0630p | review

https://doi.org/10.31146/1682-8658-ecg-189-5-57-69

HyTpuTUBHBIN CTaTyC 1 COCTaB Tena feTen C MyKoBUCLMA030M

Cokonos M. Cumonosa O.1.%, Pocnasuesa E. A, Yepreswnu B.T1!, bywyesa T.B."3, BuHokyposa A.B., boposuk T.23."?, Monakos C. [
T OTAY «HaumoHanbHbI MegUUMHCKIIA LEeHTP 340p0oBbA feTei» M3 PO, Mocksa, Poccna
2 MepBblii MOCKOBCKMIA TOCYAaPCTBEHHBIN MeAUUMHCKII yHrBepcuTeT M. M. M. CeueHoa M3 PO (CeyeHoBCKuMiM yHMBEpPCUTET), MOCKBa, Poccua
> OIbY MearKo-reHeTUUeCKMiA HayYHbI LieHTp M. akad. H. 1. boukoBa, Mocksa, Poccusa

[Ona umtuposanua: Cokonos V1.,CnmoHosa O. /., Pocnasuesa E. A, YepHeswu B. 11, bywyesa T.B., Burokyposa A.B., boposwik T. 3., Monsakos C. [. HyTpuTrBHbIi
CTaTyC ¥ COCTaB Tena AeTern C MyKOBUCLMAO30M. IKCNEPUMEHTaNbHAA 1 KIIMHMYeCKan racTposHTeponorua. 2021;,189(5): 57-69. DOI: 10.31146/1682-8658-ecg-
189-5-57-69

CokonoB MHa, acn1paHT oTaeneHna nynbMOHONOr M D4 Jinst nepenucku:
CumonoBa O.W., o.M.H,, npodeccop, 3aBeayiolian OTAeNEHNEM MyNIbMOHONOMN Coxonosa Jnna

. . ina.sokolova.1985@mail.ru
PocnaBsuesa E.A., K.M.H, CTapLUMii HayUHbI COTPYAHMK NabopaTtopum NUTaHnaA 300poBoro 1 60AbHOro pebeHka
YepHeswny B.T1., Mnaawmii HayuHbl COTPYAHMK JlabopaTopui pefKkix U HaceACTBEHHbIX 6one3Hui y aeten
BywyeBa T.B., a.M.H., BeAyWWiA HAYUHBI COTPYAHMK NabopaTopum NUTaHnaA 30POBOro 1 60NbHOro pebeHka
BuHokypoBa A.B., opanHatop

BopoBurk T.3., .M. H., npodeccop, 3aBeyiollan nabopaTopueit NMTaHMA 340POBOro 1 60NbHOrO pebeHka

MNonsakos C. ., 4.M. H., npodeccop

Pe3some

CoxpaHHas GyHKLMA NETKNX, onpeaenatolias NporHo3 3abonesaHuns y 60MbHbIX MyKoBUCLMA030M (MB), Hanpamyio 3aBucuT
OT HYTPWUTMBHOrO CTaTyca naumnerTa. CunTaeTcs, UTo HopManbHbIA MHAEKC Macchl Tena (MMT) ana aaHHoro Bo3pacta/nona
nauneHTa CBUAETENbCTBYET O HOPMaTbHOM HYTPUTKBHOM CTaTyce. OfIHAKO 3BECTHO, UTO Y 60MbHBIX MB TONbKO 6E3XMpOBast
Macca Tena (KOCTHO-MbILIEUHAA 1 BUCLIEPabHasA) HanpsamMyio KoppennpyeT ¢ dyHKLMel nerknx. MeToa oUeHK cocTasa Tena
y [ieTell C MyKOBUCLIMAO30M C MOMOLLbI 61OMMNedaHCOMETPIN ABNAETCA COBPEMEHHDBIM, UHDOPMATHBHBIM U JOCTYMHbIM
B NeAMaTPUUECKOi NpaKTyKe. MokasaTenu cocTaBa Tena MOXKHO MCMOMb30BaTh Y 3TUX NALMEHTOB He TOMbKO C ANArHOCTY-
UeCKOW 1 NPOTHOCTUYECKO LiefIbio, HO 1 iNA MOHUTOPWMHIa 33 TeueHUeM BOMe3HM y KOHKPETHOTO 6OMbHOTO, COCTaBMEHMS
NporpaMmbl KOPPEKLIMU MUTAHNA W ABMraTENbHON aKTUBHOCTW.

BronmMnenaHCHbI METOf OLIEHKI COCTaBa Tena eTel C MyKOBMUUMAO30M, NPOBEAEHHbIN B laHHOM paboTe, NoKa3bl-
BAET, UTO Y AIeTel C HOPManbHbIM 1 ke HU3KUM VIMT npoLeHT 6e3KMpOBOiA/TOLIE MACChl TENa OKA3bIBAETCA HUZKIM,
uTO TPEGYET Mep MO YBENUYEHNIO MbILLEYHO/KOCTHOM MACcChl, 0COBEHHO — CUME AbIXaTeNbHON MYCKYNaTypbl, KaK nyTem
KOppeKLMr 6eNKOBOro KOMMOHEHTa PALIMOHA, TaK 1 MO YBEAMYEHMIO GU3NUECKO/CNOPTBHOM aKTUBHOCTY, B AOMNONHEHe
K 0bA3aTeNbHON KHesnTepanuu.

KntoueBble cnosga: MYKOBMCLINAO3, HyTleTVIBHbIVI CTatyc, 61oVMNeAaHCHBIA aHanm3, CoCTaB Tena, CI)}/HKLMH JIerknx, Tollan
MacCCa Tefla, KnHe3nTepanua, AMeToTepanma MyKoB1UCLNAO3a, ¢M3ML{ECKI/IE YNPaxXHEeHUA, 4eTn

KOHGNUKT nHTepecoB. ABTOPbI 3aABNAIOT 06 OTCYTCTBUM KOHMINKTA MHTEPECOB.
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Summary

The pulmonary function which determines the prognosis of the disease in patients with cystic fibrosis (CF) depends directly on
their nutritional status. Normal body mass index (BMI) for a given age/sex of the patient is considered to correspond with normal
nutritional status. However, it is known that in CF patients only lean body mass (musculoskeletal and visceral) correlates directly
with lung function. Bioimpedansometry, as the he method for assessing body composition in children with cystic fibrosis is actual,
informative and available in pediatric practice. Body composition indicators can be used in these patients not only for diagnostic
and prognostic purposes, but also for monitoring the course of the disease in a particular patient and correction of nutrition.
The estimation of body composition with bioimpedance method in children with CF, carried out in this study, shows that

in children with normal and even low BMI, the percentage of lean body mass is low, which requires measures to increase
muscle/bone mass, the strength of the respiratory muscles especially, both by correcting the protein component of the
diet, and by increasing physical / sports activity, in addition to compulsory respiratory physiotherapy.

Keywords: cystic fibrosis, nutritional status, body composition, bioimpedance analysis, pulmonary function, lean body mass,

physiotherapy, diet therapy for cystic fibrosis, exercise
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BBepeHune

MyxoBucuupos (MB) 0 HacTosAIEro KHA OCTAETCS
OJIHOJI M3 CAMBIX CJIOXHBIX MY/IBTVICHCTEMHBIX I1aTO-
JIOTMIT KaK y B3POCIIBIX, Tak u y mereii. [Tarorenes MB
006YyC/IOB/IEH MYTAL[UsAMU B T€He MYKOBUCIMO3HOTO
TPAHCIOPTHOTO PErynsiTopa, KOTOPBIil PacION0XKeH
Ha J/IHHOM IljIede 7-i1 XpOMOCOMBI ¥ KORMPYeT pa-
60Ty 6e/1Ka XTOPHO-HAaTPMEBOTr0 KaHajla Ha MeMOpaHe
SMUTENNANbHBIX KIeTOK. CIefcTBIEeM HapYLIEH NS
ABIVDKEHIISI NIOHOB XJIOpa Yepes KJIeTOYHYI0 MeMOpaHy
sIB/IseTCst 06pasoBaHue BA3KOIO CEKpeTa BCeMI 9K30-
KPMHHBIMI )Xe/le3aMI, YTO HapyuIaeT paboTy MHOTUX
OPTaHOB U CUCTEM, IPEXKJie BCETO JIbIXaTe/IbHbIX Iy Teil
M XKeTyJOYHO-KMIIEYHOTo TpakTa [1-5].

