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Pesiome

BeepeHue. OCHOBHas Tepanus MyKOBUCLMA033 HOCUT KOHCEPBATUBHbIM XapakTep U B NEPBYK O4Yepefb BKIKYAET MyKOIUTUYE-
CKYH W aHTUDBaKTEpManbHYy Tepanuto. bonbluas ponb 0TBOAMTCS AMETOTEPANUM, KOTOPAs HAaNpaB/ieHa Ha KOPPEKLUMI0 HYTPUTUBHbIX
HapyweHuit. OHa NpeaycMaTpuBaeT 3aMeCTUTENbHYI0 Tepanuio GepMeHTaMu NOAXKEeNYL0YHOM XKenesbl U NPUMEHEHKE BbICOKOKa-
NOPUIAHBIX HTEPaNbHbIX [06aBOK, CMOCOOCTBYIOLMX YAYUYLEHUIO HYTPUTUBHOIO CTATyCa NaLUEHTOB.

Lenb. M3y4nTb BAUSIHWE TAapreTHOM Tepanmu Ha U3MEHEHUsS B KOMIMIOHEHTHOM COCTaBe Tena AeTei C MyKOBMCLMI030M.
Matepuanbl u MeToabl. B 0LHOLEHTPOBOM pPETPOCNEKTUBHOM MUCCIEA0BaHUM ObiNM U3yyeHbl 67 NPOTOKONOB BUOMMMeaaHco-
mMeTpun (AmamaHT-AUCT-MuHK) y 31 naumeHTa B Bo3pacte oT 4 o 17 net: 15 manbunkoB (48%) u 16 nesouyek (52%). B pamkax
HabnoaaTeNbHOro CCNeaoBaHMs NaumeHTbl Obinv pasaeneHbl Ha 2 rpynnbl: OCHOBHYK — 11 venosek (35%), nonyyaslunx TapreT-
Hylo Tepanuio B Teyenue 1 roga, v rpynny cpaBHeHus — 20 peteit (65%), y KOTOpbIX OLEHKA HYTPUTUBHOIO CTaTyca MpOBOAMNACH
[l0 HAa3HAYeHUs TapreTHoM Tepanuu. Bce aetu nonyyanu 3aMecTuTenbHyto GepMEHTHYHO TEPANUI0 U HYTPUTUBHYHO MOALEPXKKY
CMEeCsSIMU 119 SHTEPANIbHOTO NMUTAHWUS, PEKOMEHL0BAHHbBIMU A5 MALMEHTOB C MYKOBMCLMA030M. OLeHKa KOMMOHEHTHOrO COCTaBa
Tena NpoBOAMIACE EXXEr04HO BO BPEMS NIaHOBOM roCnuTanm3aumu.

Pesynbratbl. 3HaUMMBbIX pa3nuuuii nokasartenei Z-score pocTa, MacChl Tena M MHAEKCA Macchl Tena B rpynnax He BbISBNEHO.
KOMMOHeHTHbIM cOCTaB Tena uMen pasnuuus. Npu aHanuse XMpOBO MacChbl, ee LOAN U OTKIOHEHMI B [0Ne CYyXOW KNeTOYHOM
MaccChl B 3aBUCMMOCTM OT MPUMEHEHUS (HEMPUMEHEHUS) TapreTHOM Tepanuu Bblnn BbISIBNEHbI CTaTUCTUYECKM 3HAYMMbIE Pa3numns
(p = 0,046; p =0,020; p = 0,021 cooTBeTCTBEHHO). Ha DOHe TapreTHOM Tepanuu y NaLMeHTOB OTMEYaNoCh YBEIUYEHWE XUPOBOM
Maccbl B KOMMOHEHTHOM COCTAaBE Tefa M ee A0Mu Ha GoHEe POCTa [OAM CYXOM KNeTOYHOW MAcchl. B rpynne cpaBHeHUs coaepxkaHue
YXMPOBOM MaCChbl, €8 AOMU U CyXOW KNETOYHOW MacChl b0 HUXKE BO3PACTHbIX HOPMATUBOB.

BbiBogbl. TapreTHas Tepanus yny4ylimna KOHTPOsb Haf 3ab01eBaHWEM, HO M3MEHWUA KOMMOHEHTHbIM COCTaB Tena y NaumeHToB, ee
nonyyaswux. HyTpuTMBHAsA NoLaepka o0CTaeTcs HeOHX0AMMbIM METOLOM NIeYEHWUS NALMEHTOB C MyKOBUCLIMAO3O0M.
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Abstract

Introduction. The primary treatment for cystic fibrosis is conservative, primarily mucolytic and antibacterial. Dietary therapy
plays a significant role, targeting mechanisms such as pancreatic enzyme replacement therapy and enteral caloric supplements
that improve nutritional status.

Aim. To study the effect of targeted therapy on changes in the body composition of children with cystic fibrosis.

