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BBepeHmne. DopmypoBaHvie aflekBaTHOrO paLioHa y AeTell C AeTCKUM LepebpanbHbiM napanuyom (ALIM) conpskeHo ¢ pAaom TpygHocTein
B OLIeHKe HYTPWUTUBHOIO CTaTyca v NOTPeOHOCTM B NUTATENIbHbIX BEWECTBAX 1 SHEPTUW, Hannumem ancharum u Apyrix HapyLueHui. B 1o xe
BpeMmMA [MEeTONOorMyeckoe ConpoBOXAEHNEe 3TUX AeTell UMeeT KPUTUYECKM BaXKHOE 3HaueHre ANA yNyydlleHnsa X CoOMaTUYeckoro cratyca u,
COOTBETCTBEHHO, peabunuTayoHHoro noteHumana. CornacHo pekomeHpaumam ESPGHNG 2017 roga ana onTyMu3aymm gUeToNnormyeckmx
MeponpuUATAIA 1 MOHUTOPUHTa KX 3$deKTnBHOCTY y AeTen ¢ LN HeobxoaMM UHANBMAYANbHBIV NOAXOA, BKIOYAIOLMNIA B TOM UYMNCIIE OLIEHKY
nokasatenei coctasa Tena. Lienb nccnegoBaHna — onTummsana AUeTONorMyeckoro conpooxaenus geter ¢ LM, nonyvatowmx Komnnekc-
Hyto peabunvTaumio B ycnoBusax defepanbHOro LeHTpa.

Matepuanbi u metogbl. B nposegeHHom B OTAY «<HMULL 3popoBba fetein» MuHsgpasa PO npuHanu yyactue 27 geteir ¢ LN (G80) n conyTcT-
BytOLLIe 6ENIKOBO-3HEPreTMYeCKon HefloCcTaToYHOCTbIO (BIH), M3 HMX 11 (40,7%) neBouyek; B Bo3pacTte 5-11 neT, cpefHuii Bospact 7,4 (5,7; 8,0)
roga. AHTpornomeTpryeckmne AaHHble OLEeHMBAMMN C UCMONb3oBaHUeM nporpammbl «WHO AnthroPlus», GrioMnefaHCHbI aHany3 KOMMOHEHT-
HOro cocTaBa Tena NPoBoOAWAM Ha Npubope-aHanusatope «ABC-01 Mepacc», XMMMYECKNiA COCTaB paLoHa ONpeaesnany C NoMoLLbio KOM-
NblOTEPHON Nporpammbl «PaLoH». [lnetonornyeckoe conpoBoXaeHMe 3aKNoYanoch B Koppekuuy 6a30Boro pauroHa, HasHayeHny crneyma-
JIM3MPOBAHHbBIX TMNEePKaNoOPUNHBIX CMeceil 1 MeAVKaMeHTO3HOW Tepanun. [JMHaMUYeCKnin KOHTPONb HYTPUTUBHOTO CTaTyca HabnoaaeMbix
NaLMeHTOB OCYLECTBAANCA Yepes 2 MeC KOMMIEKCHOW HYTPUTUBHOW KOoppeKLmn.

PesynbTatbl. B Hauane nccneposaHua nerkasa crenernn bOH yctaHoBneHa y 17 (63,0%) naumeHToB, ymepeHHaa — y 5 (18,5%), Taxenaa —y 5
(18,5%); nocne 2 Mmec MeAVKaMeHTO3HOW Tepanun 1 HyTPUTUBHOW Koppekuun —y 22 (81,5%), 2 (7,4%) 1 3 (11,1%) cooTBeTcTBEHHO. KOomMnneKkc-
HOe 1CMOoNb30BaHNe MeUKaMeHTO3HO Tepanuu U HyTPUTUBHOW KOPPeKLUY NO3BONNIO0 [o6UTbCA Y 55,5% NaLyeHToB BbICTPOro ynyylleHus
HYTPWTWUBHOIO CTaTyCa, YTO MPOABAANOCH B YyULLIEHWUM anneTuTa, yBeSIMYeHN Maccbl Tena, MONOXMTENIbHOW AVHaAMMKe aHTPOMOMETPUYECKIX
WHAEKCOB, HOpMasM3aLuy NokasaTtenel CoCTaBa Tesis, B TOM UYKC/Ie BAVSIOWMX HAa paboTOCNOCOBHOCTb, 1, COOTBETCTBEHHO, Ha peabunuTaum-
OHHbI NoTeHUMan pebeHka.

3akntoueHme. [onyyeHHble faHHble CBUAETENbCTBYIOT O TOM, YTO BO3MOXXHOCTU HYTPUTUBHOW NOAAEPKKM B KOMIMIEKCHOM JleYeHnn feTei
¢ AUMN HepooueHeHb! 1 yKa3blBaloT Ha HEOOXOAMMOCTb BKIIOUEHWSA B JUArHOCTUYECKUI 1 leyebHbIn anropuTmbl geteit ¢ LN koHcynbTayum
[VeToNora 1 COOTBETCTBYHOLLMX TePaNeBTUYECKNX MEPOTNPUATUIA.
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Introduction. The formation of an adequate diet in children with cerebral palsy (CP) is associated with a number of difficulties, including the
assessment of nutritional status and the need for nutrients and energy, the presence of dysphagia and other disorders. At the same time,
dietary support for these children is critical for improving their somatic status and, consequently, their rehabilitation potential. According to
the 2017 ESPGHNG recommendations, an individual approach is required to optimize dietary measures and monitor their effectiveness in CP
children, including evaluating body composition indices. The purpose of the study is to optimize the nutritional support of CP children in
conditions of a comprehensive rehabilitation in the Federal center.

Materials and methods. In the study performed in the National Medical Research Center for Children’s Health, there were observed 27 CP children
(G80) with concomitant protein-energy malnutrition (PEM), including 11 (40.7 per cent) of girls aged 5-11 years (average age of 7.4 (5.7; 8.0) years). The
assessment of anthropometric data was carried out using the software «\WHO AnthroPlus», bioimpedance analysis of the component composition of
the body was carried out on the device-analyzer «<ABC-01 Medass», the assessment of the chemical composition of the diet was carried out using the
software “Diet”. Dietary support consisted of correcting the basic diet, prescribing specialized hypercaloric mixtures and medication therapy. Dynamic
control of the nutritional status of observed patients was performed after 2 months of complex nutritional correction.

Results. At the beginning of this study, patients were distributed according to the degree of PEM as follows: mild — in 17 (63.0%), moderate —
in 5 (18.5%), severe-in 5 (18.5%); after a two-month course of drug therapy and nutritional correction — 22 (81.5%), 2 (7.4%) and 3 (11.1%),
respectively. The integrated use of drug therapy and nutritional correction has resulted in 55.5% of patients with rapid improvement in
nutritional status, which was manifested by an imroved appetite, weight gain, positive dynamics of anthropometric indices, normalization of
the signal, including affecting performance, and thus on the rehabilitation potential of the child.

Conclusion. The obtained data indicate the possibilities of nutritional support in the complex treatment of children with cerebral palsy to be
underestimated and indicate the need to include in the diagnostic and treatment algorithms of CP children consultations by a dietitian and
appropriate therapeutic measures.
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BBepgeHune

[ToHsTHE OMTHMMAJIBLHOTO MUTAHUS noapasymMeBacT
AIC€KBAaTHOC ITOCTYIIJIECHME BCEX MHUTATECIbHBIX BEILIECCTB,
HEO0OXOIUMBIX IS SHCPI‘OOGCCHG‘{CHI/IH, a TaKXe IJIs1 ME-
TabOJIMYECKOro obecreuyeHust (bYHKL[PIOHHpOB&HPIH BCEX