MB sABIsAETCA TOCTATOYHO YACTHIM 3a60/IEBaHMEM
cpenu opdaHHbIX 60e3Hel (4acTOTa HaCTe[OBAHNS
1:10.000 HOBOpOXAeHHBIX B Poccun) [6]. B megna-
Tpuyeckoil npakTuke MB dacTo mackupyercs nog
pasnu4Hble 60/1e3HM OPraHOB ABIXAaHUS, IEYEHU
U MO Key/lo4HOI XKene3bl, natonorui JIOP opra-
HOB, OCTpble MH(EKIMOHHBIe 3a00/IeBaHNUA U MH. JIp.
Beenenne B Poccun B 2007 r HeOHaTaZbHOTO CKPH-
HJHTA II03BOJIMJIO Yallle AMarHocTuposarb MB eme
IO TOSABIEHUsI KIMHWYECKUX MpOsBIeHNT (B 1ease
B Bo3pacTe pebeHKa ¢ 1-ro MecsiIia XXM3HMU) ¥ MaKCU-
MaJIbHO paHO HasdHa4yaTb OA3MCHYIO Tepanuio. Y MHO-
rux nanueHToB MB mportekaer Tsxeno, Tpebyer



MIOCTOSIHHOTO KOMIIIEKCHOTO MeIKaMEeHTO3HOTO Jie-
YeHNs1, KMHe3UTepannu, MHAUBUYanbHOTO Mof6opa
(depMeHTO-3aMeCTUTENIbHOI TePaNy U 1e4eOHOTO
nuTaHuA. BackHeleri menblo medyenus MB aBnsercsa
3aMe[jieHye IIPOrpeccCUpPOBaHMsI OPOHXOMErOIHBIX
HapyLIeHMII, TAK KaK MIMEHHO OT yXyAeHns QyHKIuu
JETKMX 3aBUCUT CHUDKEHME KauecTBa U IPOJOIKI-

HyTpuTuBHbBIN cTaTyC

ITox nytputuHbeiM cratrycoM (HC) moHumalor pe-
3y/IbTAT BO3/IEVICTBIA XapaKTepa MM TaHNA Y IINIIEBBIX
(bakTOpOB, IPOABIAIINIICA B 00'beKTMBHBIX TapaMe-
Tpax Teja, ero 6MONMOTMYECKIX Cpef M KOMIIOHEHTOB
[12]. ¥ pebenka c mykoBucuugosom HC oTpaxkaeT
TAXKECTb COCTOSIHM A ITALIMEHTA U AB/IsIeTCA KpPUTEpUeM
KOHTPOJIsI HaJ| TedeHreM Oonesuu. HegoctaTouHOCTD
HNUTaHUA YaCTO COMPOBOXK/AeT MYKOBUCIIN/03 M MO-
JKeT ObITH KaK ero MPU3HAKOM, TaK 1 COIIy TCTBYIOLIEl
marosnorueii [8, 9, 13, 14].

ITo paHHBIM onybnuKoBaHHOTO Perncrpa 6071b-
HBbIX MYKOBMCLIJI030M B Poccuiickoit Pemepanunm 3a
2018 rox, cpenu meteit ¢ MB Huskoe sHaueHue VIMT
(nHzekca Macchl Tenma, Macca Tefa, Kr?/pocT, M) Iep-
tenTmnb (MMT<25) - Hab/II0faCs TOYTH Y OJIOBUHBL
60nbHBIX (B 45,1% C/ly4aeB); MeJMaHa MepIeHTU
MacChl Tefla COCTaBANa — 33,7, Me[[aHa IepLEeHTUIA
pocTta - 36,7 u Meuana nepuentunsa VIMT/sospacr -
29,1 npu ueneBom 3uaveHuu 50 [6].

Hwusknuit HC genaetr 601bHOTO YA3BUMBIM IS
BBICOKOIIATOTE€HHO MUKPOQIopbl. Y Takux 60/b-
HBIX BCTA€T BONPOC O PU3NIECKOI BOSMOXHOCTI
BBINIOJIHEHN I KMHe3uTepanuy (CrenmaabHON Jbl-
XaTelTbHONM TMMHACTUKN), 3aHATUI Pusndeckummn/
CIIOPTUBHBIMM YIIPa>KHEHUAM, TIOCEIeHN S IKOIBI
u MH. ip. «bopbba 3a Bec» y manuenra ¢ MB u Bpa-
4ya, KOTOPBIiT €ro HaOII0faeT, HIPOMCXOAUT Kask/blil

MH[J,EKC MacCcbl Tena

IOns ouenku HC, moMUMMO KIMHUYECKUX U OMOXU-

MWYECKUX METOJOB, TPAAUIIMOHHO NCIONb3YIOTCSA

aHTpoOMoOMeTpuIecKye (COMaTOMeTpIYeCKe) FaHHbIE —

Macca Tena, pocT, nHpeKc Macchl tena (VIMT), kotopsle

y HeTeil pacCUMTHIBAIOT B COOTBETCTBUM C BO3PACTOM

¥ TIOJIOM IIO LIEHTU/IbHBIM Tab/MMIlaM MU MepIieH-

TunAM/Z-cxop (SD) mo nporpammam WHO-Anthro,

WHO-AnthroPlus [15]. IHekc Macchl Tena ABIAETCH

TIOKa3aTesieM, KOTOPBIil TPAAUIIMOHHO MCIIONb3yeTCs

IJIsI OLEHKU HYTPUTUBHOTO cTaTyca (a6COMOTHDIE

UUQPBI 1L B3pOCIBIX, epueHTunn/ Z-ckop (SD) pist

neren [9, 13].

JIns XapaKTepuCTUKY YHAOBIETBOPUTETBHOIO HY-
TPUTUBHOTO CTaTyca jieTeii ¢ MB pekomenpgyerca
UCIIO/Ib30BaTb CIEAYIOLIe LieieBble oKaszarenn [9]:

o MJIaJIeHIIbI ¥ IeTV M/IAfiLIe 2 JIeT: Hy/leBOe CTAHAApT-
Hoe oTKoHeHue (0 Z-score, SD; 50-i1 mepIieHTUIIb)
roKasartejiell MacChl ¥ JJIMHBI T€a OTHOCUTENTHHO
HOPMAaTVBHBIX 3HAYEHWI /7151 3[,0POBOII IOy ALY,
COOTBETCTBYIOIIEl IO BO3PACTYy.

o JfleTu 2-18 yeT: Hy/IeBO€e CTaH/IapTHOE OTKJIOHEHE
(0 Z-score, SD; 50-it mepiienTNIb) mokasarens VIMT
OTHOCUTE/IbHO HOPMaTMBHBIX 3HAYEHMIA J/151 3[TOPO-
BOJI ITOMY/IALINY, COOTBETCTBYIOIIEN IO BO3PACTY.

JKMpOBas Macca Tejla — Macca BCeX IMNNUA0B OpraHu3Ma.