Materials and methods. A single-center retrospective study examined 67 bioimpedancemetry protocols (Diamant AIST mini)
in 31 patients aged 4 to 17 years with cystic fibrosis receiving nutritional support before and after targeted therapy. There were
15 boys (48%) and 16 girls (52%). As part of the observational study, the patients were divided into 2 groups: 11 (35%) received
targeted therapy for 1 year, and 20 children (65%) had their nutritional status assessed before targeted therapy. All children
received enzyme replacement therapy and nutritional support with enteral nutrition mixtures recommended for patients with
cystic fibrosis. Body composition assessments were performed annually during planned hospitalization.
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Results. No differences in the Z-score indicators of height, body weight and body mass index were found in the groups.
The body composition varied. When using targeted therapy, statistically significant changes in fat mass, its proportion, and devi-
ations in the proportion of dry cell mass were revealed (p = 0.046, p = 0.020, p = 0.021, respectively). With targeted therapy,
patients demonstrated an increase in body fat mass and its proportion, along with an increase in the proportion of skeletal cell
mass. In Group 2 without targeted therapy, fat mass, its proportion, and skeletal cell mass were below age-appropriate norms,
despite adequate replacement therapy and nutritional support.

Conclusions. Targeted therapy improved disease control but altered body composition in patients receiving it. Nutritional

support remains an essential treatment for patients with cystic fibrosis.
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BBELOEHME

Knctosnbit dmbpos (Mykosmcumaos, MB) — aytocom-
HO-peLeccMBHOE MOHOTeHHOe HacneacTBeHHoe 3abonesa-
HWe, XxapakTepu3sylLLieecs NOpaKeHNeM BCeX 3K30KPUHHbIX
Xenes, a TakxKe XXM3HEHHO BAXHbIX OPraHoB v cuctem [1]. Kak
M3BECTHO, 3TMONOTMS 3TOro 3aboneBaHus CBS3aHa C pa3nuy-
HbIMK MyTaumsamu B reHe CFTR (TpaHcMeMbBpaHHbIN peryns-
TOp npoBoaMMocT MB), KoTopble NpensTCTBYOT HOPManbHO-
My CMHTe3y 6enka, ero TpaHCMopTy, HapyLWatoT ero QyHKLMI0
B KayecTBe KaHaja aHWOHOB XJ10pa MU CeKPeLMo MOHOB
XN0pa. 3TW HapyLWeHWs NPUBOAST K U3MEHEHUIO 3NEKTPOUT-
HOrO COCTaBa M MOBBILIEHWIO BA3KOCTU CEKPETA XeNe3 BHell-
HeWt cekpeuun [1-3]. OCHOBHblE OpraHbli-MULIEHU — Nnerkue,
XeNnyAoYHO-KMLIEYHbIM TPaKT, NeyeHb, NOLXeNyLo4Has xe-
ne3a. OCHOBHas Tepanus HOCWUT KOHCEPBATWMBHbIN XapakTep
W B NEPBYI0 O4epefb BKIOUYAET MYyKONUTUYECKYIO M aHTUbaK-
TepuanbHyto Tepanuio [1]. bonbwas ponb 0TBOAMTCS AMETO-
Tepanuu, KOTopas HanpasfieHa Ha KOPPEKLMIO HYTPUTUBHbIX
HapyweHwuit. OHa NpeaycMaTpuBaeT 3aMecTUTeNbHYO Tepa-
nuio bepMeHTaMu NOLXKENYA0YHOM Xenesbl U NpUMeHeHue
BbICOKOKANOPUIHbIX 3HTEPaNbHbIX A06ABOK, CNOCOOCTBYIO-
LUMX YNYYLWEHUIO HYTPUTUBHOIO CTaTyca nauuneHTos [1,4-7].

B HacToswee Bpems paspaboTtaHa natoreHeTMyeckas Te-
panus, HanpasneHHas Ha mogynaumio 6enka CFTR u BoccTa-
HOBJ/IEHWE ero akTMBHOCTM B Ka4eCTBe XJIOPHOTr0 KaHana. 3tu
npenapatbl Ha3biBatoTca TapreTHbiMu (CFTR-mMopynsatopa-
MMW) U NPUMEHSIOTCS Y NALUMEHTOB C Pa3IMYHbIMU FEHOTUMA-
mu. B Poccuitckont Mepepaumm gaHHas rpynna npenapaTos
ycnewHo ucnons3yetcs ¢ 2021 r. [1-3].