Original investigations

OPraHoOB U CHCTEeM KOHKPETHOTO YeJ0BEKa B OIIpeIesIcH-
HBIII Bo3pacTHOU mepuon. IIlmtanme pebeHKa, TTOMHMO
3TOTO, ITOJKHO OTBEYATh €T0 IOTPEOHOCTSIM BO BCEX HY-
TPpUEHTaX, HCOOXOMMMBIX IJII pocTa U pa3BuTus. Hemo-
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CTaTOYHOE MOTpeOJIeHWE psma HYTPUEHTOB Ha paHHUX
CTamMsIX Pa3BUTHUSA PeOCHKA MMEET HE TOJIBKO KPUTHYIC-
CKO€ 3HauCHHUE B MEPUOAC NETCTBA, HO U JOJTOCPOIHBIC
apdextrr. OnHAKO PopMUpPOBaHUE aNeKBATHOTO PAIlO-
Ha y TAaKOM HENPOCTOM KaTEerOpuu IeTel, KaK IETU C JeT-
ckuM 1epebpanbHbiM TapamumdoMm (IIIIT), compsokeHo
C pSIIOM TPYOHOCTEl, HAYMHASI C OLEHKU UX HYTPUTUB-
HOTO CTaTyca M pacyeTa ITOTPEOHOCTH B MHUTATEIBHBIX
BeIleCTBaX M 3HEPIWHU, 3aKaHUYMBAsI HaJIMYMEM KOMOP-
OMIHOI MAaTOJOTUX CO CTOPOHBI OPTaHOB MUILEBAPECHUS
[1—-3]. Tem He MeHee opraHU3aLys TUTAHUS U HYyTPUTUB-
HOI TTOAEePKKM ITUX IeTell MMeeT KPUTUISCKU BaXKHOE
3HAYCHME IJI YJIYJIICHUS MX COMATHYECKOro cTaTyca
M, COOTBETCTBEHHO, PEaOMIMTAIIMOHHOIO ITOTEHIIMAJIA.
ITocnencTBusT HETOCTATOYHOCTH IIUTAHMS: IIPOJICXKHU,
TUIOXO€ 3aXKUBJICHUE paH, IMEepeIOMbl M PELUUIUBUPYIO-
mye MHQPEKINMU — TIPUBOIAT K 00JIee YaCThIM U ITPOI0I-
JKUTETBHBIM TOCITUTATIA3AIMSIM U YBEJIMIMBAIOT 3aTPaTh
Ha JeyeHre. ONTUMU3aLus HYyTPUTUBHOIO CTaTyca CIIO-
COOCTBYET YIYUIIICHUIO CAMOYYBCTBUSI, CHIKACT pas3apa-
KUTEIBHOCTh M CIIACTUYHOCTD, YAy4IlIaeT mepudepudc-
CKOe KpOBOOOpaIlleHNe U 3aXWBJICHUE paH, UMMYHHBII
OTBET M YCTOMYMBOCTD K MH(Mpekusam [4, 5]. B mpoBeneH-
HoM B DI'AY «<HMMUWLI 300poBws neteii» Munsnpasa PO
HCCIeAOBAHNUM TOKa3aHO, YTO OEJIKOBO-3HEepreTuyecKast
HenoctaToyHOCTh (BOH) ormMeuaeTcs Gonee yeM y moso-
BuHbl nereit ¢ LI (B 65,5% cinydaeB): nerkas bBOH —
y 11,2% nauuenToB, ymepeHHas — y 37,4%, Taxenas —
y 16,9% [6], uTO MOATBEPXKIAET HEOOXOIUMOCTh CBOEB-
PEMEHHOI KOPPEKIIMY HYTPUTUBHOTO CTaTyca Ha OCHOBE
VHIVBUIYaIU3UPOBaHHOTO TToaxona [3, 7].

Bo3moxkHOCTH OpraHu3aly HyTPUTUBHON ITOIIEPK-
KU ITyTeM SHTEPaJbHOTO IMUTAHMS HA CETOMHSIITHUN IeHb
3HAUUTEJbHO PACIIMPUINCH OJjaromapsl pa3BUTHUIO WH-
MYCTPUM CHCIUATN3NPOBAHHBIX IMPOAYKTOB (CMecei s
SHTEPAJIBHOTO MUTAaHUSA) U TeXHUIECKUX CPEICTB €ro op-
TaHM3aIMU (30HIbI, TPABUTAIIMOHHBIC CCTEMBbI, HACOCHI).

DHTepabHOe MUTAHUE MOXET OCYIICCTBISITHCS pa3-
JIMYHBIMU METOIAMMU:

* DHTEPAIPHOE 30HI0BOC MMUTAHUE;

* MMTaHUE Yepe3 cTomy (TacTpajabHO, TyOodeHAIbHO,
€IOHAJILHO).

Bri6op pexxuma BBeAeHUSI CMECU IIPU 30H10BOM MUTA-
HUU 3aBUCHUT OT COCTOSTHUS TTallMEeHTa 1 pUCKa acTIMpaliiy
[7]. Mcnonb3ytoT OOJIFOCHBII CIIOCOO — BBEIEHUE CMECU
1m0 5—7 pa3 B neHb B TeueHre 20—30 MUH IIMPUIIEM WA
CaMOTEKOM U TOJIBKO YPE3KETYA0YHO; TapLUUATbHBINA CTIO-
co0 — KopMJIeHUe maleHTa 3—5 pa3 B IeHb Kaxable 3—4
4 1o 60—120 mMuH, 4TO OGEcIIeunBaeT OoJiee TUIaBHOE T10-
CTYIUIEHHE CMECU U HECeT MEHBIIYIO Harpy3Ky Ha Kemy-
MOYHO-KMIEYHOTO TpakT. [locTosTHHOE KareabHOe BBE-
MEHNE CMECU HCIIOJB3YIOT TOJbKO B TSDKEJIBIX CIydasx.
B HeBposornyeckoii mpakTukKe 3apeKoOMeH10BaJl ce0sl «pe-
KM HOYHOH aJIMMEHTALMU» — JOTIOJIHUTEILHOE Kallelb-
HOE BBeICHUE CMECH B TeueHMe 4—6 4 B HOUHOE BpPEMs.

Hns1 5bGeKTUBHONM HYTPUTUBHON MOIIEPXKKU HEO0XO0-
IMMO WCIOJIb30BaHUE CITENATN3UPOBAHHBIX CMeCeH, IT0-
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3BOJISIIOLIMX OOECHEUUTh MOTpedIeHne HEOOXOAMMOIO KO-
JIMYECTBA MAaKPO- U MUKPOHYTPUEHTOB B HEOOJIBIIIOM O0be-
Me rponykra. [Ipu opraHu3auy 30HI0BOrO MUTaHMS (Yepe3
30HI WIA CTOMY) SHTEpaJibHbIC TPOAYKTHI MOTYT CIIYKUTh
€MMHCTBEHHBIM MCTOYHUKOM IUTAHUS. Y «CTaOMIbHBIX»
MMALIMEHTOB OHM COYETAIOTCS ¢ HATYpaJIbHBIMU ITPOAYKTAMU
(KaramMu, OBOIITHBIMU ITFOPE, MSICOM, TBOPOTOM) [7].

BriGop cMecu 151 HYyTPUTUBHOM MOMIEPKKU OIpe-
IeIsIeTCsl BO3PacTOM, ITOTPEOHOCTAMU, HYTPUTHUBHBIM
CTaTyCOM, COCTOSHHEM XeJTyIOUYHO-KUIIIEYHOTO TpaKTa
maneHTa. Hambosee mmpoKo MPUMEHSIIOTCS COANaHCU-
POBaHHBIe CMECH — TO €CThb ColepXKallue coaTaHCUPOBaH-
HOE KOJIMYECTBO OCHOBHBIX HYTPUEHTOB (OEIKOB, JKHUPOB
1 yrieBoaoB). [10CKOIbKY IIpM HYTPUTUBHOM MOIIEPKKE
OOBIYHO CTOUT 3a/1a4a 1aTh PeOCHKY 3HAUMMOE KOJTMIECTBO
SHEPTUM U TIUTATEJIbHBIX BEIIECTB B HEOOIBIIIOM 00BEME,
TO B OCHOBHOM HaXOHIST MPUMEHEHHE WM30KaJIOpUITHBIC
(100 kkax Ha 100 M cMecH) WU TUTIepKaJopuiiHbIe (00-
nee 100 kxan B 100 MIT) IIPOAYKTHI.

K uzoxanopuiinbim TpomykTam, KOTOpPBIE MOTYT MWC-
IIOJIb30BaThCA y eTeil crapie 1 roma, OTHOCSTCS cyxast
cmech «Kimmnyrtpen OnHumop» m Xxuakuii mponykT «Ile-
nualllyp Manoexka». B cocraB mocieaHero B KauecTBe
MMPeOMOTUYECKOTO KOMIIOHEHTa BXOHAT (PPYKTOOJIUTO-
caxapunpl. B muTanum mereii crapire 3 yeT TakXKe MOTYT
HUCMOAb30BAThCs M30KAJIOpUitHbIE MpPoayKThl «HyTpusn
Cranpapt», «YHurmt», <«®opmyna Pocra Cranmapt»,
«Hytpuzon Cranmapt», «Hyrpusn CtanmapT ¢ NUILEBHI-
MM BOJIOKHaMW». JloOaBiIeHNEe B COCTaB CMECH ITMIIEBHIX
BOJIOKOH JIeJIAeT UX MPEIIIOYTUTEILHBIMY Y IeTeH C 3amo-
pamu. M3okanopuiinag cmech «Pecypc OnTuMym», mpei-
Ha3HAYeHHas IS IeTel cTapiie 7 JIeT, IOMUMO HaTypaslb-
HBIX IHUIIEBBIX BOJOKOH C IPEOMOTUYCCKUM 3(DPEKTOM,
CITOCOOCTBYIOIINX KOM(MOPTHOMY IHUIIEBAPEHUIO, COIEP-
KWT IIpoouoTtuk Lactobacillus paracasei.

Tunepkanopuiinoim TIPOIYKTaM OTHAIOT IPEATIOUTEHHE
MPpYU TSOKEJIOM CTEIeHU HYTPUTUBHOM HEIOCTATOYHOCTHU
Uy OOJIbHBIX C TPYIHOCTSIMM TpreMa OOJIbIIMX 00BEMOB
IMUIIM, Korma Haubosee akTyalbHa 3amada daTh MaKCH-
MaJIbHOE KOJIMYECTBO HYTPUEHTOB U SHEPIUHU B MEHBIIIEM
oobeMe [3, 7]. K rurnepkajopuifHBIM OTHOCSTCS CMECHU
«Pecypc 2.0 + ®aiibep» (200 xxan/100 M), «Hyrpusu
Ummyn» (125 kkan/100 mn), «[lemualllyp ¢ nuineBbIMU
BojtokHaMmm» (150 xkxan/100 ), «HyrpuaulpuHK ¢ Tin-
IeBbIMU BoJIOKHaMM» (153 kkan/100 mi). B ormenpHBIX
cayJasix (HampuMmep, IIpu SIBICHUSIX MajibabcopOIuu, He-
IIEPEHOCUMOCTH TTOJMMEPHBIX CMeceli) TOKa3aHbl IOJIy-
5JIEMEHTHBIEC CMECH.