TeTbHOCTY KU3HU [7-9]. B MHOrOYMCIEHHBIX UCCTTE-
TOBaHUAX II0OKAa3aHO, YTO COXPaHHa s PyHKIM I TETKUX
y 60/1bHBIX MB HanpsiMyo 3aBUCUT OT COCTOSHUA
IINTAHNUA IIAIMECHTA. MSY‘{CHI/{e HyTpI/{TI/IBHOI‘O CTaTyca
u cocTaBa Tena pebeHka ¢ MB Ba)XHO IpOBOAUTD [/
CBOEBPEMEHHOTO0 Of60pa afeKBaTHO HY TPUTUBHOI!
Hopfep>KKM 1 husmdecKoit Harpysku [9-11].

neHb. Y 3HaYUTETbHO IOV MAI[MIEHTOB TOCTUYb I10-

BBIIIEHM S MACCHI Te/Ia Y AeTCA TOMBKO C MOMOIIBIO

TOIIO/IHUTENILHOTO /1Ie4e0HOr0 BBICOKOKATOPUITHOTO

IUTaHUA. B caMBIX TAXKENBIX CIy4YasAX NPUXOAUTCH

npuberaTb K arpeCCMBHBIM METOLAM HYTPUTUBHON

IO/ PKKI — YCTAHOBKE IACTPOCTOMBI U IIPOBEJIEHIIO

HOYHOJI TMIepaTMMeHTAI ! BEICOKOKaIOPUITHBIMU

MMTATeTbHBIMY CMECAMM.

CocTosiHMe HYTPUTUBHOTO CTaTyca pebernka ¢ MB

ompepensercs MHOruMu pakropamu: [1,9]:

1. reHOoTHIIOM (OIVIHAKOBBIE MYTaIlVIM VIV COYETaHUE
MYyTanuil U3 PasHbIX K/IACCOB OIIpefe/ngeT pasind-
HBIiT pEeHOTUII TedyeHU A 60Me3HN);

2. BBICOKMMM 3HEPreTUYeCKMMU NTOTPeOHOCTAMY M3-
3a 6OMBIINX 9HEPreTUYECKUX ITOTePh, CBA3AHHBIX
C OfIBILIIKOM, KaIllJIeM, BbIJje/IeHIeM MOKPOTBbI;

3. CMCTeMHBIM BOCIIA/INTETbHBIM OTBETOM ) IIOflaBJle-
HueM (GaKTOPOB POCTa IIPOBOCHIATNTETBHBIMMI 1IY-
TOKMHaMM Ha (OHE XPOHUUECKOT0 GaKTepHaTbHOTO
BOCIIa/IEHN B JIbIXAaTeTbHBIX Iy TAX;

4. BHEIIHECEKPETOPHOI IaHKPeaTU4eCKo HeJ0CTa-
TOYHOCTBIO ¥ KMIIEYHON Manbabcopobiyelt, MOBbI-
LIEHHBIM MeTab0/1M3MOM He3aMEHVMbBIX XXM PHBIX
KIICTIOT;

5. CHVDKeHMEM aIIeTUTa U3-3a IIOXOTO CaMOYyB-
CTBUA B MOMEHT 060CTpeHMs 3a60/1eBaHMSL.

Ba’xHOe moIONMHeHNe: IpK OLleHKe HYTPUTUBHOTO
craryca pebeHKa ¢ MB, HeO6XOAVMMO yUUTHIBATD TaK-
JKe OTKJIOHEHN I TTOKa3aTeseil POCTa, IOCKOIbKY IpH
3aflep)KKe pocTa y pebeHKa ¢ JaHHBIM 3a60/IeBaHIeM
MOJXXeT OBITh HOPMa/IbHBII MH/IEKC MAaCChI TeJA.

OpHako, 1eeBbIX 3HaueHuin VIMT HemocTaToOuHO
IJ1S1 IOTTHOLEHHOM XapaKTepUCTUKY HYTPUTUBHOTO
craryca 601bHBIX MB, Tak KaK OH He JjaeT MpeJcTaB-
JIEHWSI O COCTaBe Teja, B YaCTHOCTH, COOTHOIIEHU N
JKMPOBOIJI 1 TOILeit Macchl Tena [7, 16, 17]. HopmanbHbli
VIMT (Z-score (SD) 6nuskuit k 0) MOXeT OBITD Y pe-
6eHKa C TOBBIIIEHHOI XXIPOBOIT MACCOi Te/Ia M HUKOI
6e3>X1POBOJ Maccoli, KOTOpasi BKII0YaeT MacCy MBIIILI,
KOCTeil ¥ BHYTPEHHNUX OPTaHOB (TEPMIUH «OXUpeHNe
¢ HopMmanbHOit VIMT» [16]. HexoTOpble aBTOPBI He
PEeKOMEHAYIOT ucnonb3oBaTh IMT mis guarsocTukm
HapyLIeHUI HyTPUTUBHOTO CTATyCa U3-3a TOTO, YTO,
II0 VX JAHHBIM, IIPY UATHOCTYPOBAHHOM OXXVPEHUN
B 0011iei IO Y/IALMY B3POC/IBIX 1 A€TeIl, TOT I0Kasa-
Te/Ib HAaXOJVITCsI B HOPMa/IbHBIX Ipenenax» [18].

PaboThI OC/IETHNX /IEeT HOKa3a/IM, YTO yBe/TNYeHe
MacChI Tefa 60IbHBIX MYKOBIUCIIUI030M He 00513aTeNb-
HO KOppeIUpyeT C yrydllleHneM QYHKIUN JIETKNX.
Oc060 0TMETHUM, YTO BBICOKAS HUPOBas macca mena*
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(cooTBeTCTBEHHO, HU3Kas 6e3)KMpOBast Macca Tesa)
yxygnuaeT nporaos MB. besxcuposas macca mena**
M CTelleHb MUHepanu3al My KOCTell sABIAITC bonee
YyBCTBUTENBHBIMY MHANKATOPAMY HYTPUTUBHOTO
craryca, 4em VIMT. Huskue 3sHaueHNA 3TUX IMOKa3aTe-
JIeli ABNAITCA NPeJUKTOPAMMU YXYAIIeHN S GYHKIMU
JIETKUX, KaK Yy fleTell, TaK 1 B3pocibix ¢ MB [8,9].

experimental & clinical gastroenterology | Ne189 (5) 2021

IToka3aHo, YTO MAL[MEHTHI C BBICOKOIT 6€3XXMpOo-
BOII (mouwyeil) maccoti mena* vimenu 60/1ee COXpaHHYIO
(YHKIMIO TETKMUX, YeM MalMeHThI C BBICOKOI KMPO-
BOI Maccoit. [Insa manmeHToB ¢ MB Ba)kHa leTanpHas
OLIEHKa COCTaBa Te/la, TAK KaK [PY HOPMaTbHOM MH-
JieKCe MacChl Te/Ia IPOLIEHT >KMPOBOIL MaCChI Te/Ia y HUX
MOYeT ObITh IIOBBIIIEH OTHOCUTENIbHO Towel (16, 19].

BrnosnekTpuueckuin umnegaHcHbin aHanus (BUA)

JIns1 oLleHKM COCTaBa Te/la B HaCTOsAIlee BpeMs IIMPOKO

TIPMMEHAETCS METOf], 3aMMCTBOBAHHBIN U3 CIIOPTNB-

HOJ MeMLIMHBI — 6MOUMIIeJaHCOMETPU A, KOTOPBII

sIB/IsieTCs: 6e30IMacHBIM, HEMHBAa3UBHBIM U HETOPO-

ruM [7, 20-23]. OH OCHOBaH Ha U3MEPEHNN PASHOCTI
3JIEKTPUIECKOTO CONMPOTUBIICHNA TKaHell ()KUpOBOIL,

MBIIIEYHOT, KOCTHO) Ha HU3KMX M BBICOKMX 4aCTOTaX

cuHyconzanbHoro Toka. B BJ/IA B KauecTBe MCXOHBIX

TAHHBIX MCIONb3YIOTCA Pe3yabTaThl AaHTPOIIOMETPH-

YeCKUX U3MEPEHNI U M3MePEeHMII TapaMeTPOB 3/IeK-

TPUYECKOI MPOBOAMMOCTY YYACTKOB TeJla YeNIOBEKaA.