C MOMeHTa Hayana NpMMeHeHWs TapreTHoOM Tepanum oT-
MeyYyaeTcs ynydyleHne KOHTpons Hag 3abonesanuem [2],
a TakXKe NOCTENEHHOE yyYlleHne HYyTPUTUBHOIO CTaTyca na-
uneHToB [4, 8]. MccnenoBaHus MO HYTPUTUBHOW NOAAEPXK-
Ke nauueHToB ¢ MB BeayTca noctosHHo. [ogbop npoayk-
TOB 3HTEPANbHOMO MUTAHUS U CXEM €r0 HAa3HAYEHMS C YHETOM
BO3pacTa M aKTyanbHOro HYTPUTMBHOrO CTaTyca OMMCaH
B KNMHUYECKMX pekoMeHaaumax «KnctosHoii pnbpos (My-
KoBucumMaos)» [1]. HasHayeHne fONONHWUTENLHOrO Neyeb-
HOMO MUTAHWS BOLWMO B KIMHWYECKYIO NMPAKTUKY U YCMEeLWHOo
NPUMEHSNETCH LETbMU, UX POAUTENSMM, @ TAKKe NOALEPKMBA-
eTCs MeoMUMHCKMM coobluecTBoM [5, 7, 8]. TapreTHas Tepanus
ynyylimnna coCTosiHME NaLMEHTOB: AeTU CTanu pexe boneTb
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M MeHbLLE HYXAATbCS B aHTMOAKTEpUanbHOM W Apyroi Tepa-
nun [3, 9]. Yayywmnncsa KOHTponb 38 GepMeHTaTUBHON ByHK-
Luen nooxenynouHom xenesbl [3, 9]. Mpu 3TOM coxpaHseTcs
NPVBEPXEHHOCTb MNALMEHTOB U UX poamTenei k cobnioge-
HWUKO peKoMeHAaUMI NO NPUMEHEHMIO AOMNONHUTENbHOMO 3H-
TepanbHoro nuTaHus. MauneHTbl, paHee MMeBLIME HYTPUTUB-
Hbl AeduLmMT, NOCTENEHHO HOPMAM30BaNAM CBOM NULLEBOM
cTaTyc [2, 7, 10], a B HEKOTOPbIX CNYyYasxX LEMOHCTPUPYHOT U3-
6bITOYHYH0 Maccy Tena v oxuperue [11]. B bonee paHHMx uc-
CN1efloBaHUAX KOMMOHEHTHOrO COCTaBa Tena AeTel C KMCTo-
3HbIM (MBPO30M OTMeYancs AedUUMUT KMPOBOK MacChl Ha
doHe cpegHUX MokasaTtenen Anas pocTto-BO3pacTHbIX HOpMa-
TMBOB TOLLEN, aKTUBHOM KNETOYHOM, 6E3KMPOBOW U CKeneT-
HO-MblWeyHon Macchl [5, 10]. EanHnyHble u3mepeHus y ne-
Telt ¢ MB neMoHCTpupoBanu npu3Haku capkoneHumn Ha GoHe
HeA0CTaTOYHOCTU NuTaHua [5]. Pan aBTopoB oTMevaeT u3-
MEHEHMS B KOMMOHEHTHOM COCTaBe Tena A0 M nocsie crap-
Ta TapretHon Tepanuu [9, 10, 11]. B nocnenHee spems cpe-
M NALMEHTOB C KMCTO3HbIM GUOPO30M OTMEYALOTCS Clyyau
OXMPEHUS. OTU 0BCTOSTENbCTBA CTaNM NPeanocbikaMm ans
npoBeAeHMs UCCNef0BaHUS KOMMOHEHTHOMO COCTaBa Tena
y nauueHToB ¢ MB B 3aBMCMMOCTM OT MPUMEHSEMON Tepanuu.

Lenb - M3yunTb BNUSIHWME TApreTHOM Tepanum Ha U3MeHe-
HMA B KOMMOHEHTHOM COCTaBe Tena geten ¢ MB.

MATEPWAJ1bl U METObI

B ogHOLEHTPOBOM peTpOCMeKTUBHOM WCCefoBa-
HWUK BbINU M3yyeHbl 67 NPOTOKONOB BUOMMMNEAaHCOMETPUM
u uctopun 6onesun 31 naumeHTa C NOATBEPXKAEHHbLIM AM-
arHosom MB. B nccnegoBaHue OblIM BKAOYEHbI NaLUEH-
Tbl B Bo3pacTte oT 4 fo 17 neT; cpefHUin BO3pacT COCTaBMA
12,88 * 3,82 roga. Cpeamn Hux 6b1n10 15 mManbumkoB (48%)
n 16 pesouek (52%). Cpok HabnwopeHus - 4 roga. Jetu
€XerogHo NocTynanu B CTaLMOHAp ANS KOHTPOAbHOrO 00-
cnepoBaHus. B panbHeiwem naumeHTsl Bbiin pacnpene-
NeHbl Ha 2 rpynnbl B 3aBUCMMOCTU OT MPUMEHSEMOW Tepa-
nuun. B 1-10 rpynny («TapreT — Hanuuue») sownn 11 yenosek
(35%), nonyyaBwmMx TapreTHoe neyeHune Ha GoHe hepMeHTa-
TMBHOWM 3aMeCTUTENbHOM Tepanuun 1 HyTPUTUBHOW MOAAEPXK-
ku B Teyenune 1 roga. Bo 2-to rpynny («TapreT — oTCyTCTBMEY)
6bi1m BKAOYeHb! 20 peteit (65%), y KOTOpbIX OLEHKA HYTpW-
TUBHOrO CTaTyca NPOBOAMNACH NPY EXEeroAHOM HabntoaeHuu
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Ha oHe TONbKO (PepMEHTATUBHOWM 3aMeCTUTENbHOM Tepanuu
W HYTPUTUBHOW NOAAEPXKM. [pynnbl OblIM CONOCTaBUMbI MO
nony 1 BO3pacry.

®du3nyeckoe pa3BuUTME OLEHUBANU B COOTBETCTBMM C KPU-
Tepuamu BO3 c onpeneneHmeM Z-score ans pocTa, Macchl
M MHAekca mMaccol Tena (MMT) ¢ ncnonb3oBaHMEM NPOrpammbl
AntroCalc. B ganbHeiweM cpaBHeHWe GU3MYECKOTO pPa3Bu-
MG UCCNeayeMmblX rpynn NpoOBOAMAM MO NOKasaTensam Z-score
B CBSI3M C MX BO3PACTHOM HEOLHOPOAHOCTBHO.