CornacHo pexkomeHmaunsiMm ESPGHNG 2017 roma
y nereit ¢ JLIT oueHka cocraBa Tena HeoOxoauma HJIst
aIeKBaTHOM OIICHKM HYTPUTHMBHOTO CTaTyca ITalldeHTa,
ONTUMU3ALNU PEKOMEHIAINA 10 MUTAHWIO U MOHHUTO-
puHra ux 3 heKTuBHOCTH [3].

Ieabio HACTOSIIIETO UCCIICIOBAHMS SIBIISLIACH OTITUMMU -
3alMsl TUETOJI0TMYECKOro conpoBoxaeHus aetei ¢ JILIT,
TTOJTYYAIOIINX KOMIUIEKCHYIO PEeaOMIMTAIIAIO B YCIOBUSIX
denepaabHOTO LIEHTPA.
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MaTtepuanbi n metToabl

B uccnenosanue BkioueHo 27 nereit ¢ HALIIT (G80
mo MKB-10) u conyrctBytomeit BOH: 11 (40,7%) neBo-
ek u 16 (59,3%) manbunkoB. Bo3pacT malueHTOB Bapbu-
posai ot 5 no 11 net; cpennuit Bo3pact 7,4 (5,7; 8,0) rona.
VY 17 (63,0%) GonbHBIX O6bUT ycTaHOBIEH auarHo3 G80.0
Cniactuueckuil epedpaibHblii mapamuy, y 5 (18,5%) —
G80.1 Cnactmueckast nuruierus, y 3 (11,1%) — G80.2 [et-
ckas remuruierust, y 2 (7,4%) — G80.8 dpyroit Bun JLIT.
V24 (88,9%) neteii ormeuanach gucarus, y 22 (81,5%) —
MceBaoOYIbOapHbIil cuHapoM, y 22 (81,5%) manueHTOB
3apEeTUCTPUPOBAHO COUYETaHUE nucdarvuu ¢ MceBIOOYIb-
OGapHbIM cUHAPOMOM. B HabmogaeMoli rpyrmie He ObLUIO
MAIMEHTOB, MOIYyYaloluX 30HI0BOE MUTAHWE WJIU TIATa-
HUE Yepe3 racCTpoCToOMY.

AHTPOIIOMETPUYECKUE TAHHBIE OLIEHUBAIU C UCTIONb-
3oBaHueM mporpamMmmbl «WHO AnthroPlus» [8]. buoum-
TeaHCHBIN aHaJIM3 KOMITOHEHTHOTO COCTaBa Tejla OCy-
IIECTBIsUIN Ha npubdope-aHanu3atope «<ABC-01 Menacc»
[9]. UccenoBaHue MPOBOAWIM B CTAHAAPTHBIX YCIIOBUSIX,
B TIOJIOXKEHUU Jiexka Ha KyIIeTKe, HaToIlaK — 3a 1 9 70 He-
TO OBUIM TTOJTHOCTHIO MUCKITIOUEHBI TIPUEM TN U BOIBI.

®a3zoBerit yron (DY) GuonmrmenaHca SBISIETCS] BAXKHBIM
TapaMeTpoM, OTPaXKAIOIINM COCTOSTHUE KJIETOK OpraHn3Ma,
YPOBEHb OOIIIeil pabOTOCIIOCOOHOCTY W WHTEHCUBHOCTH
obmeHa BemiecTB. DY m3mepsieTcs Ha yactore 50 kI '11. 3Ha-
yeHust Y 3aBUCAT OT TT0JIa ¥ BO3pAcTa COOTBETCTBYIOT:

* <4,4° — CcylIeCTBEHHO HUXE HOPMBI;

* 4,4—5,4° — HUXXE HOPMBI;

* 5,4-7,8° — B HOpME;

* >7,8° — BBbIIlIE HOPMBI.

Hnst pacuera haKTUUECKOTO TUTAHUST TIPUMEHSIICS
AHKETHO-OIPOCHBII METOJT C YUETOM BCEIl MUILU, ChEIEH-
HOI 3a 3 cyT. XMMWYECKUI COCTaB palliOHa OCYIIECTBIIS -
JIA C TIOMOIIBIO KOMITBIOTEPHOI TTporpamMmBbl « Partmon».

s HyTpUTUBHONW MOANEPKKU MPUMEHSUIUCH TUTIEP-
KaJIOpUIHbIE CMECHU:

» nipu bOH nerkoii crenenu — «HyrpuHuApuHK ¢ -
meBbIMU BojokHaMm» (150 kkan/100 MJT) B CyTOUHOM 00'B-
eme 100—200 m;

* ipu ymepeHHoil BOH — «HyrpuHu/lpuHk ¢ nuiie-
BbIMM BoJioKHamm» (150 kxamn/100 mi) wim «Pecype 2.0 +
®Daiibep» (200 xxan/100 M) B cyrounom oobeme 200 MI;

* ipu Tsokenoir BOH — «Pecypc 2.0 + daiibep»
(200 xkai/100 M) B cyrounoM oobeme 200—400 M.

Koppekiimss mnuTheBOTO pekuMa OCYIIECTBIISIACh
u3 pacyerta 1,5 MJI/KKa palmoHa.

Bce manueHThI moyyaiu Kype MeTaboIn4ecKoi Tepa-
muu (youaeKapeHOH Karuiy st ipueMa BHYTpb 3% pact-
BOp, JeBokapHUTHH 30% pacTBOp IJIsi TIpUeMa BHYTPb
B BO3PACTHBIX JO3WPOBKAX), a TakKkKe BUTAMUHHO-MU-
HepaJbHble KOMIUIEKCHI. [Ipy Haimuum 3aaepXKu cTyja
u IUCHYHKIINYA OWIMApHOTO TpaKTa Ha3HAYaJIUCh TUeTa
Ne 5; muHepanbHast Bona «Jlonatr Marauii» Kypcamu.

OueHky 3(PpdEeKTUBHOCTU KOMIUIEKCHOW HYTPUTUB-
HOI TIOIeP>KKY TTPOBOMIIN Yepe3 2 Mec 1O pe3ysibTaTaM
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AHTPOIIOMETPUYECKUX TTOKa3aresiel, (hM3NKaIbHbBIX TaH-
HBIX U UCCIIEIOBAaHUS COCTaBa Tea.

PesynbraTtbl

OneHka TIoKasarteieil (PU3NYECKOTO pPa3BUTHUS JIe-
Teil T03BOJIMJIA YCTAHOBUTHL TsSkecTh bOH, mpu stom
y 17 (63,0%) nauueHntoB otMeuasach jierkass BOH (E44.1),
v 5(18,5%) — ymepennas (E44.0),y 5 (18,5%) — 1soxenas
(E43.0).

OlleHKa TIMTaHUS HAOJIIOMaeMBIX IIeTell IoKasaia,
yto y 70,4% mauueHTOB He COOJIONAJICS PEXUM IUTAHUSI,
y 51,8% He cobmoaicsa MUTbeBOM pexuM, v 74,1% orMe-
YaJIOCh CHIDKEHME allleTuTa, ¥ 55,6% — HeperyaspHbIii
cTyn. B To ke BpemsT aHaIM3 XUMHMUYECKOTO COCTaBa parmo-
Ha MoKa3zaJl, UTO y BceX Hab1101aeMblX JeTeil KaJIOpUHHOCTh
MMUTaHUs ObLIa CHIDKEHA TI0 CPAaBHEHUIO C BO3PACTHOM HOP-
Moii, y 63,0% neteii B (pakTHUECKOM ITUTAHUU 3a(pUKCUPO-
BaHO CHIXeHMe Oenka, y 88,9% — xupa, y 96,3% — yrie-
BOJIIOB.

IIpu uccremoBaHMM coCTaBa Tella OTMEYAJIOCh CHM-
KEeHUEe CJeHyIoNINX IoKa3aTesdeil: MHIeKca MacChl Teja
(UMT) — y 59,3% neteii, Toiueit maccol Tena — y 74,1%,
aKTUBHOM KJIETOYHOM Macchl — y 74,1%, 0o akTUBHOMI
KJ1eTouHoi Macchl — Yy 70,4%, BHEKJIETOUHOM >KUAKO-
ctu —y 55,6%, dazoBoro yria 6uoumMnenaHca — y 55,6%,
conepXXaHus Xupa —y 55,6%.

