn HaceneHusi PoccuicKomn
Pegepaymmn. MP 2.3.1.2432-08. — M.; 2008. — 58 c. [Normy
fiziologicheskikh potrebnostei v energii i pishchevykh veshchestvakh
dlya razlichnykh grupp naseleniya Rossiiskoi Federatsii. MR
2.3.1.2432-08. Moscow; 2008. 58 p. (In Russ).]

26. Livingstone MB, Robson PJ. Measurement of dietary intake
in children. Proc Nutr Soc. 2000;59(2):279-293. doi: 10.1017/
s0029665100000318.

27. MaptuHunk A.H., MaeB W.B., MNetyxoB A.B. lutaHne 4esnoBeka
(ocHoBbI HyTpULMonorum). M.: TOY BYHML, M3 P®; 2002. — 572 c.
[Martinchik AN, Maev IV, Petukhov AB. Pitanie cheloveka (osnovy
nutritsiologii). Moscow: GOU VUNMTs MZ RF; 2002. 572 p. (In Russ).]
28. Sermet-Gaudelus |, Poisson-Salomon A, Colomb V, et al.
Simple pediatric nutritional risk score to identify children at risk of
malnutrition. Am J Clin Nutr. 2000;72(1):64-70.

29. Watkins J. Diagnosis, treatment and management of epider-
molysis bullosa. Br J Nurs. 2016;25(8):428-431. doi: 10.12968/
bjon.2016.25.8.428.

30. Haynes L. Epidermolysis bullosa. In: Shaw V, Lawson M, editors.
Clinical paediatric dietetics. 3rd ed. Oxford: Blackwell Science; 2007.
31. Clayden GS. Dysphagia and constipation in epidermolysis builosa.
In: Priestley GC, Tidman MJ, Weiss JB, Eady RAJ, editors. Epidermo-
lysis builosa: a comprehensive review of classification, management
and laboratory studies. Berkshire: DebRA; 1990. p. 1-9.

32. Sarabia Aldana CA, Zavala-Solares MR.Oropharyngeal dyspha-
gia in a patient with epidermolysis bullosa. Rev Gastroenterol Mex.
2016;81(4):227-229. doi: 10.1016/j.rgmx.2016.01.007.

33. Atherton DJ, Mellerio JE, Denver J. Epidermolysis Builosa.
In: Harper J, Oranje A. Prose N, editors. Textbook of paediatric
dermatology. 2nd ed. Oxford: Blackwell Science; 2006.

34. Kudva P, Jain R. Periodontal manifestation of epidermolysis
bullosa: Looking through the lens. J Indian Soc Periodontol. 2016;
20(1):72-74. doi: 10.4103/0972-124X.164760.

35. Leal SC, Lia EN, Amorim R, et al. Higher dental caries
prevalence and its association with dietary habits and physical
limitation in epidermolysis bullosa patients: a case control study.
J Contemp Dent Pract. 2016;17(3):211-216. doi: 10.5005/
jp-journals-10024-1829.

36. Sehgal VN, Rege VL, Ghosh SK, Kamat SM. Dystrophic
epidermolysis bullosa. Interesting gastrointestinal manifestations.
Br J Dermatol. 1977;96(4):389-391. doi: 10.1111/j.1365-2133.
1977.tb07133.x.

37. Orlando RC, Bozymski EM, Briggaman RA, Bream CA. Epider-
molysis bullosa: gastrointestinal manifestations. Ann Int Med.
1974;81(2):203-206. doi: 10.7326/0003-4819-81-2-203.

38. Shah N, Freeman E, Martinez A. Histopathological features
of gastrointestinal mucosal biopsy specimens in children with
epidermolysis bullosa. J Clin Pathol. 2007;60(7):843-844. doi:
10.1136/jcp.2005.035766.

39. Fine JD, McGuire J. Altered nutrition and inherited epidermoiysis
bullosa. In: Fine JD, Bauer EA, McGuire J, Moshell A, editors. Epider-
molysis bullosa: clinical, epidemiologic, and laboratory advances,
and the findings of the National Epidermolysis Bullosa Registry.
Baltimore: Johns Hopkins University Press; 1999.

40. Fox AT, Alderdice F, Atherton DJ. Are children with recessive
dystrophic epidermolysis bullosa of low birthweight? Ped
Dermatol. 2003;20(4):303-306. doi: 10.1046/j.1525-1470.
2003.20404 x.

41. Haynes L. Clinical practice guidelines for nutritional support in
children with epidermolysis bullosa including THINC (Tool to Help
Identify Nutritional Compromise in EB). London: Great Ormond
Street Hospital; 2007. 36p.

42. Birge K. Nutrition management of patients with epidermolysis
bullosa. J Am Diet Assoc. 1995;95(5):575-579. doi: 10.1016/
s0002-8223(95)00157-3.