KOMMOHEHTHbIN COCTaB Tefa M3yyasn METOLOM YeTbl-
pexnongpHon 6uoumnepaHcometpun (dunamant-AUCT-
MUHWM). OLeHVBaeMble MapamMeTpbl: aKTMBHAS KNETOYHAs Mac-
ca (AKM), kr; pons AKM (% AKM); xunposasg macca (PKM), kr;
nons XM (% XM); cyxas knetouHaa macca (CKM), kr n ee
nong (% CKM). 3ToT MeToA MMeeT BO3PaCTHbIe M aHTPOMo-
MeTpUyeckne orpaHUYeHus: n3MepeHe BO3MOXHO NS fe-
Tel ctapwe 5 net ¢ poctom Bonee 95 cM. AHanu3 NpoToko-
NOB KOMMOHEHTHOrO COCTaBa Teia U BbINMUCOK M3 UCTOPUI
6onesnn nposeneH B 2024-2025 rr. B paMKax Hay4yHO-UC-
cnepoBaTenbckon paboTbl: HoMep roc. yyeta HUOKTP AAA-
A-A18-118113090077-0.

CTaTucTnyeckuii aHanus NpoBOAMACS C MCMOb30BaHUEM
nporpammsl StatTech v. 4.8.0 (pa3pabotunk — 000 «Crat-
Tex», Poccus). KonnyecTBeHHble NokasaTenu oLeHMBaNUCh Ha
npeaMeT COOTBETCTBMS HOPMAbHOMY pacnpefeneHuto ¢ no-
Mouwbto kKputepus Wanupo - Yunka. B kauectse mepbl pe-
Npe3eHTaTUBHOCTU 41 CPESHMX 3HAYEHMI YKa3blBaUCh rpa-
Huubl 95% poseputenbHoro uHtepeana (95% ). B cnyvae
OTCYTCTBMS HOPMANbHOMO PacnpefeneHns KoNMYeCcTBeHHbIe
[laHHble OMUCbIBANIMCH C NOMOLLBI MefnaHbl (Me) 1 HUXKHero
n BepxHero kBaptunen (Q1-Q3). CpaBHeHuWe 2 rpynn no Ko-
NNYeCTBEHHOMY NOKA3aTeNto, pacnpefeneHue KOTOPOro B Ka-
XA0WM U3 rpynn COOTBETCTBOBANIO HOPMAbHOMY, MPW YCI10BUM
PaBEHCTBA AMCMEPCHIA BbINOMHANOCH C MOMOLLBIO t-KpUTEpUS
CrbtopeHTa. CpaBHeHWe 2 rpynn no KOMYeCTBEHHOMY MoKa-
3aTento, pacnpeneneHne KoToporo OTMYaNnoch OT HOpMab-
HOTO, BbINOMHANOCH C MoMoLbio U-kpuTepms MaHHa — YUTHMU.
[ns oueHKM AMCKPUMUHALMOHHON CNOCOBHOCTU Koauye-
CTBEHHbIX NMPU3HAKOB MPU MPOrHO3MPOBAHUM ONpeaeneH-
HOro ucxona npumeHancs metog aHannsa ROC-kpumBbix. Pas-
fLenqollee 3Ha4YeHWEe KONIMYECTBEHHOMO NpM3Haka B TOUYKe
cut-off onpenensanocb N0 HamMBbICLWIEMY 3HAYEHUIO UHLEK-
ca tOpeHa. Paznununsa cuMTanuch CTaTUCTUYECKM 3HAYUMbI-
mu npwm p < 0,05.

PE3YJIbTATbI

Mpu aHanu3e uctopuit 6one3HN CTaLMOHAPHbIX NaLMU-
€HTOB C [IMarHO30M «KMCTO3HbIM (HpUOPO3» YCTAHOBNAEHO, YTO
BCEM MALMEHTAM, BK/IOYEHHbIM B MCCNeAOBaHUeE, leyeHune
Ha3Ha4YeHO B COOTBETCTBMM C KIMHUYECKMMU pEKOMEHAALMN-
aMK. Bce naumeHTbl NOCTOSIHHO NOMyYanu HyTPUTUBHYIO NOA-
[LepXXKY CTaHAAPTHBIMU CMECAMU 419 IHTEPANbHOrO MUTAHUA
Kak B JOMALUHWMX YCNOBUAX, TaK U B CTaLMOHAPE; Kanopuii-
HOCTb PEKOMEH[,0BANACh B COOTBETCTBUM C BO3PACTOM CO-
FMACHO KIMHUYECKUM peKOMEHAALUAM,

Uccnepyemas rpynna 6bina npeacrtaBneHa 9 petb-
MU nepeoro aetctea, 10 nauneHTamMu BTOPOro AETCTBa,

11 naumeHTaMM NOAPOCTKOBOro BO3pacTa; rpynna toHoue-
CKOro BO3pacTa npeactasneHa 1 neBylukon, B AanbHeNWeM
ee OLeHMBaNM B rpynne NoApOCTKOBOro Bo3pacta (maba. 1).

du3nyeckoe pasBuTME LeTel Ha MOMEHT NepBOro 0CMo-
Tpa npeacraeneHo B maba. 1. Cnenyet OTMETUTD, UTO TSXKENON
HYTPUTUBHOM HELOCTAaTOYHOCTU Cpean NaLUMEHTOB He BbISB-
NIEHO; TONbKO Y OAHOM LeBOYKM NOAPOCTKOBOrO BO3pacTa Ha-
6nt04ancs BbIpaXeHHbIA AeduunT Maccel Tena (Z-score 6bin
MeHee 3). B mogpocTkoBOM nepuoge napaMeTpbl Gpusnye-
CKOTO pa3BWUTUS HAXOLMAMCH B Npeaenax CpeaHmx 3HaYeHu
M yMEepeHHOro aeduunta no mMacce Tena u MIMT; y 3 naum-
€HTOB BbISIB/IEHA 3aJepKka pocTa. B rpynnax petei nepso-
ro u BTOPOro AeTCTBa HOMbLUMHCTBO AeTelN LeMOHCTPUPOBANM
cpenHee GuU3nyeckoe pasBUTUE; Kak AedULNT, Tak U YyMepeH-
HbI 136bITOK Macchl Tena u UMT oTMeyeH B paBHbIX L0NSX.