B uTore npumMeHeHusA 3TON TEXHOMOTUY HOAYYAKOT

pacueTHbIe 3HAYEHN A IapaMETPOB COCTaBa TeJla M CKO-

poctu MeTaboMMYeCKMX IPOLeccoB. PacuéT mpousso-

IMTCS IIPY IOMOIL M KOMIIBIOTEPHOI IPOTpaMMBbl [24].
B mpoTokose 610MMIIefJaHCHOTO MCC/IeOBAHM

YUUTBIBAIOTCSA TaKMe KOMIIOHEHTHI (IIapaMeTphl) CO-

CTaBa Tena, Kak:

e KUpOBasA Macca opraHusma (KT) — )KMp Tesna Ipej-
cTaBjIsieT 000l BaXKHellllee eN0 SHEPIUM B Opra-
HM3Me U y4acTBYeT B Pery/IALMM PU3NONTOTNIeCKNX
1 06MeHHBIX Tpolteccos. HopmanbHoe coepxxanie
JKMPOBOJI TKAaHU ABJAETCA YCIOBUAM IO IEePKaHUA
37I0pOBbS, XOPOILEr0 CAMOYYBCTBUA 1 PabOTOCIIO-
cobHOCTH;

o Touias (6e3>xnpoBas) Macca oprannsmMa (Kr) - onpe-
HenAeTcA KaK pasHOCTb MeXAY 0611elt Macchl Tena
U KMPOBOIT MacCOli, ¥ COTEPKUT METAOOMMYeCKN-
aKTuBHBIE (CKeleTHO-MBbILIEYHAsl Macca), Tak
U MHepTHBIe TKaHU (COeMHMUTENbHAA TKaHD).
ITonM>xeHHbIe 3HAUEHM A )KMPOBOIL U TOLIEN MacChl
YKa3bIBAIOT HA MOHVDKEHHBIN CTaTyC IUTAHNA WU
6e/IKOBO-9HEPreTHIECKYI0 HeLOCTATOYHOCTD;

e aKTMBHafA KJIETOYHaA Macca (KI) — YaCThIO TOIIel
Macchl Tena, cGopMUpOBaHa U3 KIETOK, IOTpe-
60X OCHOBHYIO JIONIIO0 KUCIOPOJa U SHEPTUU
U ABNAETCA 3HAUYMMOI XapaKTepPUCTUKON MHTEH-
CUBHOCTM OOMEHHBIX IPOLIECCOB B OpraHMU3Me.
CHM>KeHHbIe 3HaYeHM A JaHHOTO IOKa3aTens CBU-
IeTeTIbCTBYET O AeduiuTe 6€TKOBOTO KOMIIOHEHTa
IUTaHMA KaK pe3y/IbTaT oblIlero HefocTaTKa 6eka
B pallMOHe VIV MHAVBUAYaTbHBIMM OCOOEHHOCT-
MM yCBOEHUA 0€IKOBOTO KOMIIOHEHTa MUTaHMUA.
IloBpIIEHHOE 3HAYEHNA JAHHOTO MIOKA3aTeNs yKa-
3BIBAET Ha YCHIEHHOE IIOTpebIeH e 1 HOpMalIbHOe
yCBOeHIe OeIKOB;

e MONSA aKTUBHON KIETOYHON Macchl (%) B Tollein
Macce 1aéT MHTETPA/IbHYIO OLlEHKY OTHOCUTENb-
HOTO YPOBHA MeTab0MM4eCKOi aKTVBHOCTY TOLIE
MacCHl U ABNIAETCA IPU3HAKOM JIBUTATETbHOM aK-
TuBHOCTU. HU3KMe 3HaYeHNMA TaHHOTO [TOKa3aTeNnsa
ABATCA IPU3HAKOM TUIIOAMHAMUY;

o CKeJIeTHO-MbILIeYHasI Macca (KI) — OfHa 13 COCTaB-
JAIINX 6e3>KMPOBOJT MacCHI TeJIa, UCTIONb3yeTCs

IJIA XapaKTepUCTHUKIM 0611eT0 yPOBH:A p13MIECKOTO

pasBuTus;

e [OJIsA CKEJIETHO-MBIIIEYHOM Macchl (%) B ToOIeNn
Macce UCTIONb3YeTCs [/1A OLIeHK) TeKYIero yPOBHA
¢dusnyeckoit paboTocroco6HOCTH;

« (asoBBbIIT yTO/ — BBIYNC/IACTCA HAa OCHOBE M3MepeH-
HBIX 3HaYeHMiT akTuBHOro (R50) n peakTMBHOTO
(Xc50) comporusnennit Ha yacrote 50kI'1. JJaHHBII
IoKasaTenb fiaeT MHQOPMALUIO O TeKYIeM YPOB-
He MeTab0onM13Ma 06C/IeyeMoro, HapsAAy C OLeH-
KOJ1 OCHOBHOTO U YZe/IbHOTO OCHOBHOTO O6MeHa.
ITokasaHo, 4TO HU3KMIT ypOBeHDb (Ha30BOro yriaa
BCTpeYaeTCs IIPU TePMUHANIBHBIX CTAfAMAX XPOHM-
yeckux 3abonesanuii [24, 25].

Merton BMIA mmpoko mpuMeHAeTCs ¥ OTANYHO 3a-
peKoMeH/10Bas ce6s B CIOPTUBHON MenInHe. B 2004 -
2009 rr B HUM nutanus PAMH 6bi1a npoBefeHa
BepuduKalus JaHHBIX COCTaBa TeNa, IONTYYeHHbIX
C TIOMOII[BI0 OTE€YECTBEHHOTO OMOMMIIETAHCHOTO aHa-
nusaropa ABCO1 «Mepgacc». OHy 6bIIM COITOCTABIIEHBI
C TAaHHBIMU, TIOTYYEHHBIMY C TOMOIIBIO IBYX3HEpre-
TUYECKON PEHTIEHOBCKOIT abCcopOIIMOMeTpUM 1 He-
HPsIMOI KaJIopuMeTpuiL. B pesybrare Op1/1a oTMedeHa
BBICOKas KOppesALY A 3HaUYeHU I )KMPOBOJ MAacCHI TeTa,
6e3)XMpOoBOIT Maccel 1 061elt BOAbI. [JaHHBII METOR,
6B/ MCITONIB30BAH [I/Is1 CKPMHMHTOBOTO aHAIN3a COo-
cTaBa Tena nonynauuyu PO B 2010-2012 rr. B panHOe
MCCTef0oBaHMe BOLLIO 60/ee ABYX MIIIMOHOB Ye/I0BeK
B lleHTpax 3mopoBbs Ha Teppuropuu Poccuiickoit
Depnepanuu. ITonydeHHble faHHbIe OBUIN IPOAHAINSY-
POBaHBI U laHa XapaKTepUCTUKa GpU3NIecKOro pasBu-
TUA HaceneHnsa Poccun, rie ObIIM yuTeHbl aHTPOIIOM-
eTpUYecKIe [TOKa3aTenn, HapaMeTpbl OMOMMITESaHCa,
cocTaBa Tena 1 9HerpoobMeHa. Ha maHHDBIT MOMEHT
CYILeCTBYIOT MHOTOYMC/IEHHbIe NyOIUKaL UL, The
O7pO6HO OMMCaHa TOYHOCTD Y BOCIIPOM3BOAUMOCTD
61101 MIIefaHCHBIX OIIEHOK COCTaBa Te/la B CPAaBHEHNN
C TPAZUIIMOHHBIMM MeTORMKaMu [24].

JlaHHBII METOJ OLIEHKM COCTaBa Tefa y aereil ag-
($EeKTHBHO UCIIONB3YETCsI IPU Pa3HBIX HO30/IOTUSX,
HAIIpUMeD, /15 OLIeHKM COCTaBa Teya y OIbHBIX C A€T-
CKUM Liepe6panbHbIM ITapaIiyoM U COMYTCTBYIOLel
6€e1KOBO-9HEPreTNYECKOI HEZOCTATOYHOCTHIO [26].

