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PE3IOME

Llenb nccnenoBaHust: OLEHNTD B YCIIOBUSIX PeasIbHOM KJIMHUYECKO# MPAKTUKY BIMSIHKE JIOTIONHUTENIbHON HYTPUTHMBHOM noxaepsxkku (JHIT) ru-
TepKaOPHITHOI MOMMEPHO# CMEChIO C MHLLEBBIMU BOJIOKHAMM Ha HYTPUTHBHbII CTaTyC feteit ¢ TyOepkynesoM (TB) nerkux, KotopbiM Gbiia
HauaTa xumuoreparnus (XT), a Takke BoamoxkHoe Bausiaue [JHIT Ha apdextrBHOCTD 1 epeHocumocTb XT.

Marepuan 1 MeTofbl: IPOBEIEHO PETPOCHEKTUBHO-NPOCIEKTUBHOE HECTIOLIHOE KOTOPTHOE MOTNepevHoe UCCeioBaHne. B 0CHOBHYIO rpynny
(mpocneKTHBHYI0) BKIOUeHO 23 peGeHKa ¢ ycTaHOBJIeHHbIM auarno3oM T sierkux u negocrarounoii Maccoii tena -1l crenenn. B rpymnmy cpas-
HeHust (PETPOCIERTUBHYI0) 0ToOpaHo 20 HeTeil, KOTOPble COOTBETCTBOBAIM OCHOBHBIM XapaKTEPUCTHKAM MALMEHTOB OCHOBHOIA rpyrsL. [lanm-
€HTbI OCHOBHOI! IPYMIbI IOMMMO COanaHCMPOBAHHOM MHAMBUYaIbHO N0A0OPaHHON rocnuTanbHOl anersl nonyyanu JHIT runepkanopuitHoit
T0JIMMEpPHOIi CMECDIO C MHILEBbIMU BOJIOKHaMK B Konnuectse 100 mn 2 p/cyt esxenneBHo (300 kkan/cyT). OLeHnBanm Maccy Tesa nalyeHTa,
POCT, TOMNLMHY KOKHOF CKJIAAKK B MOAJIONAaTOUHONM obnacty, nHpexkc mMaccel Tena (MMT) ¢ koHBeprauueii B Z-score, ypoBeHb reMornoouHa,
obuero Oenka, ynenbHblit Bec Mo, nepenocumocts XT 1 nepenocumocts nponykra JHIT (B 0cHOBHOI rpyrire) HCXOAHO 1 Yepes 3 Mec.
PesynbTaThl HCCIeNOBaHKS: NCCIIEJ0OBaHKE NPOIEMOHCTPUPOBAO, uTo npumenenre JIHIT okasbiBaeT 1OCTOBEPHOE MOJI0KUTESIbHOE BIIUSHUE
Ha HYTPUTHUBHBII cTaTyC (Macca tena, poct, IMT) neteit ¢ HeIOCTaTOYHOCTBIO MUTAHMS, MONTy4YaBLIMX xuMuoTepanuio Th nerkux. [pimMeneHne
JHIT crieLmann3npoBaHHBIM PORYKTOM CIIOCOOCTBOBANIO JOCTOBEPHOMY YIIyHLLIEHHIO T0Ka3aTesieil KpoBH (YBesuueHre ypoBHEil reMoroO1Ha
u o6uiero 6esika), HOpMasM3aLyK yAelbHOrO Beca MOUM B OTIIMYKE OT IPYIIIbl CPABHEHHS], B KOTOPO#t JOCTOBEPHOTO Y/yHLLIEHHS 3THX MOKa3a-
TeJeil He ZOCTUrHYTO. XOpOLLiasi IepeHOCMMOCTb CleLHaIM3MPOBAaHHOrO MPOAYKTA CMOCOOCTBOBAA YMEHbLLIEHHIO PUCKA PAa3BUTHS TOOOUHbIX
peakumit npu exeanesHoM npyueme XT Ha 65,2%, UTO yITyUIIUIIO MPUBEPKEHHOCTD JICYEHHUIO.

3akiioueHue: MojlyuyeHHble Pe3yJIbTaThl MOATBepskAaloT 3gppextrBHOCTb HasHaueHust [IHIT nersim ¢ auarnoctuposannbim Th nerkux B xone XT
C LIeJIbI0 HOPMaM3aLUyU1 HYyTPUTUBHOTO CTaTyca.

KJTFOYEBBIE CJIOBA: TyGepkyses, feTH, T0O0UHbIe peakLyy, HOMOIHUTE bHAsT HyTPUTHBHAS! TOAAEP3KKA, IPUBEPKEHHOCTD, 3P PEKTUBHOCTb.
IU1s1 UUTUPOBAHMSL: bapboauna C.&., Haymos A.I,, Oguunnukosa O.A., bukbaes P.P. BausHue 0onomHUMEbHOU HYMpUmMueHoL noo-
0epycKU Ha HYMPUMUBHBIL CMAMYC U NEPEHOCUMOCMb XUMUOmepanuu y oemeti 8 peanbHOl NPAKMuUKe npomusomyoepKye3Ho20 OUCnaHce-
pa. PM2K. Mame u oums. 2023;6(4):405—410. DOI: 10.32364,/2618-8430-2023-6-4-13.
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ABSTRACT

Aim: in conditions of the real clinical practise, to evaluate the effect of nutritional support (NS) with a hypercaloric polymer formula with
dietary fibers on the nutritional status of children with pulmonary tuberculosis (TB) who started chemotherapy, as well as the possible NS
impact on the chemotherapy efficacy and tolerability.