KoppensunoHHbIii aHaIu3 00HapYKWI IPsSIMbIE CBSI3U
MEXIY XUMHYECKMM COCTaBOM pallOHa JeTei M CoCTa-
BoM ux Tena. [Ipu cHuXeHuM motpedeHusl BCEX MaKpo-
HYTPUEHTOB (OEIKOB, XUPOB U YIJIEBOAOB) OTMEYaIoCh
CHIDKEHHME HE TOJIBKO KMPOBOM MAcCHI Tejla, HO M TaKUX
IoKa3aTeieit, Kak CKeJICTHO-MBIIIIeYHast Macca, OISl CKe-
JIETHO-MBILLIEYHOM MACChl TeJla 1 YAEJIbHbII OCHOBHOM 00-
MEH, T.¢. IToKa3arejieli, KOTOpbIe MOTYT XapaKTepru30BaTh
peadbuIMTallMOHHbIN moTeHuura pedexnka ¢ JLIIT.

Takum o6Gpa3zom, aHaAIM3 XUMUUECKOTO COCTaBa pa-
IIMOHA MTUTAHUS HAOII0TaeMBIX €aMU ITallMeHTOB BBHISIBI
Yy HUX Ie(pUIINT MaKPOHYTPHUEHTOB U TTOKa3aJl, YTO UMEIO-
masica y Hux bOH cBsi3aHa ¢ HemocTaTOYHBIM TTOTpedJIe-
HUEM OCHOBHBIX HYTPUEHTOB U HU3KOU KaJOPUITHOCTHIO
panmuoHa. OOHapyXeHHBIE TIPSIMBIE KOPPEISIIMOHHBIS
CBSI3M MEXIY IOTpeOJCHUEM SHEPTrUM U MaKpPOHYTPH-
€HTOB M TOKa3aTeJsIMU HYTPUTUBHOIO CTaTyca peOeHKa
TOBOPSAT O TOM, UTO CHIDKCHHME HYTPUTHMBHOTO CTaTyca
y 00CJIeIOBaHHOM KaTeropuu OOJBHBIX HAIIPSIMYIO CBSI-
3aHO C HEIOCTaTOYHBIM TMOTPEeOJICHUEM MUTATEIbHBIX
BEIIIECTB M ITOATBEpKIaeT MHEHHUE psla CIEIUAaTINCTOB
0 HEIOOLIeHKE HYTPUTUBHBIX MOTPEOHOCTEM ITOUM KaTe-
ropuu 00JIbHBIX.

Bcem nmetsiMm mpoBoauiach Koppekilus 0a30BOro pa-
mroHa. OmHAKO, YYNUTHIBasl OrpaHUYCHHBIC BO3MOXHOCTHU
KOPPEKIIMU HYTPUTUBHBIX HAPYIIICHUH 3a CUYST KOPPEKIINHU
0a30BOTO palMoHa (Haauyue aucdaruu, rmceBaooyabpoap-
HOTO CHMHIPOMA, CHUXCHMS aIlleTUTa), JOTIOJHUTEIHLHO
Ha3HAYaJINCh COAJIAaHCUPOBAHHBIC CIICIIMAIM3UPOBAHHBIE
MMPOAYKTHI, COAEPIKAIIINE IMUIIEBBIC BOJOKHA: TUIIEPKAJIO-
puiinbie cmecn «Pecypce 2.0 + ®Daitbep» n « HyrpunuIpuHk
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C IUILIEBBIMU BOJIOKHAMM». ClieMaaIn3upOBaHHbIE CMECH
noa0upannch B 3aBUCMMOCTH OT cterieHn bOH n HazHa-
YaJIUCh C Y4ETOM Bo3pacTa pedbeHka B oobeme 100—400 M
eXeIHEBHO.

[Tociie okoHYaHMST KOPPEKLIMY MUTAHUS U JIe4eOHbIX
MEPOIIPUSITUI TOBTOPHO OLIEHUBAIUCH PEXUM U PALILOH
MMUTAHMS JeTei, COXPaHHOCTD allleTUTa U PETYISIPHOCTh
CTyJla. YCTaHOBJIEHO, UTO PEXUM IUTaHUSI COOJIoaa-
1 24 (88,9%) maumeHTa, muTheBOM pexxuM — 23 (85,2%).
CHIKeHMe arfrmeTuTa otMedanoch y 5 (18,5%) nereii,
B TO BpeMs KakK y 22 (81,5%) GOJIbHBIX anIeTuT ObLI CO-
xpaHeH. Y 26 (96,3%) neteii oTMedasicsl peryJispHbIIA
CTYI1.

KoHTponbHOE OHOMMIEAAHCHOE MCCAEAOBAHUE CO-
cTaBa Teja IIOClie 2 MeC Kypca TepameBTUYECKHUX Me-
POIPUSTUIA, BKIIOYABLIMX HYTPUTUBHYIO U MeTabo-
JIMYECKYIO TOMIEPXKKY, OOHAPYKUJIO IOJIOXKUTEIbHYIO
IUHAMUKY B BHUAE YBEJIMYEHHUSI MHIEKCa MacChl Teja
y 8 (29,6%) nmanueHTOB, YBeJIMYECHUS TOILEH MaccChl Teja
y 12 (44,4%), yBenuueHUs] aKTUBHOM KJIETOYHOI MacChl
y 14 (51,8%), yBenuyeHus OO aKTUBHOM KJIETOYHOM
maccel y 10 (37,0%), HOopMmanu3aLuMu coAepxKaHUS 00-
LIl XUIKOCTH B opraHusme y 7 (25,9%) u BHEKJIETOUHOM
xuakoctd — y 14 (51,8%), HopMasu3aiuu (a3oBoro yria
ouounmmienanca y 10 (37,0%) GOJIbHBIX U YBEJIMYEHUS CO-
JEepKaHMS XKKUpa 10 Bo3pacTHoil HopMbl — Y 10 (37,0%).
Oco0eHHO BaxKHO OTMETUTDH yBEJMYEHUE aKTUBHOM KJie-
TOYHOW MACCBHI, 10JIM aKTUBHOM KJIETOYHOU MAaCChl U HOP-
Manu3alui (a3oBOro yrjia 0MoumIiefaHca — I10Ka3aTe-
JIeit, HarpsIMYIO CBSI3aHHBIX C (PU3NYECKOIT paboTOCIOCO0-
HOCTBIO, @ 3HAYUT, U C PeabUINTALlMOHHBIM ITOTEHLIMAIOM
nereii ¢ JALIIT.

ITocne 2 wmec 0a30BOif MeIMKAMEHTO3HOM Tepa-
MUY W HYTPUTUBHON Koppekuum Jerkags BODH ocra-

nach 22 (81,5%) nauuenroB, ymepeHHas — y 2 (7,4%),
msokenast —y 3 (11,1%).

B xauecTBe mpuMepa MPUBOINM KAUHUYECKOe HAOAr0-
Oenue.

HdeBouxka A.,9mer, HabMOMaeTCs B OTACICHUM TICH -
XOHEBPOJIOTUM U TIcUXocoMaTtndeckoi natonorun OIrAY
«HMMUII 3mopoBbsa neteit» Munsnpasa P® ¢ guarnozom
«JleTckuit uepeOpaibHbIii Tapajiuy, CriacTUYecKas IUILie-
rusg. GMFCS I11. MACS II».

Iannsie ocmompa: poct — 117 cm, Bec — 18 xr. Ob1iIee
COCTOSTHHME CPEIHEH TSDKeCTH 10 OCHOBHOMY 3a00JICBaHUIO.
IlceBnoOynpbapHbIil cuHApoM, aucdarus. Koxa OnemHas,
yycTast. CIM3ucThle 000J10YKHM YncThie. [loakoxkHas Kiiet-
yaTKa pa3BuTa c1abo, pacnpenenaeHa pasHoMepHo. Hocosoe
IbIXaHWe CcBOOOMHOE. B Jerkmx Be3UKyJISIpHOE IbIXaHUE,
xpunoB HeT. Y/ — 21 B MunHyty. O0MacTh cepria BU3y-
anpHO He M3MeHeHa. Cor-TOHBI SICHBIE, YeTKHE, PUTMIIHBIE.
YCC 84—86 yn/muH. XKUBOT He B3OyT, MITKUii, 6e300J1e3-
HEHHBII TIpY HaJbIIallii BO BeeX oTaenax. [leyeHb He yBe-
JIMYEHa, Kpail 3JacTUYHBIN, 0e300e3HeHHbIN. Celle3eHKa
He yBenmuyeHa. CTyII: CKIIOHHOCTb K 3aIIopaM — 4epe3 IeHb.

OlieHKa aHTPOIOMETPUIECKUX TaHHBIX (AnthroPlus):
Z-score Bec K Bo3pacty —3,09, Z-score pocT K BO3pacTy
—2,58, Z-score UMT —2,01.

Kanobwt, co cnoB poauTesicii, Ha TUIOXYIO TPUOABKY
B Bece, TPYAHOCTH KEBaHUS U TJIOTAHUSI, TIEPUOTNICCKHU
CHIDKEHHBIH aIllIeTUT, CKIIOHHOCTD K 3aII0paM.

Tuwesoe nosedenue: pexkxM MUTAHUST HE COOTIOMACT-
cs. JIroout cnagoctn. Hemocrarouno meeT Bomy — 1/2 cTa-
KaHa B IcHb; HEIOCTATOYHO YIIOTPEOJISIeT 3€JICHb 1 OBOIIIN.
Panmon obenHeH OEKOBBIMU MPOAYKTAMU: Msico — 50—
60 r B 1eHb, TBOPOT — 2—3 pa3a B HeJEI0, ChIp — 1—2 pasa
B Heleo, ppida — 1 pa3 B Heleso. AJUIepruiyecKrX peak-
LM Ha TIMIIEBBIC TIPOIYKTHI HET.