YunTbiBas, YTO 3OPEKTUBHOCTb HYTPUTUBHOM NOALEPXKKM
OLLeHMBAETCS B AMHAMKKe, Ha puc. 1 npeLCcTaBneHbl U3MeHe-
HMa Maccel 1 UMT peTel, nonyyaBLUMX TapreTHy Tepanuio
Ha OHe HYTPUTMBHOW MOLAEPXKKM U 3aMEeCTUTENbHOM dep-
MeHTaTMBHOM Tepanuu (1-9 rpynna) U TONbKO HYTPUTUBHYIO

Ta6nuya 1. OueHka hM3NYecKoro pasBuTUS AeTEN
Table 1. Assessment of the physical development of children

Poct 0 2 7 18 3 0 1
Macca 1 4 7 15 4 0 0
UMT 0 3 8 17 3 0 0
Poct 0 0 0 1 0 0 0
Macca 0 0 0 1 0 0 0
UMT 0 0 0 1 0 0 0
Poct 0 1 2 7 0 0 0
Macca 1 3 3 4 0 0 0
UMT 0 2 4 4 0 0 0
Poct 0 0 3 6 2 0 0
Macca 0 0 2 6 2 0 0
UMT 0 1 3 4 3 0 0
Poct 0 1 2 4 1 0 1
Macca 0 1 2 4 2 0 0
UMT 0 0 1 8 0 0 0

lpumeyarue. UMT - nHaekc Maccel Tena; M = Manbuuku; [l — AeBOYKM.
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NOAAEPXKY M 3aMeCcTUTENbHYIO Tepanuto (2-9 rpynna). O
MOKa3aTenn He UMeNU 3HauMMbIX pasnununii. Mpu conoctas-
neHun Z-score pocTa, Z-score mMaccol tena u Z-score UMT
B 3aBMCMMOCTM OT MPUMEHEHMWS TaPreTHOM Tepanmu HaM Tak-
e He yAaN0Ch BbIIBUTb CTaTUCTUUYECKM 3HAUMMbIX Pa3iMymin
(p=0,457;p =0,181; p = 0,088 cooTBETCTBEHHO).

B 1O ke BpeMs npu oueHke KOMMOHEHTHOrO COCTaBa
Tena 6bin BbISBAEHbI pa3nuuuns. AHanm3 nokasatenein XM,
ee nonu (% XXM), a Takke oTknoHeHun B gone CKM (% CKM)
B 3aBMCUMOCTM OT NPUMEHEHMWS TapreTHOM Tepanuu nokasan
CTAaTUCTMYECKM 3HaumMble pasnuums (p = 0,046; p = 0,020;
p = 0,021 cootBeTCcTBEHHO). [leT, NonyyaBLUne 3aMeCTUTENb-
HYIO Tepanuio U HYTPUTUBHYIO NOAAEPXKKY CMECSMU ANt SHTE-
panbHOro NUTaHWs Ha GOoHe TapreTHoM Tepanuu, AEMOHCTPU-
poBanu ysenuueHne XM un ee nonu Ha GoHe yBennveHus
ponn CKM (ma6n. 2, puc. 1).

CnepyeT OTMETWTb, YTO Hanbonee BbICOKME MOKa3aTenu
Habopa Macchbl Tena, a Takke XXM 1 ee 0ONM B KOMMNOHEHT-
HOM cocTaBe Tena Habnwpanuch y aesodek (puc. 2). desou-
KW AEMOHCTPUPOBANM BbICOKYH CKOPOCTb Habopa XM (kr)
Ha dOoHe TapreTHoOM Tepanuun NO CPAaBHEHMID C MaSIbYMKAMU:
48,8 £ 4,56 (6,57-11,23) npotus 4,76 £ 2,03 (3,64-5,88)
(p = 0,004). HanpoTuB, ManbumkK nyywe Habupanu AKM no
CpaBHeHWIo ¢ gesoykamu. Nokasatenu gonn AKM y manb-
ynkos - 56 (55-56%), y nesovek - 51 (48,7-52,25%)
(p < 0,001). Opyrue nokasatenu KOMMNOHEHTHOrO COCTaBa Tena
He 3aBMCeNu OT MNOAOBOM MPUHALNEXHOCTU U HE UMENU CTa-
TUCTUYECKM 3HAYMMbIX pa3nnymii. B BO3pacTHOM acnekTe Bce
napameTpbl NPOrpeccMBHO YBEANUYMBANMUCD, YTO COOTBETCTBY-
eT GU3MoNornyeckoMy pasBuTuio pebeHka.