Patients and Methods: a retrospective and prospective, partial cross-sectional cohort study was conducted. The main group (prospective)
included 23 children with an established diagnosis of pulmonary TB and [-III degree underweight. In the comparison group (retrospective),
20 children were selected who corresponded to the main characteristics of the main group patients. Main group, in addition to a balanced
individually selected hospital diet, received NS with a hypercaloric polymer formula with dietary fibers in the amount of 100 ml 2 times a day
on a daily basis (300 kcal/day). The patient's body weight, height, subscapular skinfold thickness, body mass index (BMI) Z-score, hemoglobin
level, total protein, urine specific gravity, chemotherapy tolerance and NS product tolerance (in the main group) were assessed initially and
after 3 months.
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OpPUIrMHAABHbIE CTATbU
]

MNeanatpus

Results: the study demonstrated that the NS use has a significant positive effect on the nutritional status (body weight, height, BMI) of children
with malnutrition who received chemotherapy in pulmonary TB. NS use with a specialized product contributed to a significant improvement in
blood parameters (an increase in hemoglobin and total protein count) and normalization of urine specific density versus the comparison group,
which achieved no significant improvement in these indicators. The good tolerability of the specialized product helped to reduce the risk of
adverse events during daily chemotherapy administration by 65.2%, which improved treatment adherence.

Conclusion: the obtained results confirmed the NS administration efficacy for children with diagnosed pulmonary TB during chemotherapy
indicated to normalize the nutritional status.
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BBENEHUE

HecmoTtpsi Ha mmpokoe mnpuMeHeHne npoguIaKTUye-
CKUX MeponpusThii, Tyoepkyines (TB) B XXI B. coxpaHsier cBoio
aKTyasIbHOCTb.

Crout oTMeTuTb, uTo TH BXOOUT B Tak Ha3blBAEMYIO MH-
(dexLMOHHYI0 TpUazdy «MaepoB» (HapaBHe ¢ BUY-nndexuneit
1 BUPYCHbIM renaTtutoM C) M0 YPOBHIO CMEPTHOCTH HacesleH!sl
1 93KOHOMHYECKOTO yiiep6a, HAHOCHUMOTro rocynapcTsy. TosbKO
B 2021 r. 61omker Poccun notepsin cebite 380 mipa py6aeit
B CBSI3M C BbILIEYNOMSIHYTHIMUA MHpeKLusiMM [1].

HecmoTpst Ha exeromHo 3aTpauuBaemble KOJOCCajlbHble
($MHAHCOBbIE pecypcbl, KOTOpble BbIENSIOTCS Ha OOpbOY
¢ BUY-nndexumeit, Bupycuoim renatutom C u Th, annnemno-
JIOTMYECKHe MHAMKATOPbI P CTaOMIbHOM CHUKEHUH YPOBHEN
3a00JIeBaEMOCTH M CMEPTHOCTH [2, 3] mocsenHero npopomka-
IOT BbI3bIBATb 03a00UEHHOCTb, OCOOEHHO OTHOCHTENIBHO JeT-
CKO-MOZIPOCTKOBOTO KOHTUHIeHTA [4].

Mo manubiM BO3, B 2022 r. KonmuectBo 3aboneswnx Th
B Bo3pacre n0 15 ner cocraBmio okono 1,3 MjH uesnoBek'.
B 2022 r. konnuectso ymepiuux ot Tb BUY-neratnsHbix gereit
cocTaBuio npubamsuTesnbHo 183 Toic. [5].

Kak 6bl10 yMOMSIHYTO, B HACTOSIILMIT MOMEHT Ha TeppHu-
Topun P® ormeuaercst ycToitunBasi TeHEHLMSI K CHUXKEHHIO
3MUAEMUOJIOTHUeCKOi HanpsbkeHHocTd no Thb cpenu net-
CKO-MOZPOCTKOBOTO KOHTHUHIeHTa. B TO ke BpeMs cpeny ze-
Teil paHHero BodpacTa (1o 1 roza xusnu) B 2021 r. Ha Tep-
puropun P® yposenb 3a6oneBaeMocTy BbIpoc Ha 26,62% [1].
Mo mannbiM PocnorpebHanzopa’, B 2021r. Ha TeppuTO-
pur P® yacTb pernoHoB 3afieknapypoBana yBelnueHrne Ynuc-
na 3a6onesiunx Th nereii Mo cpaBHEHUIO C MPEAbIAYLLMM Tle-
puonom. B 2022 r. orMeueH HeOOJIbILION, HO 3HAYMMBIIT POCT
3aboneBaemoctn Th B BogpacTHoii rpynmne 7—14 net, o Bceit
BUIMMOCTH, CBSI3aHHBIIl C yBeJIM4eHHeM KOHTAaKTa B odarax
uHexunu Bo BpeMs nangemuu COVID-19, a raxkke akTuB-
HbIMKM MUTPALMOHHBIMU MTOTOKAMM C TEPPUTOPHIA C BLICOKO
3abonesaemoctbio Th [6].

HacroposkeHHOCTb  BbI3blBaeT IOCTENEHHOe YBenude-
HMe 0N zeteii, 60sbHbIX TB C eKkapcTBEeHHOI yCTOMUMBO-
crbto (JIY) Bo3Oymurens [7]. JleueHue ferteit ¥ MOIPOCTKOB
c JIY Tb xapakrepusyeTcsl ONnpefeNeHHbIMU TPYLHOCTSIMU
B CBSI3W C OrPaHUYEHHbIMH BO3MOXKHOCTSIMU MPYMEHEHHs! He-
KOTOPbIX MPOTHBOTYOEpKYJIE3HbIX MpenapaToB, HELOCTATOY-
HOI1 MpUBepsKeHHOCTbI0 xumuoTeparmuu (XT), aHaTomo-Ppu-
3MOJIOTMYECKUMHU  OCOOEHHOCTSIMM ~ JIETCKOTO ~ OpraHm3Ma.
Vcxons ms 3TOro, HemasnoBakHOE 3HaueHHe B KOMIJIEKCHOM
nevenny 6onbHbix TB 3aHNMaeT anekBaTHas JUeToTepanysl.