[Benkw/Proteins -20
Kupbi/Fats -43
Yrnesopbl/Carbohydrates -41
JHeprua/Energy -40
MuTatenbHble BewecTBa/Nutrient substances -25
Na -60
K -63
Ca -56
Mg -15
P -24
Fe -1
PeTuHonoBbI skBMBaneHT/Retinol equivalent -34
Tokodeponosbliii skrBaneHT/Tocopherol equivalent |-58
Pn6odnasuH/Riboflavin -50
Hwaumn/Niacin -20
SHeprus/Energy -29
AckopburHoBas KucnoTa/Ascorbic acid -79 E

Puc. 1. MauuneHTKa A., 9 net. OTKNIOHEHME CoAepKaHNA NULLEBbIX BELLECTB 1 SHEPrun oT peKoMeHAYeMOoi HOpMbl NoTpebneHus, %.

Fig. 1. Patient A., 9 years old. Deviation of the content of food substances and energy from the recommended consumption rate, %.
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Ipumepnoiii payuon (IpeaOCTaBIEH POAUTEISIMU):

OpurrHanbHasa cTatbA

Ta6nuya 1. XumunyecKunii COCTaB paLioHa
Table 1. Chemical composition of a ration
TTuieBsie BelecTBa Hopma DaKTUIECKOE CPETHECYTOU~

Nutrients TIOTpeOIeHUS HOE ToTpebIeHue
Nutrient intake ~ Actual average daily intake

3aBTpak Karra MosouHast ¢ 106aBIeHreM CITMBOYHOTO
MacJia, WM OMJIET, WJIM TBOPOXHAsI 3areKaHKa
(06bem mopiuu 50—150 1)

O6en Cyn Ha MsICHOM OyJiboHe, Msico 50—60 1
(Kypulia, roBsiiMHa, repernesika), 1IoMallHui
komror 100—200 M

IMonaauk DpyKThI WK CIIATO0CTH (MTeYeHbE, KOH(METHI,
LIOKOJIAJT)

YXuH KpynsiHoe 07110110, OBOIIM B 3a11€4eHOM BUIE
(o6bem mopuwmit 200—250 r), yaii ¢ caxapom

Ilepen cHom Kucnomonounbiit HamuToxK — 200 Mt

PesynbraThl aHamM3a XMMMYECKOIO COCTaBa palllioHa
npuBeneHbI B TadJ. 1. Ha puc. 1 ipeacraBieHo NpoleHTHOE
OTKJIOHEHME COICPXKAaHMSI ITUILEBHIX BEIIECTB OT HOPMBI.

Sakarouenue. Y pedenka tskenas bBOH (E43.0) Ha ¢o-
HE HENOCTaTOYHON 3HEepPreTUYecKOl IEHHOCTH palloHa
Y CHIDXEHMS TIOTPeOJIeHUs OEIKOB, XXUPOB U YIJICBOIOB.

ITlpu 6uoumnedancomempuu: cnuxeaue UMT, cHuxe-
HME TIPOLIEHTHOTO coaepkaHus xupa (16%, 94To cooTBeT-
CTBYET UCTONIEHMIO), CHUXXEHHUE YPOBHSI BHEKJIECTOUHOM
JKUIKOCTH; aKTUBHASI KJIETOYHAsI Macca — Ha HYKHEl rpa-
HuLe HOPMEI (puc. 2). DY cocrasun 6° (103% oT HOPMBI).

Jist cocTaBiieHMsl pallMoOHAa WHIWBUIyajdbHas IIO-
TpeOHOCTh B SHEPTUU OMPEAEISIaCh HECKOJIBKUMU Me-
tonamu. Ilpu pacuere peKOMeHIyeMOll KaJOpUITHOCTHU
palMoHa C MCIIOJIb30BaHMEM POCTOBOTO METOJa PEeKO-
MEHIOBaHHas KaJJOPUIMHOCThL cocTtaBuia 1650 Kkaji/cyT,
IIpY pacyeTe ¢ UCITOJIb30BaHUEM METO/a HeIPSIMOI KaJlo-
pumetpun — 1850 kkan/cyt. C yueToM MOCIEIHUX PEKO-
MmeHgauuiit ESPGHAN, B KOTOpbIX yKa3aHo, YTO 3a OpU-
€HTHUP M0 KAJTOPUWHOCTHU CIEAYET OpaTh BO3PACTHBIE HOP-
Mbl MOTpebyieHus1, Ha nepuon amantauuu (7—10 gHeit)
ObUT chOPMUPOBAH PALMOH C DHEPreTUYECKOW IIEHHO-
cteio 1800 KKay/cyT ¢ peKoMeHAaluel yBeJIUUnUTh Kajao-
puiiHocTb pauuroHa a0 2000 kkajn/cyT. [Tpu aToM ¢ yuyeTom
CHIDKEHHOTO aIllleTuTa y pebeHKa U BKYCOBBIX ITPEIITOYTe -
HMI 4aCTh SHEPreTUYECKOM IIEHHOCTU pallioHa ObLIO pe-
KOMEHIOBAaHO 00ECIIEYMTh 3a CUET CIIeLIMAIM3UPOBAHHOTO
TUIIEPKAJIOPUITHOTO ITPOIYKTa.

[MuTheBoOil peXxuM ObUI OTKOPPEKTUPOBAH M3 pacye-
Ta 1,5 mu1/KKas.

Pexomendayuu

1. Aueta Ne 5. KynuHapHas o6paboTKa: Muia roto-
BUTCS Ha I1apy, OTBapMBaeTCs, TYIIUTCS WU 3areKaer-
cs TIOCJIe OTBapUBaHMS, He M3MellbuaeTcs. TeMIepaTypa
oson 20—60°C.

2. Y4eT (haKTU4YeCKOro MUTaHMUsI.

3. Koppexiius palioHa ¢ yBeITMYeHUEeM HaTypaJlbHbIX
0EJIKOBBIX MPOAYKTOB, PACTUTEIBLHOIO Maciia, MPOIYyKTOB
C MUIIEBBIMU BojIoKHamMu. Co0:1101aTh BO3pacTHBIE TOP-
LIMY 1 0OBEMBI OJTION;

* MsSICHOE WM pbioHOe 011010 10 200 T B IeHb Ha 2 TIpU-
ema (100 r Ha o6en 1 100 r Ha yKUH);

* rapHup, 200 r;

 xamia, 250 T B JeHb;

 puHerpet, 100 T;

* oBolIHOE 0J11010, 200 T;

Original investigations

benku, r
Protein, g

Kupsl, ©
Fats, g

VrneBosl, ©
Carbohydrates, g

DHeprus, KKaj
Energy, kcal

Na, Mr%
Na, mg%

K, mr%
K, mg%

Ca, Mr%
Ca, mg%

Mg, mr%
Mg, mg%

P, Mr%
P, mg%

Fe, Mr%
Fe, mg%

MaccoBasi noJist
PETUHOJIOBOTO
SKBUBAJIEHTa, MKI%
Mass fraction

of retinol equivalent,
mcg%

Maccosas gost
TOKO(hEPOIOBOTO
9KBUBAJIEHTA, MKT%
Mass fraction of
tocopherol
equivalent, mcg%

Maccogasi 1oJist
THaMUHa, Mr%
Mass fraction of
thiamine, mg%

MaccoBas nois
pubodaaBuxa, Mr%
Mass fraction

of riboflavin, mg%

MaccosBas noius
HManuHa, Mr%
Mass fraction
of Niacin, mg%

MaccoBas nost
aCKOpPOMHOBOI
KUCJIOTHI, MI'%

Mass fraction

of ascorbic acid, mg%

* cym, 200 1

* omzert, 100 T;

63

70

305

2100

1000

900

1100

250

1100

12

700

10

1.1

1.2

15

60

* CbIp, 15T B AeHD;
* TBopor (6e3 HarojaHuTenei), 100 r B 1eHb;

* keup, 200 MJI B AeHb;

50.316

39.718

179.164

1269.669

1601.691

1464.036

483.868

213.505

838.044

11.931

459.174

4.227

0.55

0.959

7.032

12.712
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a/a

6/b

Puc. 2. MauueHTKa A., 9 net. Pe3ynbraTtbl 6MoMneaaHCHOrO NCCNeA0BaHNSA COCTABa Tena.
a— copepkaHme xupa (ocb abeumce, %) n QY (ocb opamrHar, °); 6 — arnanasoH 3HaveHnn QY (ocb opAmrHar, °) B 3aBUCMMOCTI OT BO3pacTa (0Cb abcumcc,

rOp.bI) nauneHTKN 1 B HOpmMe.

Fig. 2. Patient A., 9 years old. Results of bioimpedance study of body composition.
a — fat content (abscissa axis, %) and phase angle (ordinate axis, °); b — range of phase angle values (ordinate axis, °) depending on the patient’s age

(abscissa axis, years) and normal.