Ha puc. 3 npeactaBneH KOMMAAEKCHbIA aHanu3 nNpoToKo-
NOB GU3MYECKOro Pa3BUTUS U KOMMOHEHTHOrO COCTaBa Tena

PucyHok 1. loka3zaTenu XXMpoBOM Macchbl U ee A0M B 3aBUCMMOCTU OT MPUMEHSIEMbIX TEXHONOMMIA: 3aMeCcTUTeNbHas Tepanus
W HYTPUTMBHASA NOAAEPXKKA C TapreTHOM Tepanueit u 6e3 TapreTHoM Tepanuu
Figure 1. Indicators of fat mass and its proportion depending on the technologies used: replacement therapy, and nutritional

support with targeted therapy and without targeted therapy
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Tabnuya 2. AHanu3 nokasartenei GU3M4eCKoro pas3BUTUS U KOMMNOHEHTHOMO COCTaBa TeNla B 3aBUCMMOCTMU OT NMPUMEHSIEMbIX TeX-
HOMOTUIA: 3aMeCTUTEeNbHAs TePanUs U HYTPUTMBHAA NOLAEPXKKA C TAapreTHOW Tepanuei 1 6e3 TapreTHoi Tepanuu

Table 2. Analysis of physical development indicators and body composition depending on the technologies used: replacement
therapy, and nutritional support with targeted therapy and without targeted therapy

Z-score pocTa 0,20 £ 0,64 -0,47-0,88 -0,23+ 1,36 -0,79-0,33 0,457
Z-score Maccbl Tena -0,03+0,87 -0,94-0,88 -0,78 1,27 -1,31--0,26 0,181
Z-score UMT -0,10+0,88 -1,02-0,83 -0,88 0,99 -1,29 --0,47 0,088
XM 9,71 7,80-13,13 5,85 3,48-7,13 0,046"
% XM 4,50 10,75 -6,78-15,78 -4,80£7,73 -7,99 --1,61 0,020*
BXM 32,37+ 11,79 19,99-44,74 26,19%9,10 22,35-30,03 0,171
AKM 21,17 779 13,00-29,34 17,09 5,88 14,66-19,51 0,161
% AKM 49,50 46,50-54,75 55,00 51,00-56,00 0,104
CKM 5,55+ 1,89 3,57-7,53 441+151 3,78-5,05 0,127
% CKM 3,55+11,25 -8,25-15,35 -5,04 £ 6,72 -7,88 --2,21 0,021*

lpumeyarue. UMT - nHpaekc maccel Tena; XXM - xupoas Macca; BXM - 6exuposas Macca; AKM - akTuBHas knetouHas Macca; CKM - cyxas knetoyHas Macca; * - CTaTUCTUYEeCKM 3HAYUMO.
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PucyHok 2. CpefHS9 CKOPOCTb POCTa U U3MEHEHMUI XXMPOBOW MAcChbl Tefla B 3aBMCMMOCTM OT NOOBOM NMPUHAAJIEXHOCTU Y AETEN,

MONyYaloLLMX TAPreTHY0 TEpanuto

Figure 2. Mean growth rate and changes in body fat mass by gender in children receiving targeted therapy
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B 3aBUCMMOCTH OT NONOBOM NPUHALNEXHOCTU: 1-9 rpynna — AeBOYKM (KpACHbIA); 2-9 rpynna — Manbumuku (CUHUIA).

PucyHok 3. KnuHuuyeckue npuMepbl U3MEHEHUS NapaMeTPoB GU3NMYECKOTO Pa3BUTHUS U HYTPUTMBHOTO CTaTyCa Y COMOCTaBUMBbIX

no BO3pacTy AeBoYeK Ha POoHe TapreTHoOM Tepanuu u H6e3 Hee

Figure 3. Clinical examples of changes in physical development parameters and nutritional status in age-matched girls

with and without targeted therapy
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XM - xuposas Macca; AKM - akTuBHas knetoyHas macca; UMT - unaekc Maccel Tena.

COMOCTaBMMbIX MO BO3PaACTy AEBOYEK, MOJYYAOWMX CTaH-
[apTHOE NeYyeHue COMMacHO KNUHUYECKMM PEKOMEHAALMAM.
CpaBHeHWe BbIMOMHEHO Ha GOHE HYTPUTMBHOW MOALEPXKKM
6e3 TapreTHo Tepanuu 1 nocne 1 roga NnpMMeHeHUs TapreT-
HOM Tepanuu (puc. 3).

OBCYXOEHUE

B npouecce HabntopeHus 3a nauneHtamu ¢ MB Tepa-
neBTUYECKAs TaKTUKA M3MEHSNACh: OT CTapTa 3aMeCcTUTeNb-
HOM Tepanuu nNpu BbisiBAeHMM 3ab0NeBaHNUS U BHeApPEeHUSs
B MPaKTMUKYy HEOHAaTanbHOro CkpuHuHra [12, 13] no noabo-
pa CXeM 3HTepanbHoM nopaepxku [14, 15]. B 3aBucumoctn
OT HaKOMAEHHOro OMbITa CXeMbl HYTPUTUBHOM MOAAEPXKKM
npeTepneBany U3MeHeHNs U B HACTOsILLee BpeMS LOCTATOu-
HO CTaHOaPTM3MPOBAHbI, Y4MUTbIBAS BO3PACT U HYTPUTUBHbIN
cratyc naumenToB [1, 15]. Moabop npooyKTOB 3HTEpPaNnbHO-
ro MUTaHWUS TaKXKe MEHSCS: OT M30KaNOPUMHBIX U30OHUTPO-
FeHHbIX CMeCei [0 rMnepKanopuUiHbIX U TMNEPHUTPOreH-
HbIX [6, 15]. Mpn nHaoyumpoBaHHoMm MB caxapHoMm guabete
BbIOMpanu CMecu C NULLEBLIMM BONOKHAMW, U pa3BUTUE