B psape uccnenoBaHmit ObII0 IOKa3aHO, YTO Pe3yIib-
taThl BVIA y mannentos ¢ MB mo xuposoit u 6es-
SKMPOBOJ Macce Tejla IOMTOXUTETbHO KOPPETNpPYIOT
C pe3y/IbTaTaMy OLEHKM COCTaBa TeJla, IOTyYeHHBbI-
MU TPafMIVOHHBIMYU MeTORaMM (TOIMHA KOXXHOM
CK/IafIK¥, OKPY>KHOCTb I/Teva) [27, 28], a Tak>ke boree
CTIOYKHBIM ¥ JOPOTOCTOAIIIM METOZIOM [IByX3HEpreTH-
JeCKOJI peHTreHOBCKOoI abcopbiomerpun [29-31]. TTo
pe3ynbTaTaM 3TUX MCCIeOBaHMIT, OTMeYeHa BhICOKA
creneHb Koppensuuu (p<0,001) Mexpy BceMnu Iepe-
YVCTIEHHBIMY METOAVIKAMU M3MEePEHNsI COCTaBa Tea

o 683)!(1/[])03&5{ Macca Tejla= Toujas Macca Tejia — KOJIMYEeCTBEHHOe COflepXXaHle B OpraHn3Me MeTabonMMYecKy aKTUBHBIX TKaHeN



(TOMIIMHA KOXXHOM CKIaKI, 6MOMMIIEfaHCOMET P
U [ByX3HepreTuyecKkas peHTreHOBCKas abcopOimo-
MeTpusi). ITO HOKa3bIBaeT, 4T0 BI/IA MOXeT MCIIONb-
30BaThCS [i/Is1 JOCTOBEPHON! OLIEHKM HYTPUTUBHOTO
CTaTyca M COCTaBa Tejla nanueHTos ¢ MB.

CpaBHeHMe HyTPUTUBHOIO CTATyca MaleHTOB
MOXXeT OBITh IPOU3BENEHO, eC/IM Y MalMeHTOB IIPH-
MEHSIETCsI OMH U TOT YK€ METOJ M3MEPEHMUsI COCTaBa
tena. Ha ocHOBaHUM crucTeMaTnyeckux 0630poB 1o
MeTOAaM OLIEHK) HYTPUTMBHOIO CTATyCa y Al -
ToB ¢ MB, nposepennoro B 2018-2019 rr. Calella P.
C coaBTOpaM, ObIIO C/le/IaHO 3aKJII0YeHNe, YTO 10-
CTOBEPHBIMU METOAMI C JOCTATOYHBIM KOJIMYECTBOM
MCCTIE{OBaHMIT OBLIN IBYX9HEPreTUYeCKasi PEHTI€HOB-
cKas abcopOioMeTpus ¥ OMOUMIIEJaHCHBII aHA/MN3
cocraBa Tena [7, 32, 33].

BuonMnesaHCOMETPUI0 PeKOMEHYETCS BBIIION-
HATD HATOILAK, YTO MOXET OBITh 06PEeMEHNTEBHO ISt
MaleHTOB. B GONbIIMHCTBE MCCAefoBaHUI 611OMM-
MeJAaHCHBIN aHaIU3 He BBIIIOHAJCA IOC/IE efibl, TaK
KaK CYMTATIOCh, YTO 9TO MOXKET IPUBECTY K yBe/lnde-
HUK 3HAYEHNI SKUPOBOI MAcChl M CHYDKEHUIO TOILEN
macchl [21, 34, 35]. OgHako He ObIIO YETKMUX JAHHBIX,
HACKOJIbKO HY)XHBI TaKie CTPOTHE YCIOBUsI IPOBefe-
HMA aHaNIu3a B KIMHUYECKON IIPaKTUKe [35, 36, 37].
Hollander-Kraaijeveld EM. et al (2020) nccnegosanu
HeoOXo#MMOoCTb IpoBefeHns BIIA HaTolakK 11 BO3MOX-
HOCTb NPOBEJEHNS €r0 BHE 3aBUCUMOCTH OT IPUEMa

MaTepman bl 1 MeTOoAbl

B 2016-2021 rr B 1y/1IbMOHOJIOTMYECKOM OT/e/I€eHUN
OTAY «<HMMUI] 3popoBba geteii» Munspasa Poccun
op HabmoeHeM Haxoauauch 102 pebeHka B Bo3pac-
Te OT 5 710 18 11eT ¢ pa3HOII CTENEHbIO TAXKECTU TeYEHU A
MYKOBMCLIMTO3a. B TeueHne rocnutanmusaunu 6siu
IpOBeJleHbl AHTPOIIOMETpUYeCKe M3MePEeHN A KaXK/I0-
MY MaLMEHTY, @ TaK)Ke BBIIO/IHEH O6MOMMIIefaHCHBII
aHaIu3 Tena.

YuuteiBasd, 9To B/ A nMeeT Bo3pacTHbIE OTpaHMde-
HIS M MOXKET IIPOBOAMUTBCA AETAM OT 5 JIeT, A CpaB-
HEHUs C JaHHBIMU POCCUIICKOTO perncrpa 60mbHbBIX
MB [6, 37, 38] 61111 chOpMUPOBaHbI 2 BO3pACTHbIE
karteropum: 5-10 netT n 10-18 net.

Poct nsmepsics ¢ moMoOLbI0 CTAHAAPTHOTO OTKa-
nbpoBaHHOrO pocToMepa. Macca Tea onpepensinach
C TIOMOIIBI0 MEULIVHCKUX BECOB C JOMYCTUMOI TI0-
rpemHocThio <0,1KT.

buonmnegancMeTpuyeckuil aHaaus NpoBOAU-
an corpypHuku O®IrAY «HMUII spopoBba gereii»
MunsppaBa Poccun ¢ momMoubo oTe4ecCTBEHHOTO
aHanmmsaTopa ABC-01 «Mepgacc» ¢ UCIONIb30BAHNEM
6a30B0it KOMIbIOTEpHOIT Iporpammsr ABC01-0362,
¢ cobrnioieH1eM BCeX IIPaBUI MEeTOAKH [23].

C nomouip0 IporpaMMHOro obecrnedeHus 6mo-
MMIIe/JaHCHOTO aHaJM3aTOPa, MCIONIb3ys 3HaYeHUA
AKTMBHOTO CONpoTuBIeHNA Ha yactoTe 50 kI'1l, pac-
CUMTBIBAMN aOCOMIOTHBIE Y OTHOCUTE/bHbIE 3HAYEH ST

Cratncrnyeckuin aHanus

Koadpdrument xoppensiuuy 6bl1 pacCUUTaH C I0-
Mmoupio popmynsl IIMpcoHa ¢ Leblo aHanM3a Mo-
JIOXKVITENIBHOM VIV OTPUILATENBHON CBA3U MEXIY
[OKa3aTe/IsIMM AKTVBHOI KJIETOYHOI MacChl (ompepe-

mumy. Y 84 B3poC/bIX HalyeHToB ¢ MB 6b11a mpoBe-
JleHa OLIeHKa TOILeil ¥ )KMPOBOJ MacChl Tela HaTOLIAK
Y He3aBMCYUMO OT IpyéMa muuin. s oleHKn GyHK-
LMY TErKUX UCIONIb30Bamu rnokasarenb O®B1 (o6bem
$hopcupOBaHHOTO BBIOXA 33 1 CEKYHAY, IPUHATBII
OCHOBHOJI KpuTepuit oLeHKY GYHKLUY JIeTKuX). bpto
II0Ka3aHO, YTO pasHUIIA MeXAY IIpOBefeH1eM 61o-
MMIIeaHCHOTO aHa/IM3a HATOIAK U IIOC/Ie efbl Obla
KIMHIYeCK) He 3HAUYMMOi, CBA3b ¢ PYHKIIMel TIETKuX
OCTaBaach OAMHAKOBOM BHE 3aBMCMMOCTH OT IIpuéMa
. Takum 06pa3om, ObLI CreTaH BBIBOJ, ITO O10oMM-
IIefJaHCOMETPUIO He 00513aTe/IbHO IPOBOAYTD HATOIIAK,
4TO 3HAUUTE/IBHO yHOOHee A/ MalueHTos [7].