* ¢pykThl, 350 T Ha BeChb I€Hb;

* pacTUTEJIbHOE Macjio, | JecepTHasI JJ0XKa Ha 2 MpU-
eMa B IeHb, 100aBUTh B OBOIIIHOE OJII0NI0;

* MacJIO CJIMBOYHOE, 15 T B IeHb;

* [IeYeHbE, 25 T B JICHD;

* XxJ1e0 Ha Bech JIeHb, 250 1.

YuuteiBass CKJIIOHHOCTb K 3aIlopaM, PEKOMEHIYeTCs
aKTHUBHO Mpenjiarath BoAy, 1aBaTh IeUyeHoe s10J10K0, OTBap
W3 YePHOCIIABA.

4. YyuTbiBasg CHUXKEHHBIN, U30MpaTe/bHbIN arreTur,
TUTOXYIO MPHOaBKy Beca, PEKOMEHIYETCS HOIOHUTETb-
HOE TMTaHWE C MCITOJIb30BaHMEM CIICLMATN3UPOBAHHO-
ro BbICOKOKayiopuiiHoro mpoaykra «Pecypc 2.0 + ®aii-
oep», 400 M1 B IEHbD.

ITlpumep cymounoeo pauuorna

3aBTpaKk Kama oBcsiHas 180 mun
Macno cnmiBouyHOe 10r
X1neb 30r
Yaii ¢ caxapom 150 mn
Bropoii 3aBTpak TBopor aerckuit 100
«Pecypc 2 + Daiibep» 50 M
O6en OBOIITHOI CYTT C MICOM 150 Mt
Kotnera u3 msica 80r
MakapoHbI OTBapHbIe 180
Komnot u3 cyxodppykron 150 Mt
TMongnuk s16:10K0 mevyeHoe 150r
«Pecypc 2+DaiibGep» 150 it
VkuH DpukaneabKu peIOHBIE WTH MSICHBIE 80r
I'peuka oTBapHast 200
Maciio pactutesibHOE 10 Mo
Cok s16J1I0YHBII 150 mn
Ha Houb Kedwup 3,2% xupHoctu 200 mut
106

KanmopwuitnocTs 1820 kkai; 6enku 65,0 r; xupsl 62,51
yrieBonbl 261,8 T.

5. Koppekiiyst MUTheBOTO pexXuma.

6. ButaMuHHO-MUHEpaIbHbIE KOMIUIEKCHI Kypcamu (B
ron 3 Kypca).

7. KoMOMHMpPOBaHHBIN Mpenapar, coaepxKaliiii KoM-
IUIEKC BUTAaMMHOB U MMHepasioB, mo 1 Tadnerke 1 pa3
B CYTKH, BHYTPb, B IIEPBOi1 ITOJIOBUHE ITHS, BO BPeMsI €IIbI,
B TeueHue 1 mec.

8. YounekapeHOH, Karuv 1Tl mpruemMa BHYTpb 3% pac-
TBOp, mo 15 kxamenb 1 pa3 B CyTKM, B MEPBOIl MOJOBUHE
JIHSI, BHYTpb, BO BpeMsl IpyMeMa MUIIY, MpeaBapUTeIbHO
pPACTBOPMB B HEOOJBIIIOM KOJUYECTBE KUIISTYCHON BOIBI
WM MHOM HalUTKe KOMHATHOM TeMIlepaTyphbl, B Teue-
Hue 1 mec.

9. MuHepanbHas Boaa «JloHat MarHuii», TuieHHas
raza, KOMHaTHoM TemmnepaTyphl 1o 80 mia 3 pa3a B JeHb,
3a 20 MUH 10 edbl, BHYTPb, B TeueHUe 1 Mec; 3aTeM — ce-
MeHa THIKBBI O 1 yaiiHoI 10XKe 3 pa3a B AeHb, 3a 30 MUH
IO e/Ibl, BHYTPb, B TeueHUe 1 Mec.

10. IToBTOpHOE HCClIeIOBaHME KOMIIOHEHTHOIO CO-
cTaBa Tejia U KOHCYJIbTallus AueTosiora yepes 2 Mec.

ITloémopnas koucynemauus Oduemonoea uepe3 2 mec.
3a mepuoj HaOIIONEeHUsT COOIIONAETCS PEXUM ITUTAHMS,
BO3paCTHOI O0BbEM IOPLMIA OJIOM, IOJIydaeT IOIOJHU-
teapHoe nmuTtanue «Pecype 2.0 + Mdaiibep» B 06beMe 300—
400 mn1 B neHb, pa3aeneHHbIe Ha 2 mpuema. [TpubaBka Beca
3a 2 Mec coctanisgeT 1400 r, cTya HOpManu30Bajcs.

Jannvie ocmompa: poct 118 cM, Bec 19,4 xr. O611ee co-
CTOSIHME CPEIHEeH TSKECTH 10 OCHOBHOMY 3a00JIeBaHUIO.
IIceBnoOynbbapHblii cuHIpoM, nucdarus. Koxa Omen-
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Has, yuctas. Cim3ucTeie 0007109KK YucThie. [lomkoxHast
KJIeTJyaTKa pa3BUTa CJ1abo, pacIipefesieHa paBHOMEPHO.
HocoBoe npixanue cBoOogHOe. B jerkux: Be3uKyJIsipHOE
neixanue, xpunoB HeT. YA 21 B 1 muH. O6acTb cepaia
BU3YaJIbHO He M3MeHeHa. Cor-TOHBI SICHBIC, YSTKUE, PUT-
MuuHble. YCC 84—86 yn/MuH. 2KMBOT He B3OyT, MSATKUIA,
0e300J1e3HEeHHBIN MpU MajabHaluu BO Beex oTaenax. Ile-
YeHb He YBeJInueHa, Kpail 3J1aCTUYHBII, 0e30071e3HEHHbBINA.
Cenesenka He yBennaeHa. CTyJ peTyJIsSIpHBIA.

Ouenka anmponomempu4eckux OAHHbIX ¢ NPUMEeHeHUeM
npoepammor BO3 WHO AnthroPlus: Z-score Bec K Bo3pa-
cry —2,65, Z-score poct K Bo3pacty —2,54, Z-score UMT
—1,41.

B xone BbInoHeHUsT paGOThI ObLT MOBTOPHO MpoOaHa-
JIN3UPOBAH XUMHUUYECKHMI COCTaB (DaKTMYECKOrO paloHa
nutanus (Tada. 2). [IpolieHTHOEe OTKIIOHEHME ITUIIEBBIX
BEIIECTB ¥ SHEPTUU OT HOPMBI B TMHAMMKE IIPEICTABICHO
Ha puc. 3. Pe3ynbraTel OMOMMITEIAHCHOTO UCCIIEAOBAHUS
coCTaBa Teja yepes 2 Mec IpeICcTaBIeHbI Ha puc. 4.

Ta6bnuya 2. XummnyecKkuii cocTaB paLioHa (AMHaMU4ecKunii KOHTPOJb)
Table 2. Chemical composition of a ration (trend control)

IuieBoe BelecTBO
Nutrient

benku, r
Protein, g

Kupsl, T
Fats, g

YrieBojbl, T
Carbohydrates, g

DHeprusi, KKaix
Energy, kcal

Na, mr%
Na, mg%
K, mr%
K, mg%
Ca, Mmr%
Ca, mg%
Mg, mr%
Mg, mg%
P, Mr%
P, mg%
Fe, Mr%
Fe, mg%

MaccoBast 10Jis1 pETHHOJIOBOTO 9KBUBAJIEHTA, MKT %
Mass fraction of retinol equivalent, mcg

MaccoBast 10Ji1 TOKO(hEPOJOBOro SKBUBAJIEHTa, MKI %
Mass fraction of tocopherol equivalent, mcg%

MaccoBasi 1oJist THaMUHa, Mr%
Mass fraction of thiamine, mg%

Maccogast noinst pubodiaaBuHa, Mr%
Mass fraction of riboflavin, mg%

MaccoBas 107151 HUalMHa SKBUBaIeHTa, Mr%
Mass fraction of Niacin, mg%

MaccoBasi 10151 aCKOPOMHOBO# KUCIOTHI, MI'%
Mass fraction of ascorbic acid Niacin, mg%

Original investigations

Hopma norpe6ienust
Nutrient intake

OpurrHanbHasa cTatbA

3axarouenue: ymepenHasgs bOH: Z-score Bec K Bo3pa-
cry —2,65, Z-score poct K Bo3pacty —2,54, Z-score UMT
—1,41 (E44.0).

Ilo pesymbpraTaM HOBTOPHOII OMOMMIIETAHCOMETPUU
BBISIBJICHA MTOJIOXKUTEIbHAS TMHAMMKA B BUIC HOpMaIn3a-
uun UMT u comepkaHusl BHEKJIETOUYHOM KMIKOCTU, XK1~
POBOW MacChl T€JIa U AKTUBHOW KJIETOYHOM MacCCHhlI.

Heobxonumo oTMeTuTh, YTO OOHApPYKEHHOE IOBBI-
IIEHUE O aKTUBHOM KJIETOYHOI MacChl KaK IIpH Tep-
BUYHOM, TaK 1 IIPU IIOBTOPHOM 00CJIEIOBAHNN, BEPOSITHO,
00YCJIOBJICHO HAIMYMEM Yy MAlIMEHTA MBIIIICYHOTO TUIIEP-
TOHyCa B CTPYKType OCHOBHOTO 3a00JieBaHMSI peOeHKa —

ALTI.