43. Ingen-Housz-Oro S, Blanchet-Bardon C, Vrillat M, Dubertret L.
Vitamin and trace levels in recessive dystrophic epidermolysis
bullosa. J Eur Acad Dermatol Venereol. 2004;18(6):649-653. doi:
10.1111/j.1468-3083.2004.01067 .x.

44. NbicnkoB H0.A. AMMHOKMCNOTbI B NUTaHUK YenoBeKa // JKcrne-
PUMEHTaslbHasi U KJIMHMYEeCKasi racTpoaHteposiorns. — 2012. —
N2 2. — C. 88-105. [Lysikov YUuA. Amino acids in human nutrition.
Eksp Klin Gastroenterol. 2012;(2):88-105. (In Russ).]

45. Nair KS, Matthews DE, Welle SL, Braiman T. Effect of leucine
on amino acid and glucose metabolism in humans. Metabolism.
1992;41(6):643-648. doi: 10.1016,/0026-0495(92)90057-h.

46. Jahoor F, Badaloo A, Reid M, et al. Protein metabolism in severe
childhood malnutrition. Ann Trop Paediatr. 2008;28(2):87-101.
doi: 10.1179/146532808x302107.

47. leBayeB M.M. 3HayeHune xupa B nNUTaHUU 3[0POBOIO
n 60/1bHOro yesnoBeka: CripaBOYHUK no auetonormu / Tlog pea.
TytenbsiHa B.A., CamcoHoBa M.A. — M.: MeaunumHa; 2002. —
C. 25-32. [Levachev MM. Znachenie zhira v pitanii zdorovogo i
bol'nogo cheloveka: Spravochnik po dietologii. Ed by Tutel'yan V.A.,
Samsonov M.A. Moscow: Meditsina; 2002. p. 25-32. (In Russ).]
48. Pebpos B.T., [pomoBa 0.A. ButamMuHbI, MaKpO- U MUKPO3IEMEH-
Tbl. — M.: TOOTAP-Megua; 2008. — 960 c. [Rebrov VG, Gromova OA.
Vitaminy, makro- i mikroelementy. Moscow: GEOTAR-Media; 2008.
960 p. (In Russ).]

49. fao.org [Internet]. Second International Conference on Nutrition.
2014 Nov 19-21; Rome. Conference Outcome Document: Rome
Declaration on Nutrition [cited 2016 Sep 9]. Available from: http://
www.fao.org/3/a-ml542e.

50. Cnupwuyes B.b. TeopeTnyeckune n npakTUHeCKMe acrneKTbl coBpe-
MEHHOW BUTaMuHonoruv // Bonpocsl nutaHnsd. — 2005. — T. 74. —
Ne 5 — C. 32-48. [Spirichev VB. Teoreticheskie i prakticheskie
aspekty sovremennoi vitaminologii. Vopr Pitan. 2005;74(5):32-48.
(In Russ).]

51. Combs GF, editor. The vitamins. 3rd ed. USA: Elsevier Academic
Press; 2008. 583 p.

52. Haynes L, Atherton DJ, Ade-Ajayi N, et al. Gastrostomy and growth
in dystrophic epidermolysis bullosa. Br J Dermatol. 1996;134(5):
872-879. doi: 10.1046/j.1365-2133.1996.120855.x.

53. Melville C, Atherton D, Burch M, et al. Fatal cardiomyopathy
in dystrophic epidermolysis bullosa. Br J Dermatol. 1996;135(4):
603-606. doi: 10.1046/j.1365-2133.1996.d01-1049.x.

54. Shenkin A. The key role of micronutrients. Clin Nutr. 2006;
25(1):1-13. doi: 10.1016/j.cInu.2005.11.006.

55. Frias Soriano L, Lage Vazquez MA, Maristany CP, et al. The
effectiveness of oral nutritional supplementation in the healing
of pressure ulcers. J Wound Care. 2004;13(8):319-322. doi:
10.12968/jowc.2004.13.8.26654.

56. boposHuK T.3., MakapoBa C.I., Aupbik I.B. u ap. Ponb HapyLieHnn
6apbepHOM GYHKLMM KULLEYHWKA B Pa3BUTUK MULLEBOW annepruun y
neten // Bornipockl coBpemeHHo negnatpun. — 2013. — T. 12. —
Ne 2 — C. 12-19. [Borovik TE, Makarova SG, Yatsyk GV, et al. Role
of the barrier dysfunction of the intestines in the development
of alimentary allergy in children. Current pediatrics. 2013;12(2):
12-19. (In Russ).] doi: 10.15690/vsp.v12i2.615.

57. lpoToKkon BeaeHns peten ¢ nuweBon annepruen / Mo pea.
BapaHoBa A.A., Hama3oBow-bapaHosow J1.C., Makaposon C.I. —
M.; 2016. — 49 c. [Protokol vedeniya detei s pishchevoi allergiei. Ed
by Baranov A.A., Namazova-Baranova L.S., Makarova S.G. Moscow;
2016. 49 p. (In Russ).]