Wccneposanns no npuMeHennto bVA npu MB Ha
CErOAHAIIHNI leHb HEMHOTOYMCIIEHHDI ¥ UX Pe3yib-
TaTBl HOCAT IPOTUBOPEUYNBHIiT XapakTep. [ToaTomy
paboTa 1o nsydennio nupopmMaTuBHOCTU MeTOofa BVIA
U €T 11e71eCO00pasHOCTH y IeTell C MyKOBUCLIUIO30M
B 3aBMCVMOCTH OT TSDKECTH Te4eHMs 00Ie3HM, BO3pac-
Ta, GM3MIECKOIT aKTUBHOCTH, OCTIOXKHEHNIT OCHOBHOTO
3a00/eBaHNA ABIACTCA AKTyaNbHOIL. [IoaToMy Lebio
HaIIIeTO MCCTIeTOBAaHNUA ABUIACD OIIEHKA COCTaBa Tena
meteit ¢ MB no gaHHBIM 6MOMMIIefaHCOMEPUN B 3a-
BUCUMOCTH OT X AaHTPOIIOMETPUYECKMX MTOKa3aTe-
7elt, pacCYNTaHHBIX 10 mporpammaM WHO-Anthro,
WHO-AnthroPlus, n koppensuus coctasa Tena ¢ Ts-
JKECTBIO TeUeH I 3a60/1eBaHNA ¥ GYHKIIMEVl BHEITHErO
TBIXaHMA.

>KMPOBOJI, TOILIEI, CKEIETHO-MbILIEYHON Y AaKTUBHOM
KJIETOYHOJ MacChl, SHEPTMYECKIE 3aTPAThI B IIOKOE.

ViccnepoBaHne pyHKIMY BHEIIHETO JbIXaHUA IPO-
BOZIMIACh Ha anmapare «MasterScreen», [epmanus.
IIpu cnmpomerpun ouenusanu noxkasarenb OPBI.
JJaHHBIN ITOKa3aTe/lb CYNTACTCA MHTErPaIbHBIM
M OTpa’kaeT B LI€/IOM TSXKeCTb IOPa>keHNs O6pOoHXO-
JIETOYHOV CYCTEMBI.

TsaxecTh TeueHNs MYKOBUCIVI03a OIleHNBAaach
¢ nomoubio mkansl [lIBaxmana-bpachunpaa (V1)
B Mopudukaruu C. B. Paunuckoro n H. V. Kampanosa
[1]. ITo ganHOI WIKaie, B 3aBUCUMOCTI OT O6IIero
cocTosiHuA (paboTOCIOCOOHOCTD, YTOMIISIEMOCTb, II0-
CellleHIe IIKOJIBI, Kallle/Ib), KTMHIYeCKMX [IOKa3aTerelt
(KO>KHBI€ TIOKPOBBI, HApYIIEHU My/IbCa U JbIXaHMNS,
medopmanuy IpygHOIN KIeTKY, GU3UKAIbHbIE N3Me-
HEeHM B JIETKUX), COCTOSHMSA MUTAHUsI ¥ PEHTTEeHOJIO-
IMYECKIX M3MEHEHWIT, TSOKECTD TedeH N1 3a60/IeBaHIs
OLIeHMBAIOT B 6a/jIax: yaOB/IETBOPUTEILHOE COCTOS-
HIe — 71-100 6a1oB, nmerkoe redenne- 56-70 6annos,
TeueHMe CpefHell CTeNeHy TsKecTu- 41-55 6aos,
TsDKeTIoe TedeHne- 40 6anIoB 1 HIDKe.

st 06pabOTKM aHTPOTIOMETPUYECKIUX HaHHBIX
6bl1a ncnonb3oBaHa nporpamma BO3 Who-Antro
Plus, Bepcus 1.0.4 (ny1s meteit crapiue 5 yieT) ¢ pacde-
TOM Z-scores pocTa/Bospacty (HAZ), UMT/Bo3spacty
(BAZ), n macca rena/Bospacty(WAZ) [15].

JIEHHOJI C TOMOLIbI0 OMOMMITefaHCMeTPpUM) U PyHK-
yueit BHemHero gsixanus (OPBI). Taxk ke Obia pac-
canrtaHa Koppensanus Mmexny VIMT (mHpgexc Macchl
tema) u ODBI.

0630p | review
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Pe3synbTatbl

AHTpOﬂOMETpI/I‘-IeCKI/Ie nokKa3artenun
OCHOBHBIE aHTPOIIOMETPIYECKIE TIOKa3aTeN 11 JaH-
Hble 6MOMMIIefaHCOMETPUN Teta ObIIN IPOAHANUSH-
posanbl y 102 mereit ¢ MB (61 geBouka (59,8%) u 41
manbunk (40,1%).

B coorBercTBMU CO 1IKanoM TsXKecTU TedeHuss MB
IlIBaxmaHa-Bpacunbia, nerkoe reyeHue 3abonesa-
HusA Habmoganocs y 29 (28,4%) nereir (VI 62,9+3,7
6a71710B); TedeHMe cpefHelt TsKecTn —y 30 (29,5%)
meteit (VIIII 49,0+4,4 6a1/10B) U TsXKeoe TedeHe y 43
(42%) mauuenrtos (MIII 35,0+4,8 6anos).

Bcem meTsAM IpoBefieHa CHMPOMETPUs, C OLIEHKOI
ypoBH: nokasarens OPBL. Y 36 pgereit (35,3%) ycra-
HOBJIEHO HapylleHue QYHKIMA BHELTHETO JbIXaHN
(ODB1<70%). VI3 Hux, y 10 mereii, yposenb ODBI Ha-
XOIUTCA Ha KPUTUYECKOM ypoBHe (>40%).

PesynbraThl OLleHKM aHTPOIIOMETPUYECKMX MOKa-
3areseit ¢ nomouipio mporpaMmmsl WHO-AnthroPlus
IpefCcTaBeHsl 8 mabnuuax 1 u 2.

Mennanbl OCHOBHBIX ITOKasareseit (Z-score oT —1,01
1o -0,53) y mereit ¢ MB B Bo3pacte ¢ 5 1o 10 net coor-
BETCTBOBa/M JaHHBIM Poccuiickoro perucrpa, B crap-
111ej BO3PACTHOI TPyIIIe HabIIOfaICh 60/ee HU3Ke
nokasatenn (BAZ -1,45). 910 MOXXeT ObITH CBA3aHO
C TeM, 4TO meTu ¢ MB, BK/II0OUéHHbIE B UCCTIEOBaHE
¥ HaXO[AIIMeCS Ha TOCIUTAIM3ALUN, UMeIu 6oree
TSDKENOE TeyeHme 3abomeBanms mo mkase [[IBaxmana-

experimental & clinical gastroenterology | Ne189 (5) 2021

BpacBuibia, 9eM Te BeTy, KOTOpble MMEIOT OTHOCUTEb-
HO CTabMU/IbHOE TeYeHNe 1 HabMoaI0TCsA aMOy/IaTOPHO.

B xa>x0it BO3pacTHOJ TpyIIIe BCTPEYaNTUCh AeTU
¢ MB kxak c o4eHb HU3KMMM aHTPOIOMETPUYECKIMU
[OKa3aTe/lsiMI, TaK U C U3OBITOYHOI Maccoit Tea/
oxupenueM. ¥ 26% pmereli B Bo3pacTe oT 5 1o 10 ner
n 26% manyueHToB B Bo3pacTe 10-18 1eT ycTaHOB/IEHBI
CHIDKEHHbIE NTOKa3aTes, XapaKTepusyome HyTpn-
TUBHBII craryc. [Ipy atom 6% peteit (5-10 net), n 30,1%
crapumx feteri (10-18 neT) — MMeny HU3KMe OKA3a/IN
HC (BAZ < -2). I36biTouHasa Macca Ttena (BAZ>2)
Hab/ropanace y 2,7% pereit B Bodpacte ot 10 go 18 nter,
y MaIMeHTOB B BodpacTe 5-10 1eT 1306bITOYHAA Macca
TeJIa He BCTPevasoch (pucynxu 1, 2).