O6cyxpaeHne

[ToTpebHOCTH B PHEPIUHU U MUTATEIBHBIX BEIICCTBAX
nereid ¢ JLIIT oGcyxaatoTcsi MHOTMMU OTE€UYE€CTBEHHBIMU
1 3apy0exXHbIMU yueHbIMH [1, 3, 7, 10, 14]. AKTyaabHOCTb
IMPOBOIVMBIX B 3TOM HaIpaBJICHUU MCCICIOBAaHMUI OIIpe-

DakTHYECKOE CPETHECYTOYHOE MOTPeOIICHIEe
Actual average daily intake

63 65.061
70 69.111
305 290.36
2100 1960.874
1000 1514.775
900 3212.395
1100 600.532
250 252.357
1100 995.796
12 14.527
700 591.467
10 11.996
1.1 1.621
1.2 1.807
15 21.035
60 71.773
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OpwurvHanbHana cTatbA

. benku/Proteins 3
»Kupbi/Fats -1
YrneBogbi/Carbohydrates -5
SHeprua/Energy -7
MuTatenbHble BewecTBa/Nutrient substances 22
Na 51
K 157
Ca -45
Mg 1
[} -9
Fe 15
PeTuHonoBbi skBUBaneHT/Retinol equivalent -16
TokodeponoBbiin akBrBaneHT/Tocopherol equivalent 20
Tuamun/Thiamine 32
Prn6odnasuH/Riboflavin 31
HwaumH/Niacin 35
AckopbrHoBas kucnota/Ascorbic acid 30

Puc. 3. MauneHTKa A., 9 net. OTKNOHEHNE COAePKaHVA NULLEBbIX BELWECTB 1 SHEPruv OT HOPMbl B AUHAMUKeE, %.

Fig. 3. Girl patient A., 9 years old. Deviation of the content of food substances and energy from the norm in dynamics, %.

NeSIeTCs CYIIECTBEHHBIM BIMSIHUEM HYTPUTUBHOTO CTa-
Tyca OOJIbHBIX Ha MX COMaTUYECKUI CTaTyC U peadmInTa-
LIMOHHBIN MoTeHUMall. Heo6xoauMo OTMETUTh, YTO OLIEH-
Ka HepreTuyeckux norpedHocreit pedexka ¢ LI numeer
CBOM 0COOEHHOCTU. [IpUMHSITO cuuTaTh, YTO BO3pacTHasl
HOpMa MOTPpeOIeHUSI MAKPOHYTPUEHTOB MOXET 0OKa3aThCs
IUISL OTUX OETEW CIMINKOM BBICOKOM M3-3a 3aAEPXKKU PO-
CTa U CHIDKCHUS (PU3MUECKOU aKTUBHOCTHU. B To ke Bpe-
Ms1 uMerouecs y nauueHToB ¢ JILLIT HeBponornyeckue
HapyIIeHMUSI OKa3bIBAalOT HETaTUBHOE BIMSHUE HAa UX POCT
Y1 HYTPUTUBHBIN CTaTyC, B TOM YHMCJIe U3-3a ACDULIMTHOTO
110 SHEePTreTUUECKOM LIeHHOCTH palmoHa [3, 10].

WUccnenoBanusa L.G. Bandini u coasr. [11] mokasanu,
4yTO (pM3MUecKass aKTUBHOCTb, B YaCTHOCTHU XOab0a, y ma-
muenToB ¢ JLIIT sBisiercst 6ojiee dHEProeMKUM TTpOlIeC-
coM, yeM B HopMme. M.J. Andrew u coaBT. [12] BBIIBICHO,
YTO BKJIAJ CIACTUYHOCTA MOXKET COCTaBJSATh IIPUMEP-
HO 10% ot ob11ero pacxoaa 3Hepruu, OAHAKO Y AETEi CO
CITACTUYECKUM TeTparape3oM pacxol SHEPTUU HIKeE.

E.A. Calis u coaBr. [13], U3y4uB TPYZHOCTU KOPM-
nenus petei ¢ JLIT (cHMXeHue armeTuTa, HapylleHue
JKeBaHMS, TJIOTAaHUS U TIP.), OOHAPYXWIM TIPSIMYIO CBSI3b
MEXIY TaHHBIMU KIMHUYECKUMU CUMIITOMaMU U TIOCTIe-
JOBaTeIbHBIM CHIKEHUEM CTaTyca MUTaHUSI.

B 10 e BpeMsi HeoOXOAMMO IOMHUTh, UTO IIepe-
OlLICHKAa TIOTPEOHOCTEel B DSHEPIMM MOXKET IIPUBECTH
K M30BITOYHOMY Becy, uTo HaoOmomaerca y 10—15% nereit
C HEBPOJIOTMYECKMMHU HapYIICHUSIMHU, COTJIACHO JaHHBIM
CeBepoaMepUKaHCKOTrO OOIIecTBa MeauaTpoB, TaCTPOIH-
TEpPOJIOTOB, TeNATOJ0rOB U HYTpULIMouoroB [14]. B cBa3u
C 3TUM TIOTPEOHOCTU B SHEPIUU MOJIKHBI OBITH MHINBU-
JyaJIM3UPOBAHBI C YUETOM ITOABUKHOCTH, MBIILIEYHOTO TO-
Hyca, YPOBHSI aKTUBHOCTH, HapyIIeHUsT OOMeHa BEIIECTB
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u pocra pedberka ¢ JILIIT [14]. HecMoTps Ha TO 4YTO HYTpU-
TUBHAasl HelocTaTouyHOCTh Yy Aeteil ¢ JILIIT moxer HocuTh
MyJbTU(MAKTOPHBIM TeHe3, IOJYyYeHHbIe HaMM JaHHBIC
CBUIETEIBCTBYIOT 0 TOM, YTo BOH y HabmomaemMbIx mmamnm-
eHToB ¢ JILII1 cBsi3aHa ¢ HemOCTAaTOYHBIM IOTPeOICHUEM
HYTPUEHTOB — Y BCeX 00C/IeNOBaHHBIX OOJILHBIX COIEp-
KaHWE B PALIMOHE OJHOTO WJIM HECKOJIbKUX MAaKPOHYTPU-
eHTOB (0eJIKOB, XKMPOB U YIJIEBOIOB) HE COOTBETCTBOBAJIO
BO3pacTHOM HOpMe noTpedsieHns1. CUTyaluo ycyryoasioT
CHIDKCHME alllleTUTa U HapylleHUe pexkuMa KOPMJICHUIA.
[TockonbKy Ha MAMBUIYaTbHBIC TIOTPECOHOCTHU B IIUTATEIb-
HbIX BeliecTBax aeteit ¢ A LIIT Bausitor MHOTME (paKTOPHI,
B TOM u4wucie aucdarus, MOBbIIIeHHas (u3nyeckas Ha-
rpy3ka TIpM BepPTUKAIU3ALMU, IOIMOJTHUTEIbHBIC SHEP-
ro3atparbl y OOJBHBIX C ITOBBIIICHHBIM TOHYCOM, OBLIH
MPEUTOKEHBI pa3IuIHbIe (POPMYJIBI IJI pacuyeTa uX CyTod-
HOI 3HepreTUYecKoil moTpedHOCTH [3], OMHAKO COTJIACHO
aKTyaJllbHBbIM KJIMHUYeCKUM pekoMmeHpanysM ESPGHAN
[0 TIMTAaHUIO JeTeil C HEBPOJIOTMYSCKUMHU HapyIICHUs -
MH, onyboaukoBaHHBIX B 2017 T. [3], mpu omnpeneneHun
HEOOXOAMMOM KaJIOPMMHOCTU pallMoHA 3TON KaTeropuu
JeTel ClIeayeT OPUEHTUPOBATHCS HAa BO3PACTHBIC HOPMBI
noTpebJieHWsT U B JajbHElIeM KOPPEKTUPOBATh pacue-
THl pallMOHA HAa OCHOBAaHMM MOHUTOPMHIA COCTaBa Tela.
Hacrogiee nccnenoBaHue rmokasajio, 4To Ha oHe 06a30-
BOM MENMKAMEHTO3HOM TepallMu U KOPPEKLMHU pallioHa
C MCIIOJIb30BAHMEM M30KAJOPUUHBIX U TUIIEPKATOPUM-
HBIX CIIEIMATM3UPOBAHHBIX TIPOAYKTOB IS HYTPUTUBHOM
MOIIEePKKM OTMEUCHA MOJIOXKUTEIbHAS TMHAMUKA B BUIE
YBEJIMYCHUSI MACChl TeJla, aHTPOIIOMETPUICCKUX MHICK-
COB 1 HOpMaJM3alluy aIlleTuTa y MalrueHToB. bruonMre-
NAHCHBIA aHaJIMW3 COCTaBa TeJa, MPOBEIECHHBIU C LIEIbIO
MTMHAMUYECKOTO KOHTPOJIS 1 MO3BOJISTIONINI 00Jiee TOUHO

Original investigations
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6/b

OpurrHanbHasa cTaTbA

a/a

8/c

Puc. 4. NayuneHTKa A., 9 neT. PeaynbraTthl 6MOMMNENAHCHOIO UCCNIEOBaHUA COCTaBa Tesla yepes 2 Mec.

a — oueHKa cocTaBa Tena; 6 — copepkaHue xupa (ocb abeumcc, %) n OY (ocb opavHar, ©); 8 — ArnanasoH 3HadeHuin QY (ocb opauHaT, °) B 3aBMCMMOCTY OT

BO3pacTa (0Cb abCLMCC, roAbl) NaLUEHTKN 1 B HOPME.