! Global tuberculosis report 2023. Geneva: World Health Organization, 2023.

norpeburesneil n Grarononyums yenoBeka, 2022.

IMoTpebHOCTH pebeHKka B 3HEPrHM M HYTPUEHTAaxX MpH me-
pecueTe Ha Maccy Tena Bblllle, 4eM Yy B3pocibiX. OcoOGeHHO
3TO BbIPaXXEHO B MEepUOJibl TaK Ha3blBaeMbIX CKaYKOB POCTa —
B Bo3pacte 10 1 roza u B nepuon nybeprata. [pu aTom npu-
CYTCTBHMe B OpraHuame pebeHka creLrduueckoro MMKpoopra-
HU3Ma 1 Pa3BUTHE MHPEKLIMOHHO-BOCMAJIMTEIbHOrO TPOoLecca
CrIOCOOCTBYIOT Jie3afanTaLy1, UCTOLLEHUIO M HAPYLUIEHHUIO Po-
cra. [loaTomy oueHb BakHO obecrieunBaTb peGeHKa, GObHO-
ro Tb, nocTaTouHbIM KOIMUECTBOM 3HEPIHU, MAKPO- U MUKPO-
37IeMeHTaMH, 0COOEHHO B riepuoy 6oe3HH.

OO61Lenpu3HaHo, YTO YCUJIEHHOE MUTaHWe SIBJISeTCs BaxK-
HbIM (PaKTOPOM, ONpeseIaoLKM KIMHUYeCKuii ncxon npu Th.
Ins Th, kak 1 111 MHOTMX APYTUX MHEKLIMIA, XapakTepHO (op-
MHpOBaHMe TOPOYHOrO Kpyra, KOrzaa runepkarabonuueckoe
COCTOSIHME 1 CHUXKEHMe MOCTYIJIeHHs] HYTPUEHTOB MO MpPUUH-
He MOTepH amnmneTuTa, HapyLIeH!s NPOLeCCOB NepeBapyBaHus
¥ BCacblBaHMsl, IUAPEN M TOLIHOTBI, APYTHUX MeTaboIMUeCcKHX
HapyLIeHWii MPUBOAMT K HEAOCTaTOYHOMY MOCTYIUIEHHIO Ma-
KPO- M MMKPOHYTPUEHTOB Ha (pOHE MOBBILIEHHON NOTPeOHOCTH
B HUX, YCHJIEHHIO HEJOCTAaTOUHOCTH MUTAHMUSI, CHUKEHUIO pe-
aKTMBHOCTM MMMYHHOIM CHCTEMbI M YCYyryOneHnio MHpeKLH-
OHHOro npotuecca’. B cBsi3u ¢ 3TMM He Bcerza yzaeTcst rapaH-
TMPOBAHHO KOMITEHCHPOBATh BO3POCLLME NOTPEOHOCTH AeTeit
B OeJike M 3Hepru, He NMPUOETHYB K CreLUaNu3ipOBaHHbIM
croco6am HyTPUTHBHOI MOANEPSKKHU.

Lenb uccnenoBaHusi: OLEHUTb B YCJIOBUSIX PeaslbHOM Kilu-
HUYECKOIi MPAKTUKN BJIUSIHUE JONOJIHUTEIbHON HYTPUTHUBHOM
nonzepkku (JAHIT) va HyTpuTHBHBIA cTatyc neteit ¢ Tb, ko-
TopbiM Obuta Havyata XT, a Takske Bo3MoskHOe Biusiue JIHIT
Ha 3¢ PeKTUBHOCTb 1 nepeHocuMoCTb XT.

MATEPHAN 1 METO.IbI

B 1ByX K/IMHMYECKKX LIeHTpaxX — OTAeseHNH [is 6osibHbIX TB
opraHoB abixaHus (aerckom) ['bBY3 HO «HOKIII» (r. HukHuit
Hosropon) 1 oTnenexnu fs nerei, 60nbHbIX TH OpraHoB Jibl-
xauus, ['BY3 AO «O65acTHO KIMHUYECKHMI MPOTUBOTYOEp-
KyJIe3Hbli1 Jucnancep» (. ACTpaxaHb) NPOBENEHO PETPOCIIEK-
THBHO-MPOCNEKTMBHOE HECIJIOLIHOe KOTOPTHOE MONepeyHoe
(nepuon Habmoxnenus ¢ 07.08.2022 no 02.11.2023) nccneno-
BaHue. B nccnenoBanme BKiouany neTei, yIOBIETBOPSIOILMX
KpUTEpUsIM BKJIIOUEeHMsl. VccrenoBanne npoBOAMIIOCh B CO-
OTBETCTBUM C MPHUHLMNAMU XeJbCUHKCKON Aexnapauun Bce-
MUPHO# MeIMLMHCKOM accoupaumi. INauneHTsl (MX 3aKOHHbIe
TNPeNCTaBUTENN), YUAaCTBOBABILNE B UCCIIENOBAHMH, OAMNCHI-
Basu 0OPOBOJIbHOE MH(OPMUPOBAHHOE COTIacHe.

O COCTOSIHMM CaHMTAPHO-3MMAEMHOJIOTYECKOro 6yarononyums Hacenenus B Poccuiickoii ®enepauyn B 2021 rony: Focynapersennbiit joknan. M.: denepanbHas cyx6a no Hansopy B cdepe 3aluThbl Mpas

¥ WHO. Guideline: Nutritional care and support for patients with tuberculosis. Geneva: World Health Organization; 2013.
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Kpumepuu exntouenus: netu B Bozpacte ot 1 roga no 10
7eT (BKJIIOUYMTEIIBHO) C MOATBEPSKIEHHbIM AnuarHo3oM Th ser-
KMX, OTCYTCTBUE APYIUX TSDKeNbIX 3a00seBaHMit, HEOCTAaTOU-
Hast macca tena I-III crenenu (-2 < Z-score < -1, -3 < Z-score
<-2wuZ-score<-3).