CrnepyeT OTMETUTD, YTO OCTpas HEJOCTATOYHOCTD
nurtanua (HIT) (Z-score IMT k Bospacty ot (-1) o
(-4) SD) 6p11a 3adpukcuposana y 43 gereit (42%), y 13
(30%) u3 Hux B nerkoit ¢popme (ot -1 5o -2 SD), y 9
(21%) - B ymepeHnHoI1, a y 11 (26%) feTeit — B TsDKeOM
dopme.

XpoHnueckas HeLOCTATOYHOCTDb NUTAHUA (Z-score
poct/Bo3pact <2 SD) sadukcuposana y 10 (9,8%) me-
Teit, y 6 U3 HUX — B TsDKenoit popme. DTo 6N leTH
C TSKEIBIM Te€4eHMeM MYKOBMCLMA03a, Y 2 U3 3TUX
[aIeHTOB OblIa IPOBe/ieHa TPAHCIITAHTALIV IeYeH ],
y 3 6O/IBHBIX — HOATBEPX/IeH LIUPPO3 HEeYEHN.

3.2. Pe3ynbTaThbl 6MOMMNEefaHCHOro aHain3a y naLyeHToB ¢ MyKOBUCLMA030M

BuoyMnenaHCHbIIT aHaMN3 ObIT IPOBEfeH BCeM Iali-
enTaM ¢ MB B Bospacre 5-18 ner. OcHOBHbIE ITOKa3a-
TNy OMOUMIIeJaHCOMETPUY OLIEHMBATIM C IIOMOII[BIO
Z-score.

ITokasatenu Z-score IMT y 58 (56,8%) nanueHToB
HAaXOAWINCH B IpefielaX HOPMaIbHBIX BeINUIMH (£1),
pu 9ToM y 50 (86%) 13 unC/Ia 9TUX HeTell TOKa3aTeNb
>KMPOBOJI MacChl COOTBETCTBOBAN HOpMe, y 6 (10,5%)
ZeTert OTMedasncs n36bITOK XMPOBOI MACCHI Tea, y2
(3,5%) meTeit — HEZOCTATOK XXMPOBOIL MACCHI Teya.

Y 42 (72,4%) mereit ZaHHOJ IPYIILI Z-SCOre TO-
1jelt MacChl HAaXORMJICA B IIpefieniax HopMel (£1SD), y 5
(8,6%) meTeit BoIAB/IEH BHICOKMI ITOKa3aTeIb TOLIEN
Macchl (Z-score Boiie 1), y 11 (19%) meteit orMedancs
HedUIMT TOLIeil MAacChI Tea.

[TokasaTenb aKTUBHO K/IETOYHO Macchl (Z-score
AKM) y 31 (30,4%) maumeHTa HaXORM/ICS B IIpefienax
HOpMEL, ¥ 1 (1,9%) peGerKa ObIy BbIllle CpeIHIX Be/u-
YIH, Y OCTaJIbHBIX 26 (68,7%) 65111 CHIDKeH. Boree moo-
BUHBI ieTel (31; 53,4%) MMeny CHYYKEHHBIN II0Ka3aTe/b

Tabnmumna 1
Pacnpepenenne narnyeHToB C MyKOBUCIIUI030M (1n,%) B 3aBUCH-
MOCTH OT CTeTIeHM TAXKECTU HEOCTATOUHOCTY MUTAHUSA
*- ISl MALMEHTOB C MyKOBMCIIM030M HOPMa/IbHbIE II0OKa3aTe/n
Z-scores HAXOAATCA B TIpefienax + 1
** —y meteit crapure 10 et mokasarenb WAZ B mporpaMmme
WhoAntro+ He paccunTbiBaeTcst

Table 1
Distribution of patients with cystic fibrosis (n,%) depending on
the severity of the malnutrition

Tabnuma 2
Pacr[peue/lem/[e Z scores B 3aBUCUMOCTU OT BOSPaCTa ueTe]?[
¢ MyKoBucIupzo3om, Me; [[I 5; 95]

Table 2

Distribution of Z scores depending on the age of children with
cystic fibrosis, Me; [CI 5; 95]
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Yucno petei BenwunHa Z-scores

WHTepBan <(-3) (-3)-(-2) (-2)-(-1)  D-+1)*  +1-(+2) >(+2)
HAZ (Z-score poct/Bo3pacty) - n=102

n 15 10 28 36 12 1

% 14,9 9,8 27,5 35,2 11,7 0,9

BAZ(Z-score IMT pereit/Bo3pacry)- n=102

n 13 11 30 44 2 2

% 12,7 10,8 29,5 43,2 1,9 1,9
WAZ**(Z-score macca/Bo3pact)- n=29

n - 2 7 19 1 -

% - 6,9 24,1 65,5 3,5 -

Bospact MepuaHa, Z score macca Z score poct/ Z score UMT/

nuncio feTeil AoBepuTeNnbHbI  Tena/Bo3pact BO3pacT BO3pacT

B rpynne MHTepBan (WAZ) (HAZ) (BAZ)

5 et - 10 et Me -0,488 -0,14 -0,52

n=29 an [-2,96; +1,33] [-2,66; +1,84] [-3,59; +1,9]

10-18 ner Me - -0,74 -1,45

n=73 on - [-3,54; +2,11] [-2,39; +0,81]
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IO/ aKTUBHOJ K/IeTOYHO Macchl, ¥ 26 (68,7%) meTeit
JAHHBII [TOKa3aTeb HaXOAWICA B IIpefie/laXx HOPMBI,
TOIBKO ¥ 1 pebeHKa Z-score L0/Ist aKTUBHOI KJIeTOIHOI
Macchl 6b171a Bhite +1SD. Pacnipepienenne yxasaHHBIX
BbIIlle [TOKas3aTesei B rpymmne 601pHbIX MB ¢ HOp-
MaJIbHBIM MH/EKCOM MAacChl Teja IpefCTaBIeHO Ha
pucynxe 3.

M3 102 o6cnenoBaHHbIX feTeit Z-score VIMT <-1SD
nmenn 40 (39%) manuenToB («xyzble»). B aToli rpymme
y 22 (55%) peTelt Z-score >XMPOBOIT MacChl Tella Ha-
XOAWJICA B IIpefie/laX HOPMBI, ¥ OCTanbHbIX 18 (45%)
nereit — 6bUT HYOKe ypoBHs —1SD.

HepocTaTok Tolelt Macchl Tesla pasHON CTeNeHN
BBIPAXKEHHOCTH MMeno 60npminHCTBO (36; 89%) fme-
teil. B npenenax Hopmsl (+1SD) faHHBIN TOKa3aTenpb
HaXOMUTCA Yy 4 ieTei.

TTokasaTenb aKTMBHOJ KJIETOYHOI MaCChl HAXOUJI-
cs1 B pefenax HopMbl (£1SD) Tonpko y 2 (5%) pereit,
Y OCTa/IbHBIX ITALeHTOB (38; 95%) BbLAB/IEHA HEJOCTA-
TOYHOCTDH aKTUMBHOM KJIETOYHOV MaCCHI.
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IToxasarenb foMM aKTMBHO KJI€TOYHOI Macchl y 17
(42,5%) manmeHTOB 65U CHIDKEH, ¥ 21 (52,5%) pebenxa
HAXOAMJ/ICSA B IPefie/laX HOPMBI I TOTIBKO ¥ 2 (5%) 6bL1
noBbinieH (Boie (+1SD).

Pacnipepienenne nokasareseit cocTasa Tejla B IpyIiIe
nanueHToB ¢ MB npu cHM>XeHHOM MH/IeKCe MacChl Tesla
NPEJCTABIEHO HA pucyHke 4.