Fig. 4. Girl patient A., 9 years old. Results of bioimpedance study of body composition in 2 months.
a — evaluation of the body composition; b — fat content (abscissa axis, %) and phase angle (ordinate axis, °) c — range of phase angle values (ordinate

axis, °) depending on the patient’s age (abscissa axis, years) and normal.

OLIEHUTh aleKBATHOCTb MPOBOAMMBIX JUETOJOTMYECKUX
MEPOIPUSITUI, TakKKe OOHAPYXWJI TMOJOXUTEIbHYIO TH-
HaMUKY B BUAE HOPMalU3allMM OCHOBHBIX UCCIEAYEMBbIX
rokasaTeJiei.

Pe3ynbTaThl HacTOSIIErO UCCIEI0BAHUS COTJIACYIOTCS
¢ MHeHueM skcrieptoB ESPGHAN [3], rne nomuepkuBa-

Original investigations

eTcsl, UTO MPU pacyeTe MOTPeOHOCTU B HYTPUEHTAX U SHEP-
TMU 3TUX MALUEHTOB HE PEKOMEHJI0BAHO MCIOJb30BaHUE
crneluaabHbIX pedepeHCHbIX 3HAUeHU I aHTPONIOMETpUYEe-
CKMX TTOKa3aTeJieil, MOoCKOJbKY OHU He OTpaXkaroT XKeJiae-
Mble 3HaUeHUs (peKomeHaauust 3b) U MOTYT HeaaeKBaTHO
OLIEHUBATb UHAUBUAYaAJIbHbBIE HYTPUTUBHbBIE TOTPEOHOCTHU
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Difficulties in feeding due to pseudobulbar syndrome, dysphagia, salivation

prp,Hocm npu KOPMAEHUW, 0BbYCNOBEHHbIE NCEBA0OYILOAPHBIM CUHAPOMOM, Aucharueit, C}'I}OHOTEHEHMED

e

KoHcynbTauma HyTpuumonora
Consultation with a nutritionist

_C

)

KoHcynbTauua cromatonora
Consultation by a dentist

AHTponomeTpua *
Z-Score BAZ, HAZ, WAZ AHanIU3 XMMWNYECKOTO COCTaBa PaLMoHa NUTaHuA AHanu3 cocTasa Tena CTOME’;ZGSL:?CK%
Anthropometry Analysis of the chemical composition of the food ration Body composition analysis

Z-Score BAZ, HAZ, WAZ

)

Dental treatment

/

/

B3H

Protein-energy malnutrition

C

MeTabonuyeckue npenapatbl, BATAMUHHO-MUHEPa/bHbIE KOMMIEKCbI
> Metabolic drugs, vitamin and mineral complexes

KoppeKuua 6a30B0ro paLpoHa ¢ BO3pacTHbIM COOTHOLLEHWEeM 6e/KoB, y
YKMPOB Y YINEBOAOB C NPUMEHEHUEM CMNELMANN3UPOBAHHBIX NPOAYKTOB
Correction of the basic ration diet with an age-related ratio of proteins,

fats and carbohydrates with using specialized products

Y Y

Aeteii ¢ Taxenoi BIH — ncnonbsosaHMe rMNepPKanopPUNHbIX
cmeceit (200 kkan/100 mn; 200-400 mn/cyT)
In children with severe PEM — use of hypercaloric mixtures

Y

Y peteit ¢ nerkoit BAH — ucnonbsosaHue
rMnepKaaopuitHbIx cmecemn
(150 kkan/100 mn; 100-200 ma/cyT)
In children with mild PEM —
use of hypercaloric mixtures
(150 kcal/100 ml; 200 ml/day)

Y petei c ymepeHHoi BIH —
MCMONb30BaHME TUMEPKANIoOPUMHBIX CMeceit
(150-200 kKkan/100 ms; 200 ma/cyT)

In children with moderate PEM —
use of hypercaloric mixtures
(150-200 kcal/100 ml; 200 ml/day)

OtcyTcTBue apdekTa
Lack of effect

v

YcTaHOBKa racTpocTombl
Docking gastrostoma

(200 kcal/100 ml; 200-400 ml/day)

(

Puc. 5. AnropyTm AMarHOCTUKM 1 KOPPEKLMN HYTPUTMBHbIX HapylieHni y aeter ¢ LM n BOH.

Fig. 5. Algorithm for diagnostics and correction of nutritional disorders in CP children with PEM.

pebeHka. B cBsA3M ¢ 3TUM peKOMEHIYeTCSI OPUEHTUPO-
BaTbCSl Ha BO3PACTHbIE MOTPEOHOCTU (peKoMeHaalus 5a)
¢ JaJIbHEMIITMM MOHUTOPUHTOM 3(P(MEKTUBHOCTH MPOBO-
IAMOM TUETOTeparMi Ha OCHOBAaHUW JIMHAMMKHM MAacChl
TeJla U KUPOBOI Macchl (pekoMeHaauus Sb) [3].

Ha ocHoBaHUM MOJIy4eHHBIX pe3yJIbTaTOB MCCIIeA0Ba-
HUST OBbLT pa3paboTaH aJrOPUTM TUArHOCTMKKM M KOPPEK-
LIMM HYTPUTUBHBIX HapyuueHuil y aereit ¢ JLIIT u comyt-
crBytouieii bBOH (puc. 5).

3ak/louyeHve

INonyyeHHbBIe TaHHBIE CBUIIETEIBCTBYIOT O TOM, UTO BO3-
MOKHOCTH HYTPUTUBHON MOMIEPXKKA B KOMIUIEKCHOM Jie-
yenuu aereit ¢ JILIIT nHenoouenensl. Hannuue y manumeHTOB
¢ ALIIT HyTpuTHBHOII HEMOCTATOUHOCTHU CBSI3aHO C HApYILIe-
HUEM pexXrMa IUTAHUsI, CHYDKEHUEM arlieTuTa, Je(UIIUTOM
OCHOBHBIX KOMITOHEHTOB B (DAKTUUYECKOM IMTUTAHUN U TpeOy-
€T MPOBEICHUS IeJIeHANPAaBIeHHBIX JTUETOJIOTMYECKIX Me-
POTIPUSITHIA, B TOM YMCIIe C MCIOJIb30BaHNUEM CITeLIUATIN3N-
pPOBaHHBIX TTPoayKTOB. Kak rokasajo Haille ucciaeIoBaHue,
KOMITJIEKCHOE MCIIOJIb30BaHNE MEIMKAMEHTO3HOMN Teparuu
¥ HYTPUTUBHOM KOPPEKIINN TTO3BOJIMIIO JOOUTHCS OBICTPOTO
VIIY4IIEHUS] HYTPUTUBHOTIO cTaryca y 55,5% maiyeHToB, 4To
TIPOSIBIISIOCH YIIyYIIIEHUEM aIIeTUTa, YBeJIMIeHeM MacChl
Teja, TMOJOXUTEILHOM TMHAMUKON aHTPOITOMETPUYECKUX
WHAEKCOB, HOpMalM3allMeil TIoKa3zaTesleil cocTaBa Tela,
B TOM YHCJIe BIUSIONINX Ha pab0OTOCITOCOOHOCTD 1, COOTBET-
CTBEHHO, Ha peabMJINTALIMOHHBIN ITOTeHIINAJ peOeHKa.
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Bce BbILIEU3NIOKEHHOE CBUAETENLCTBYET O HEOOXO-
JIUMOCTU BKJIIOUEHMSI B JUArHOCTUYECKUI W JieueOHBbI
anroputMmbl aeteit ¢ JILIT KoHcyabTanuii HyTPULIMOJOIOB
U TIPOBEIEHUSI COOTBETCTBYIOLIMX TE€PAreBTUUECKUX Me-
ponpusTrii. OLieHKa XMMUYECKOT0 COCTaBa paldoHa Tu-
TtaHus nareHToB ¢ JILIIT B COBOKYITHOCTH C TpoBeIeHUEM
OMOUMIIEAaHCHOTO UCCJIEA0BaHUS COCTaBa TeJia MO3BOJIsI-
10T He TOJIbKO BBISIBUTH BOH, HO U ornpeaeauTh NpuInHy
€€ BO3HUKHOBEHUS 1 TIPOBECTH CBOEBPEMEHHYIO liejieHa-
MpaBJeHHYI0 KOPPEKLMIO HapylleHuit. JuHaMudeckuit
KOHTPOJIb 3((HEKTUBHOCTU TMPOBOAUMBIX MEPONPHUSITUI
JIOJIKEH BKJII0YaTh aHau3 cocTaBa Teja. MMeHHOo aTu Me-
pONpUSITHS, HOpMATU3YIOIIe HYTPUTUBHbBIN CTaTyC AeTei
¢ JLIT, yay4ymiaroT uX COMaTUYECKUI CTaTyC U YBEIUUYU-
BalOT peabUJIMTALIMOHHBIN MOTEHIMAT MALIUEHTOB.
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