Kpumepuu uckniouenus: TsKenble CONYTCTBYIOLIME 3a-
GoneBaHusi, BHeserouHas jiokanusauust TB, pacnpocrpaHeH-
Hblit TB, HeMHeKLMOHHas NpUpOJa NOPAXKEHHS JIETKUX, Herle-
peHocuMocTb 06oro KommoHeHTta npoaykra JHII, Bkiroyast
asyiepruo K 6ekam KOPOBbEro MOJIOKa.

IMauyeHTbl, KOTOpbIE YIOBJIETBOPSIIA KPUTEPUSIM BKJTIOUE-
HUSI, COCTaBMJIM OCHOBHYIO TIpyMIy (MPOCMEeKTHBHAS Ipymmna).
[aumeHTsl JaHHOM TpYNMbl MOMUMO COATaHCMPOBAHHOM ToO-
CIUTAaNbHOM AMETbI, NOZO0OPaHHOI MHAMBHUYaIbHO HA OCHOBA-
HUM peKOMeHJaLMit slevallero Bpayva, nonyuand JHIT runep-
KaJIOpUitHO# MOJIMMEPHOl CMeChIO C MMULIEBbIMU BOJIOKHAMU
«PediaSure 3noposeiika» («J3660TT JIabopaTopus», lonnaH-
1ust) B komuectBe 100 mi 2 p/cyT exkenHeBHO (300 kkasn/cyr).

B rpynny cpaBHeHusi (peTpocreKkTHBHasl Ipymmna) BOLIU
MNaLKeHTbl, KOTOpble COOTBETCTBOBAJM MCXOHbIM XapaKTepH-
CTMKaM MAaL1EeHTOB, BKIIOUEHHbIX B OCHOBHYIO IPYMIy, X ObLIN
0TOOpaHbl HA OCHOBAHMM aHAJIM3a MENMLIMHCKOI TOKyMeHTa-
uun. JleTn JaHHO# rpymmbl mosyyany c6anaHCMPOBAHHYIO TO-
CNIUTAJIbHYIO IUETY, PACCUNTAHHYIO MHAMBUAYAJbHO, U He T10-
nyyanu nponyktsl JHIT

Bbi710 3anannpoBaHo 2 06¢crenoBaHys (Be BpeMeHHbIE TOUKH
7151 PETPOCTIEKTUBHOIA IPYIIIbI) — B MOMEHT BKJIIOUEHNS] B UCCTIe-
ZoBaHMe 1 yepe3 3 Mec. (5 fHeit). OueHuBasy CrefyioLye no-
KasareJI1: Maccy TeJjla MaLK1eHTa, POCT, TOJILLUMHY KOXKHO# CKIIafKn
B nogyionaroudoit oomactu (TKCITT), uupekc maccnl Tena (MMT)
C KOHBepTaLyeil B Z-score, ypoBeHb reMorio6uHa, ooiiero Gern-
Ka B KPOBH, yZleJlbHblil BeC MouH, nepeHocumocTb XT 1 nepeHo-
crmocTb nponykra JHIT (1o jaHHBIM 3aKOHHOTO TPENCTaBUTETIS
¥ MEIVLIMHCKOTO NepCoHaa, BeIyLLero yXoz 3a peOeHKOM ).

CraTucTMUecKuil aHanM3 NaHHbIX OCYLIECTBIISUIM C TOMO-
1pio mporpammHoro obecrievenuss IBM SPSS Statistics 27
64-bit (IBM Corp., CLLIA). CooTBercTBHE BBIOOPOK HOPMaJbHO-
My pacrpezesleHH0 OLIeHHBaIM C MOMOLLbI0 KpuTepues LLanu-
po — Yunka, acummerpuu (As) v akcecca (E), nocrpoenus rpa-
¢duka kBantuneit (Q-Q plot). [lpy HenoguMHEHUM MOJTYYEHHbIX
TioKasareJieil 3akoHy HopmainbHoro (layccosa) pacrnpenenenus
HCIOJIb30BAJIM HerlapaMeTpUyecKre KpUTeprun aHanu3a.

HopmanbHo —pacnpeneneHHble naHHble MpenCTaBleHbl
B BUJIe CPEMIHEro, CTaHAAPTHOrO OTKJIOHeHMst U 95% nose-
putenbHoro unrepsana (IAN) (M+SD (95% IIW)), Henapame-
TPUYECKM pacripezielieHHble ToKa3aTeln — B BUIE MeAWaHbl
W HWXHero W BepxHero keaprtuneit (Me [Q1; Q3]). Bospacr
npencTasyieH B BuAe MenuaHbl M pasbpoca nokasatens (Me
(min—max)). KauectBeHHble OKa3aTeny MpesCTaBIleHbl B BUfe
P+op (95% [IN), rne P — npoueHTHast o715, Op — CTaHAAPTHOE
OTKJIOHEHHE MTPOLIEHTHO J0JIN.

OLeHKy CTaTMCTUYECKON 3HAaUMMOCTH pasinuMil Mex-
Iy rpynnamu (KoJM4ecTBeHHble JaHHble) TPOBOAUIN C TIOMO-
wibto U-kpurepust ManHa — Yuruu (U-test), kpurepust YUIKok-
cona (W), HenapHoro u napHoro t-kpurepues CTblOfieHTa.

J171s1 BbISIBJIEHNST CTaTUCTUYECKUX Pa3ynunii (KauecTBEHHbIe
JaHHbIe) MesKIy BbIOOpPKaMK MPUMEHSUIM TaOMLbl CONpPSIKEH-
HOCTH, KpuTepuii > [Tnpcona, kpurepwii 2 [Tupcona c nonpas-
KOii Ha npaBaonono6ue, ramma (y)-kpurepuit ['yamana — Kpa-
ckena U oTHouueHue ancoB (OLL) ¢ pacuerom ero 95% U.
Pacuer Il 11 4acTOT OCYILECTBISIA C MOMOLLIbIO METOAA
Knonnepa — Inpcona.