[unHamMuka nokasartenei y AeBoyku 12 net uepes ropg,
nocJsie Hayana TapreTHoi Tepanuu

% AKM ]
% XM =
Z-score (UMT) ‘
UMT I
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Z-score (pocT)
-10 0 10 20 30 40 50 60

MocnenHee n3MepeHue

AnabeTa OCNOXHANO KaK TedyeHne 3aboneBaHus, Tak 1 Npo-
rHos [16].

PaHee npwu oueHke KOMMOHEHTHOrO COCTaBa Tena Bbl-
ABASANN MMEHHO AeduuMT 6e3KMPOBOro KOMMNOHEHTA Tena,
oCTeoneHuio 1 octeonopos [17], HecMoTpst Ha noabop 3ame-
CTUTeNbHOM QepMeHTHOM Tepanuu. Pag aBTopoB oTMevaeT
pasBuTMe capkoneHun cpeam naumneHtos ¢ MB [18]. CHmxke-
HME CWMbI AbIXaTeNbHbIX MbILULL U XYALWWA KOHTPOSb 32 QYHK-
uMel AblXaHUs CBA3aHbl C AeduUMTOM HEe3XKMPOBOIA MACChl
y naumeHToB [4, 5, 19]. B TO e Bpems y COBPEMEHHbIX fe-
Tert UMT, a Takxke nNokasaTenu XMpoBOM 1 Be3XKMPOBOI Mac-
Cbl OKa3blBAlOT MeHbLUEe BAUSHME HAa QYHKLMIO Nerkux, 4em
B npenblaywme pecatmnetuns [20].

[Mpn yMeHbWEHUN MAN OTKa3e OT HYTPUTUBHOM NO4-
[epXKn Npoucxoauna crarHauus pocta M Habopa maccl
Tena, YTo COMPOBOXAANOCh YYaLLEHMEM 3MN3040B MHDEK-
LMOHHbIX OCNOXHEHWIA M Ha3HaYeHMeM aHTMOMOTUKOB pe-
3epBa [21]. OnHako B MONMHOM Mepe KOHTPO/b Hag 3abone-
BaHMEM BO3MOXEH TOMbKO NpW TapreTHoM Tepanuu. B 1o xe
BpPeMS 3aMeCTUTeNbHas Tepanus 1 HYyTPUTUBHAS NOLAEPXKKA
COXPaHSIOTCS Ha MpexHeM ypoBHe. M ecnin 3amecTuTenbHas
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Ta6nuua 3. poayKTbl CNeunanmM3MpoBaHHOro NMTaHUS 419 NALMEHTOB C HYTPUTUBHOM HEAOCTAaTOYHOCTbHO
Table 3. Foods for particular nutritional uses for patients with nutritional deficiency

HYTPUHMAPUHK C NULLEBBIMM BONOKHAMM 1-18 netr MepopanbHo 153 34 6,8 18,8 1,5 (MF6)
HyTpu3oH 3agaHcT HytpuapuHk, Jletv c Lropa | [epopansHo 100 39 39 122 B
Cyxasa cMecb 1 B3poCible WU 30HA 150 59 59 183 _
HyTp30H fluazo HEHP flemicT2nerS{llcpopantHo 150 77 77 11,7 1,5 (MF6)
1 B3poCnble WU 30HA, ’ ’ ’ ’
HyTpuapuHk Komnakt MpotenH C18 ner MepopansHo 245 14,6 9,6 25,1 -

Tepanus 060CHOBAHa C NaToreHeTMYeCKoM TOUKM 3pEHHUS, TO
N9 KOPPEKLMM HYTPUTUBHDBIX HapyLUEHW He0BX0AMMO BHO-
CUTb U3MEHEHMS C YYETOM BbISIBNIEHHbIX NOKa3aTenen Kom-
MOHEHTHOro cocTaBa Tena. PaHee psa aBTOpoB oTMevan
pOCT U36bITOYHOM MacCChl Tena Cpeam NaLMeHToB, MOyyaB-
Wmx TapreTHyto Tepanuto [8, 10, 22, 23]. CnepyeT OTMETUTD,
YTO NaLMEHTbI, MONyYatoLmMe HYTPUTUBHYO NOAAEPXKKY CMe-
CAMU AN19 IHTEPANbHOIO MUTAHUSA, HE TOTOBbI OTKA3blBATb-
€S OT Hero. PekoMeHAALMA NO CHUXEHMIO MAcChbl Tena y na-
umeHToB ¢ MB B HacToslee Bpema HeT [23]; paHee 136bITOK
BECA CYUTANCS MONOXMTENbHBIM MPOrHOCTUYECKUM MPU3HA-
koM. C y4eToM BbIIBNEHHbIX 06CTOATENLCTB 419 NALMEHTOB
B Bo3pacte 1-18 net uenecoobpasHo COXPaHATb HYTPUTHB-
HYI0 MOAAEPXKKY C MCNOMb30BaHWMEM CMeCeN C NMOBbILLEHHbIM
cogepxaHueM benka u sHeprumn — HyTpPUHUAPUHK C NULLEBbI-
MW BONOKHaMK. [Ing cTapwmx Bo3pacTHbIx rpynn (oT 18 net)
B 3aBMCMMOCTM OT HYTPUTMBHOIO CTaTyca ONpaBaaHo npume-
HeHUWe TakMX NPOAYKTOB, Kak HyTpu3oH SaBaHcT HyTpuapuHk,
nMBo NpUMeHEeHUe 3HTEpaNbHbIX NPOAYKTOB C BULOM3MEHEH-
HbIM COCTaBOM, B 4aCTHOCTM C npeobnagaHnem 6enKoBOro
KOMMOHEHTa Haj XMPOBbIM, KAKOBbIM SBASETCS HyTpuApUHK
KomnakT lMNpoTeuH. s naumMeHToB C HapyLLEHWEM YINeBOA-
Horo obMeHa nokasaH HytpusoH [lnazon HEHP, kotopbiii co-
LEePXUT M3MEHEHHbBIW YrNeBOAHbIN Npodunb ANs NnpenoTepa-
LLEHWNS BbIPAXKEHHbIX KonebaHui ypoBHS MoKo3bl (mab. 3).