YpoBeHb CTaTUCTUUECKOI 3HAYMMOCTH Pa3JIMUMil PU MPO-
Bepke rumnotes (p) 6bu1 <0,05.

PE3YNIBTATBI MCCNIENOBAHUS

B nepuon ¢ 07.08.2022 no 02.11.2023 non HabmoneHu-
€M B KJIMHMYeCKHUX LIeHTpax Haxoaunuch 49 nereii ¢ ycTaHOB-
JIeHHbIM 1MarHo3oM TB nierkux, KpUTepusiM BKJIIOUEHHUS CO-
OTBETCTBOBAJM 26 JeTeil, U3 HUX B OCHOBHYIO Ipymnmy ObL1o
BKJIOUeHO 23 peberka. Tpoe mereii He OblM BKIIOUEHBI B HC-
CJlelyeMylo TpyMIy B CBSI3U C OTKAa30M POAMTesieil OT MOJ-
NUcaHus NOOPOBOJILHOTO MHGOPMHUPOBAHHOIO COTIJIACHSI.
B rpynny cpaBHenus 6bino orobpaHo 20 nereii, KOTOpble
COOTBETCTBOBAMM OCHOBHBIM XapaKTepUCTHKaM MaLUeHTOB
OCHOBHOIA FPYIIbI M MMEJH MOAMMCAHHOE J0OPOBOJIbHOE MH-
¢dbopMHpOBaHHOE COracHe.

Bce metu nonyuann XT Kak no pesxumy jieueHus Ans Jjie-
KapcTBeHHO-4yBCcTBUTENbHOrO Th (He menee 60 no3 mmm 60
IHefi Tepanuu), Tak U Mo pexxumy siedennst Tb ¢ MHOkecTBeH-
Hoi1 JIV (ne menee 180 no3 unu 180 nueit Tepanun).

OcHoBHbIe geMorpaduyeckre XapakTepuCTUKU MaLUUeHTOB
npuBezeHs! B Tabme 1.

Moka3zatenn OcHoBHas rpynna
Indicator Main group (n=23
Bo3spacrt, rogbl

Age, years, Me (min-max) 5(2-10)

Myxckoii non / Male, n (%) 13 (56,5)

Macca Tena, kr, M+SD (95% W) g
Body weight, kg, M+SD (95% Cl) 14,39+3,16 (13,02-15,76)
Poct, cm, M£SD (95% W)

Height, cm, MSD (95% Cl) 105+10,53 (100-109)

12,84+0,581 (12,59-13,09)
[Z-score=-3,05+1,05
(95% W /95% CI -3,51 — -2,6)]

WUMT, kr/m2 MSD (95% J)
BMI, kg/m2, MSD (95% Cl)

Ta6nuua 1. VicxogHas xapakTepucTvka AeTewn, BKIMIOYEHHbIX B UCCNefoBaHNe
Table 1. Baseline characteristics of the children included in the study

Tpynna cpaBHeHus
Comparison group (n=20)

15,89+3,95 (14,03-17,74)

108+13,81 (102-115)

13,25+0,406 (13,06-13,43)
[Z-score=-2,44+0,55
(95% A /95% CI -2,69 — -2,18)]

p=0,297 (HenapHbilii t-kpuTepuit CTbrofeHTa)

6(2-10) (Student’s unpaired t-test)
p=0,322 (kputepuit y? MupcoHa ¢ nonpaBKoi
13 (65) Ha npasponopo6ue) / (Pearson chi-square test,

improved with the likelihood ratio chi-square)

p=0,184 (HenapHblii t-kputepuit CTbrofeHTa)
(Student’s unpaired t-test)

p=0,365 (HenapHbIii t-kputepuii CTblofenTa)
(Student’s unpaired t-test)

p=0,020 (HenapHbIi t-kpuTepuii CTbrogeHTa)
(Student’s unpaired t-test)
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3a 3 mec. B 00eux rpymmnax OTMEUEHO yBelrveHne OCHOB-
HbIX aHTPONOMETPUUECKUX NOKasaTesneid. [Ipu 3ToM B OCHOB-
HOJi TpyMnne KOHCTaTMPOBAIM CTaTMCTMYECKU 3HAYMMOE yBe-
JIMueHue BCeX U3yUeHHbIX aHTPONOMETPUYECKUX TOKa3arereil
10 CPAaBHEHHIO C UCXOAHBIMH, B TO BpeMs KaK Y JieTeil IpyIbl
CpaBHEHMs1 JOCTOBEPHO YBEIMUMINCh Macca Tena, poct, IMT,
Ho ymenbiuunace TKCITI (tabs. 2).

Ipuem JHIT 6bin cBsizaH ¢ Gonee BblpaKeHHbIM YBEJH-
yeHneM MIMT. Tak, oTcyrcTBHMe mpueMa chelMannu3MpoOBaH-
HOI cmecu yBennumBano puck cHuwkennss UMT na 98,4%
(y-xkpuTepnii=-0,984, p<0,001). [1pu cpaBHEHUHM ABYX MOKa-
3areJieii: mpubaBKa B Macce TeJa 1 NpreM CleLali3poBaH-
Ho¥i cmecu — OL 7,333 (95% J11 11,889-13,264), uto nox-
TBEp3KJjaeT TMII0Te3y O BMSIHUM CMIeLMaIu3npOBaHHO cMecH
Ha crabunmsaumio UMT (wanc Hopmanuzauuu VIMT Gbun
Bbillle B 7,3 pasa Cpefiu IieTeil OCHOBHOI IpyIIbl, OJIyyaB-
wmx JHIT).

Kpome aHTpornomerpuueckux MokasaTesieil Mbl OLEHWIN
Bausiiie [JHIT Ha ypoBHM reMorno6uHa, obiiero Gesnka KpoBu
1 yZeNbHy0 MIOTHOCTh Mouu. B rpynne JIHIT Bce ykasaHHble
T0Ka3aresy 3HaUMMO YJYULIMINCh Yepe3 3 Mec. HabIoAeH s,
B TO BpeMs KaK B IpyIIe CpaBHeHHsI [I0Ka3aTesn CTaTUCTHye-
CKM 3HAYMMO He U3MEHUTIUCh (Tab. 3).

[TepEHOCUMOCTB XT

[lo npouecTBuM 3 Mec. neueHus: cCpenu NalUeHTOB OCHOB-
HOJW TpYINIbl HEYAOBJIETBOPUTETIbHAS MEPEHOCHMOCTb (PBOTA,
KUZKUM cryn, aucniencust v np.) XT Oblna 3aperucrpupoBa-
Ha Tonbko y 4 (17,4£7,9% (95% 1IN 6,2—36,2)) nereit, ynos-
nerBoputenbHast (6e3 Kakux-1mbo no6ouHbIX 3PdeKToB) —
y 19 (82,6+7,9% (95% U 63,8-93,8)) nereit, cpenu mnauu-
eHTOB rpynnbl cpaBHeHust — y 14 (70%+10,2 (95% U 48,3—
86,4))ny 6 (30%=10,2 (95% N 13,6—51,7)) nereit cooTBeT-
CTBEHHO.

Ta6nuua 2. AHTpONoMeTpUYECKME NMoKasaTenv B OCHOBHOWN rpynne v rpynne CpaBHEHUs B AMHAMUKe
Table 2. Tendency of the anthropometric indicators in the main group and the comparison group

OcHoBHas rpynna / Main group

'pynna cpasHenus / Comparison group

Mokasa-
Ingfcj:;or HCXOZHO yepe3 3 Mec. HEXOZHO yepes 3 mec.
baseline (1) 3 months after (2) baseline (1) 3 months after (2)
L";:’:ir 14,39:3,16 16,35£2,98 1(9%6/*(’&5;? 15,89+3,95 16,57+3,90 O(gg%*%ﬁg/s
Body (95% [N/ 96% CI | (95% AN /95% CI | “gryf p,,<0,001 | (95% [ /95% Cl | (95% AW/ 95% CI 050, 0| p, ,<0,001
weight, kg 13,02-15,76) 15,06-17,64) 1,72-2.19) 14,03-17,74) 14,75-18,4) 0,575-0,843)
PoCT. cM 105+£10,53 106,13+10,44 108+13,81 109,35+13,77
Heigf,lt om | (95% [1/95% Gl | (95% [/ 95% Cl 1,13 p,,<0,001 | (95% [N /95% CI | (95% LM/ 95% CI 1,35 P, ,<0,001
’ 100-109) 101,61-110,64) 102-115) 102,9-115,79)
TKCNN, mm
Subscapular 3,69+0,37 495 3,57+0,38 3,55+0,30
skinfold (95% 11/ 95% Cl “ o4 5] 0,56 p,,<0,001 | (95% [N /95% CI | (95% [M/95% CI 0,2 p,,=0,846
thickness, 3,53-3,85) e 3,38-3,75) 3,41-3,69)
mm
12,840,581 14,43+0,39 13,250,406 13,68+0,51
(95% 11/ 95% CI | (95% [V /95% Cl (95% 11/ 95% CI | (95% [/ 95% Cl
WMIT, kr/m2 12,59-13,09) 14,25-14,6) 13,06-13,43) 13,44-13,92)
BMI !kg /m? [Z-score= [Z-score= 1,59 p, ,<0,001 [Z-score= [Z-score= 0,43 p, ,<0,001
: -3,05+1,05 -0,99+0,37 -2,44+0,55 -1,85+0,53
(95% [N /95% CI | (95% AW /95% CI (95% [N /95% CI | (95% A1 /95% CI
3,51 —-2,6)] 1,15 —-0,83)] 2,69 — -2,18)] 2,09 — -1,6)]

Ta6nuua 3. HekoTopble nabopatopHble NnokasaTenu B AMHaAMUKe
Table 3. Tendency of the several laboratory indicators

OcHoBHas rpynna / Main group

Ipynna cpaBHenus / Comparison group

Moka3satenb
Indicator HCXOAHO yepes 3 mec. HCXOAHO yepes 3 mec.
baseline (1) 3 months after (2) baseline (1) 3 months after (2)
Femorno6un, r/n 1162811 125,78+3,98 119+10,46 119,85+7,63 0950
Hb count /L (95% AN /95% CI | (95% W /95% Cl 9,78 p,,<0,001 | (95% [/ 95% Cl (95% [ /95% Cl 0,85 P10
g 113-120) 124,05-127,5) 115-124) 116,27-123,42)
06wl GenoK knosw, 1/ 66,265,52 56,45+7,88 57,2+6,32 ~0.160
Totl:l rotein /E ’ 54 [52; 64] (95% A /95% CI 12,26 p,,<0,001 | (95% L1/ 95% Cl (95% [ /95% Cl 0,75 P50
protein. g 63,87-68,65) 52,76-60,13) 54,24-60,15)
Ve nbHbii BEC MO, 1/ 1013+3,22 1018,69+1,74 1013+2,53 1013,95+2,01
". . L (95% AN /95% CI | (95% [N /95% Cl 5,69 p, ,<0,001 | (95% [ /95% Cl (95% [ /95% Cl 09 | p,,=0772
Urine specific gravity, g/L 12 -2
’ 1012-1015) 1017,94-1019,44) 1012-1015) 1013,95-1014,89)
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[lpn cpaBHeHMM ABYX Ipynn MO MPU3HAKy MepeHOCHMO-
cti XT ObuiM OOHApYsKeHbl CTATUCTMYECKM 3HAYMMble pas-
muns (x*=43, df=3, p<0,001). Mcnonp3oBaHue B pauuoHe
IMEeTUYEecKOro MUTaHMs! CreLalTu3MpOBaHHO! CMeCH YMeHb-
LIJI0 PUCK Pa3BUTHsI MOOOUHBIX PeAKLMil NpU exXeIHEBHOM
npreme XT Ha 65,2% (y-kputepuii=0,652, p<0,001).