OboraleHHble BUTAMUHHO-MUHEPATbHBIM KOMMIEKCOM,
NEerkoLoCTynHble K YCBOEHWIO MPOAYKTbI, 6€3 136bITKa XMPOB
W NErkoycBOSIEMbIX YINEBOA0B MOTYT PeLllnTb NpobnemMy Oxu-
peHunsa 1 M3BbITOYHOM Macchbl Tena y naumeHToB ¢ MB u B TO
Xe BpeMs nopmepxatb 6e3XMpoBYI0, CKEIETHO-MbILIEYHYHO
M aKTUBHYIO KNETOYHYI0 Maccy [24-27].

Hakonnexnne XM u ee nonn B KOMNOHEHTHOM COCTaBe
Tena y AeBoyeK 0bycnoBNEHO rOpMOHanbHbIM GOHOM U NO-
NOBOW NpMHaANeXHOCTbIo [28].

—— Cnucok nutepatypbl / References

Hawe nccnenoBaHne MMeET OrpaHUYeHns: Manblil CPOK
[MHaMuyeckoro HabaaeHNs 332 KOMMNOHEHTHbIM COCTaBOM
Tena naumeHToB, MOYYatoLWMX TapreTHy Tepanuto. OfHako
B MEpMOL, NPOrpeccMBHOMO pocTa OXMPeHUs Cpeau BCeX BO3-
pacTHbIX rpynn [29] TeHLEeHLMS K HAaKONNEHUIO MMeHHO XM
B KOMMOHEHTHOM COCTaBe Tena 3acTaBnseT 06paTuTb BHUMA-
HMe Ha Heobx0AMMOCTb MepecMoTpa BapMaHTOB HYTPUTUBHOM
NOLAEPXKKM NALMEHTOB Ha OHe TapreTHOW Tepanuu u Bbl6O-
pa COOTBETCTBYIOLUMX MPOAYKTOB SHTEPANLHOIO MUTAHMS.

B 10 )Xe BpeMs ong aeTei, KOTOpble HE MMEIOT BO3MOX-
HOCTV NONy4YaTb TapreTHyK Tepanuio, eAUHCTBEHHOM CTpaTe-
rMen Ang ynyydleHuns n NoAaepXKaHnsa HYTPUTUBHOIO CTaTyca
OCTaeTCs UCNONb30BaHUE CMeCel A1 SHTEPANTbHOTO NMUTAHMS,
B YaCTHOCTU HYTPUHMAPUHK C NULLEBBIMU BONOKHAMK, B CO-
OTBETCTBMM C KIMHUYECKUMM pekoMeHdaumsamu [1].

BbiBOAbI

bnarofaps BHeapeHWIO TapreTHoW Tepanuu Ha QoHe 3a-
MEeCTUTENIbHOM Tepanuu U HYTPUTUBHOM MNOAAEPXKKM OTMeYa-
€TCs CHWXKEHWe oM AeTel C THKENON GOpMON HYTPUTUBHOM
HeLoCTaTOYHOCTH. B TO e BpeMs BbisIBNEHA 3aKOHOMEPHOCTb
M3MEHEHWI B KOMMOHEHTHOM COCTaBe Tena Kak y NauMeHTOoB,
NoyYatoLLIMX TapreTHY Tepanuio, Tak U y Tex, KTO ee He Mo-
NyyaeT, yto TpebyeT ganbHewero HabnoaeHUs U nepecmo-
Tpa CTpaTerMi HyTPUTUMBHOM MOAAEPXKKM, T.K. HYTPUTUBHAS
noaaep»Ka octaeTcs HeO6XOAMMbIM METOA0M NeYeHUs Naum-
€HTOB C MYKOBWCLMAO030M. MccnenoBaHne nMeeT orpaHuye-
HWe, CBA3aHHOE C KOPOTKMM CPOKOM HabofeHus, 4To Takxke
060CHOBbIBAET HEOHXOAMMOCTb NPOAOIKEHUS HABNOAEHNS

M KOPPEKTMPOBKM NMOAXOA0B K HYTPUTUBHOM NOALEPXKKE.
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