[lepeHocumocCTb — CrieLMaNM3upoOBaHHOM CcMecu y Mofa-
BJIFIOLIEro OOJbLIMHCTBA nauueHtoB — 91,3+59% (95% 1IN
74,9-98,1) oueHeHa yHOBIETBOPUTENBHO (06€3 KaKMX-7MOO
HapekaHuit), b y 2 (8,7£5,9% (95% IOWU 1,9-25,1)) ne-
Teil — Hey/0BJIeTBOPUTENIbHO. Y OIHOTO MauyeHTa nepuouye-
CKM OTMEYaJIMCh aJlepruieckye nposisjienust U 1o Hadana JHII,
TIOJIHOCTbIO CBSI3aTh MX C IPUEMOM JJAHHOTO MPOAYKTA He Mpe-
CTaBJISIETCS] BO3MOXKHBIM, HO IIPY OTMEHE NPOJYyKTa ajuiepruye-
CKMe KOXHbIe MPOSIBJIEHNs] YMEHBLUMIINCD; OMH PeOeHOK OTKa-
3ancs ot nprema JJHIT 13-3a BKyCOBbIX NpeanovTeHnil.

Hawa pa6ota nponemoncrpupoBana, uto JHIT creuma-
JIM3UPOBAHHOM MOJIMMEPHOM T'MIEepKaTOPUIHHON CMEChIO, KO-
TOpasi BBOJMJIACh JOTOJHUTENIBHO K TOCMUTAJIbHOI JleueOHON
nuere, 6bia 6osee 3pdeKTUBHA, YEM TOJIBKO AMETa, pUYeM
He TOJIbKO B OTHOLLUEHWH YJy4dlleHHs] HYTPUTMBHOTO CTaTyca
nereit (UMT B nepsyto ouepenp), nonyuasux XT, HO U yiyd-
LLIEHNSI TePEHOCMMOCTH MOCTIeIHE.

OBCYXXIEHUE

Boicokuit puck neynauu XT, cMept M MHPUUMPOBAHUS
JIV TB cBsizaH C TskecTblo 3a00JeBaHMsl, KOMHULMPOBA-
HueM BUY, a Takke HEmOCTATOUHOCTbIO MUTaHus. B He-
IaBHO OMyONMKOBAHHOM MeTaaHanuse [8] mpomemMoHCTpH-
POBaHO, UTO HENOCTAaTOYHOCTb MUTAHMSI B 3 pasa CHMKAET
BepOsITHOCTb TepaneBTuyeckoro ycnexa XT Th. Yunrbisas pa-
cTywyto pacrnpocrpadeHHocTb JIY Tb B P®, BaxkHO OTMETUTD,
4TO y fieTeit ¢ Takoit popmoit Tb Hannume naske He3HAUUTENb-
HO HEZIOCTaTOUHOCTH MUTAHKS (Z-score Macca Tena / Bo3pacT
<-1) 6bI10 3HAUMMBIM NPEIUKTOPOM CMEPTH WM HEylauM Te-
panuu [9]. [pu atom paxe ynausast XT Tb He ynyuinaer Hy-
TPUTHBHBIN CTaTyC pebeHKa C HeNOCTAaTOYHOCTBIO MUTaHMS,
MO3TOMY OpraHM3alysl HyTPUTMBHON MOAJEPKKU AT TaKUX
NaLMeHTOB MOXeT PacCMaTpUBAThCsl Kak HEOOXOAMMBIiA KOM-
MOHeHT akThBHOro jeyenus Tb [10].

VHTepecHo, 4To omy06/IMKOBaHHbIE CHCTeMaTH4eCKe 0030pbl
Y MeTaaHaM3bl He HAXOAST YETKOM CBS3U MeXIy KIMHUYECKUMU
ucxonamu Tb (13neueHre 1M cMepThb) uepes 6 1 12 Mec. nocse
Hayasna npenocTaBlieHusl elibl 6eCIaTHO, WM FUMepKaIOPHIHO-
ro JIOMOJIHUTENBHOTO MUTAHUS, UM MyJIbTUBUTAMKHOB [11]. Be-
POSITHO, 3TO CBSI3aHO C GOJMBLLIMM Pa3HOOOpa3eM OLEHHBAEMbIX
TI0/IXOZIOB BJIMSIHMSI Ha HEIOCTaTOUHOCTb NUTaHusl. [1pn sToMm aB-
TOpbI OTMEUAIOT, UTO MPU OLIEHKE BJIUSIHHSI TOJIbKO AOMOJHUTEIb-
HOTO TMIIEPKaJIOPUIHOTO MUTaHUS (B OT/IMUME OT NpUeMa MyJlb-
TUBUTAMWHOB) OHO, HECOMHEHHO, OKa3blBAE€T MOJIOKUTEJIbHOE
BJIMSIHME HA HAOOP MAacChl Tena, ¥ 3TO ObLIO CBSI3AHO C TOJIOXKHU-
TeJIbHbIMM KJIMHMYEeCKMMHU ncxonaMi. B cucrematiueckom 0630-
pe, cpaBHuBaBLleM npepocrasnenve JIHII ¢ orcyrcreuem JHII,
ObUIO MOKa3aHo mososkurenbHoe BivsHue [JHIT Ha npekpate-
HYe 0aKTepHOBbIENIEHNS 1 MOJIOKMTEJIbHYIO PEHTreHOJIornye-
CKYIO IMHAMKKY Y B3pOCJIbIX MaLyeHToB ¢ T sierkux, 1 a1o 6b10
CBs13aHO Hanpsimyto ¢ yBennuenreM UMT [12]. Hecmotps Ha To,
4TO B HALLIEM MCCTeJOBaHUM Mbl HE OLIeHUBAJM KJIMHUYECKHE UC-
xozpl TB, Mbl MPOIEMOHCTPUPOBANH, YTO AOCTHKEHUE HOpPMa-
trBHOrO ypoBHa MMT npoucxoauno B 7 pas vaile B rpymnne je-
Teit, nonmyyasiuux JHIT runepkanopuiiHoii nonMMepHoit cMechbto,
4eM B Ipyne JeTeid, ee He MONy4YaBLUMX.

Bropoit BaxkHbIit MOMEHT, KOTOpbIi onpepenser 3¢dek-
TiBHOCTb XT, — 910 ee nepeHocuMocTb. [1n0xas nepeHocu-
mocTb XT cBSI3aHa C HM3KON NMPUBEPKEHHOCTbIO JIEUEHUIO
MaLKMeHTOB U UX POJUTENeli/OneKyHOB, 6oJiee BbICOKOI1 BEpO-
ATHOCTbIO cMepTH unu passutus JIY Tb [13]. HexenartenbHble
siBieHus co cToponnl JKKT — camble pacnpocTpanennbie HA,
cesizannble ¢ XT Thb. JHIT ¢ nmomolpio cnenmanusMpoBaH-
HOI cMecH, cozepsKallieii HepaCTBOpPUMbIe MULLEBble BOJIOK-
Ha, YMEHbLLIAJIO PUCK Pa3BUTHsI MOOOUHBIX PEAKLIMIt PH exe-
IHEBHOM MpHeMe MPOTHBOTYOEpKyJIe3HbIX MpernapaTos
Ha 65,2% (y-xputepmii=0,652, p<0,001). [Toxosxkre pesysnb-
TaTbl ObLIM NPOJEMOHCTPUPOBAHBI B IPYTMX UCCIIENOBaHUSIX
JlaHHO¥ CMecH Yy JeTed C BbIpa)keHHOM HeJOCTaTOYHOCTbIO
nutanus [14].

Haiue nccnenosanye MMesio HEKOTOPbIE OrPaHUYEHHs], KOTO-
pble He0OXOMMO NPUHUMATh BO BHUMaHME TPH OLIEHKe €ro pe-
3y/bTaToB. B nepByto ouepenb 3T0 HAOMOAATENbHBII IPOCTIEK-
THBHO-PETPOCIIEKTUBHBII XapaKTep, JOCTATOYHO HeDOJIbLuas
BbIOOpKA, OTCYTCTBUE OLIEHKM KJIMHUYECKMX MCXOJZIOB, @ TaKKe
OLIEHKM CYTOYHOTO MOCTYIUIEHUS] SHEPIUH U MaKpPOHYTPUEHTOB
B OCHOBHOI1 Ipymme 1 rpynne cpaBHeHust. [1py 3ToM Mbl HabJmo-
Janu 3a JeTbMU JOCTaTOYHO MPOJOJKUTENbHbIN MPOMEXYTOK
BpeMeHH, oLeHMBanu nepeHocumoctb XT M crieLmanusmpo-
BaHHO! CMeCH B YCJIOBUSIX PeajlbHOM KJIMHMYECKOM MPaKTHKK
B IIBYX Pa3sHbIX KIMHAYECKMX LIEHTPaX, PacroJIOKEHHbIX B Pas-
HBIX KJIMMATUYeCKMX 30Hax. [103TOMy MosyueHHble pesysbTaThl
¢ 6OIbLLIOI J0JIefl BEPOSITHOCTM MOTYT ObITb MOATBEPIKIEHDI
B JIEYEOHBIX YUPEXKIEHHSIX CXOXKEro MPOGUIISL.

SAKJIIOYEHUE

[Ipumenenne JIHII cnenuanusmpoBaHHOM runepkanopuil-
HO¥ MOJIMMEPHOM CMEChI0, ColepsKallieil HepacTBOPUMbIE TH-
1eBble BOJIOKHA, OKa3blBaeT JOCTOBEPHOE MOJIOKUTENbHOE
BJIMSIHME HAa HYTPUTMBHBIN cTaTyc (Macca Tena, poct, UMT)
IeTeil C HeAOCTaTOYHOCTbIO MWTAHMS, MOJyYaBIUMX AKTMB-
Hyto XT Tb. Kpome antponomerpnueckux nokasarenei, JJHI1
CreLManu3poBaHHbIM TIPOAYKTOM CHOCOOCTBOBana CTaTH-
CTMYECKM 3HAYMMOMY YBEJMYEHHIO YPOBHEH TreMorio6uHa
1 obLero 6esnka KpoBHM, HOPMaM3aLUMK YAEJIbHOTO Beca MOUu
B OT/IMYMe OT IPYMIbl CPAaBHEHHs], I1ie 3TU MoKasaTesn JOCTO-
BEpPHO He yJy4Iuinch. [Ipy xopolieii nepeHoCMMOCTH CrieLu-
AJIM3MPOBAHHOTO MPOAYKTA MPOAEMOHCTPUPOBAHO YMeEHblle-
HMEe pUCKa pas3BUTHSI MOOOYHBIX PeAKLMil NMpH exXeIHEBHOM
npreme XT Ha 65,2% B rpynne JJHIT B cpaBHeHuu ¢ rpynmoi,
He nonyuasiueii JJHI1. JlanHble pesynbTaTbl rOBOPSIT B MOJIb3Y
HasHauenusa JHII Bcem metsM ¢ HEOOCTAaTOUYHOCTbIO MUTAHUS
n TB, ocobenno HaunHaowuM XT.
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