M36biTOuHas Macca tena (Z-score IMT>+1SD)
6bl1a BIABIIEHA Y 4 (4,2%) manueHToB. Y BCeX 3TUX
meTert MMencs M30BITOK KMPOBOIT MAcChl Tea, Mpu
9TOM Y 2 TALVIEHTOB Z-SCOore >KMPOBOI MacChl Te/a Ob11
BbImIe +25D. Z-score Toleit Macchl Tesla y BCeX Malu-
€HTOB JJAHHOJ IPYIIIIbI ObU BbILIe HOPMBI. CHYDKEHHA S
aKTMBHAs K/IETOYHAA MacCa OTMEYEHa Y 2 leTeit, my 2 —
oHa 6Obl/1a B Ipefienax HOpMblL. ITokasaTenb o1 aKTUB-
HOII KJIeTOYHOJ MacChl HAXOAUTCA B IIpefieslaX HOPMbI
y 2 neteit, y 1 peGeHKa OH ObI/I IIOBBILIEH U Y | — CHIDKEH.

Pacnipepienenne nokasareseit cocTasa Tela B IpyIiIe
ManyeHToB ¢ MB npu MoBbIIIEHHOM MHJIEKCe MACChI
TeJla MIPefICTAB/IEHO Ha PUCyHKe 5.

Pucynox 3.
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Pucynox 1.

Yucno feTeit ¢ MyKOBUCITUO-
30M 5-10 et (%) ¢ pasnmn4HO
CTENEHBIO TAXKECTH Hy TPH-
MTBHOI1 HEJLOCTATOYHOCTHU

B COOTBETCTBMM C ITOKa3aTe-
nem BAZ

Figure 1.

The number of children with
cystic fibrosis 5-10 years old
(%) with varying degrees of se-
verity of nutritional deficiency
in accordance with the BAZ
indicator

Pucynok 2.

Yucno peTeit ¢ MyKOBUCITUTO-
30oM 10-18 et (%) c pas-
JINYHON CTEIEHDIO TAXKECTN
HyTPMTMBHOﬁ HEIOCTAaTOYHO-
CTU B COOTBETCTBUM C ITOKa3a-
TeneM BAZ

Figure 2.

The number of children with
cystic fibrosis 10-18 years old
(%) with varying degrees of se-
verity of nutritional deficiency
in accordance with the BAZ
indicator

Pacnpenienenne nokasareneii Z scores )XMpPOBOII MAaCChl, TOILe
MacChl, aKTUBHOJ KJIeTOYHOII MacCHI ¥ KON aKTMBHOI K/I€TOY-

HOII MacCBhl, IpeACTaB/lIeHHOe KaK YMC/IO NanueHToB (%) ot obie-

TO YJIC/Ia feTell C MyKOBUCIIM/I030M, MMEIOIMX HOPMaIbHbII Z

Distribution of Z scores for fat mass, lean mass, active cell mass
and the proportion of active cell mass, presented as the number
of patients (%) of the total number of children with cystic fibrosis

PacrnipesieneHne moxasarereit Z scores )XMPOBOiT MacChI, TOLIe

nebuuyut
M sbiwe Hopmbl score IMT/Bospact
Il Hopma
Figure 3.
with normal BAZ
Pucynox 4.
nebvuyut
[ sbiwe Hopwmbl
. HopMma score IMT/BospacT

Figure 4.

Macchl, AKTUBHON KJI€TOYHOI MacChl U nonun AKTUBHOI KJe-
TOYHON MaccChl, IpeACTaBleHHOEe KaK YMC/IO MAllMeHTOB (%) ot
0061I1ero Yyca ieTeil ¢ MyKOBUCIINI030M, MMEIOIINX HU3KMe Z

Distribution of Z scores of fat mass, lean mass, active cell mass
and the proportion of active cell mass, presented as the number
of patients (%) of the total number of children with cystic fibrosis

with low BAZ
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PucyHox 5. 120 -
Pacnpepnenenne nokasarerneii Z scores > MpPOBOJ Macchl, TOLeit
Macchl, aKTMBHOJ KJIETOYHOI MacChl U J{O/IY aKTUBHOJ K/I€TOY- 100
HOIT MacChl, IpeCTaB/lIeHHOE KaK YMC/IO ManueHToB (%) oT ob1ie- nednunt
O YMCIIa feTeil C MyKOBUCLM030M, MMEIOIUX IIOBBIIIEHHBI Z 80
score IMT/Bospact . BbilLE HOpMBI
60 - B +opwma
Figure 5.
Distribution of Z scores of fat mass, lean mass, active cell mass 40
and the proportion of active cell mass, presented as the number
of patients (%) of the total number of children with cystic fibrosis 2+
with increased BAZ
0 1 1 1
Xunposaa TowanA aKTMBHaA gonAa aKTVBHOW
MaccCa Macca KneTo4vHaA KJ1eTOYHOU
macca (AKM) Maccbl
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Ba)kHO OTMETUTB, YTO O UH PeOeHOK FaHHOI IPYII-
bl CUCTEMATUYEeCKM 3aHMUMAJICS TSXKEI0M aT/IeTu-
KOt 1, HECMOTPSI Ha U30BITOK KMPOBOIT MacCHI Terna,
y HETO BBIAB/IEHBI XOPOIIJe TOKa3aTe/I! TOLIeil MacChl
Te/la U KOJIM aKTUBHOM KJIETOYHOW MaccChl. Y 9TOTro
pebeHKa TAXKeCThb TedeHM I MYKOBMCII/I03a T10 IIKajIe
IIBaxmaHa-bpacdunppa oleHNBanach Kak jgerkas
(V111 63 6anna). Tpu peberka, HECMOTPsL Ha KOCTA-
TOYHBIN YPOBEHD TOILEN MACChI, UME/IM HUSKUII IIOKa-
3aTesb JOMM aKTUBHON KJI€TOYHOI Macchl (-2,2+0,5),
TIPY 3TOM TS>KECTb T€YeHM A MyKOBUCIIMI03a COOTBET-
CTBOBaJIa CpefHelt crenenn (42,3+0,2).

OpHaKo, B CBA3M C HEOONBILINM YMCIOM JieTeN B BbI-
60pke manyeHTOB ¢ oBbIIIeHHBIM VIMT, Heob6xoxnmMo
[IpOBefieH e JaTbHENIINX MCCTIefOBaHMIT I1s 6oee
00'bEKTIBHOI OLIEHKY TaHHbIX OMOMMITeITAHCOMETPUN
7 060CHOBaHMA a[IEKBATHBIX MTOXO0B K HAa3HAYEH IO
71e4e6HOro MUTAHMA MAIVIEHTaM C MYKOBUCIIV030M
¢ M36BITOYHOI MACCOIT TeTa/0KUPEHUEM.

Hamu 6611 TpOBeJieH KOPPeALVIOHHBII aHA/IN3 [
BBISIBJIECHU I BO3MOXKHOW CBsI3M MIOKa3aTeseil CoCTaBa
TeJla, OI[eHEHHOTO C IIOMOIIbI0 OMOMMITEAHCHOTO aHa-
JIM33, CO CTEIIEHDIO TAXKECTU TeUeHM A MyKOBUCLIN/034,
omnpepensaemoit no mkasne [lIBaxmana-bpacBunbpa.
ITpu 3TOM OOHapy)XeHa HpsAMas KOPPerIALa MeXLY
TAXKECTBIO 3a60/1EBaHMA M 3HAYEHMEM Z-SCOTe TOIEN
Maccel Tena (r=0,61, p=0,003). ITokasaHo, 4TO YeM

KnuHnueckne npumepnbl

1. Manmpunk, Q.G., 14 51eT:, AMaTHO3 MYKOBUCIINO3
[renornm: delF508/delF508], nérouno-kuuieunas ¢pop-
Ma, CpefjHe-TsDKeJIoe TedeHue. XpOHNIeCKUIT OPOHXUT.
Imarsos 6b11 BbICTaB/IeH B 3,5 rofa. Pe6enok c 8 net
3aHMMAETCS TAXKENON aTIeTUKONM, BEOET aKTUBHBIN
o6pas xusHu. ITo faHHBIE OLeHKU HAKTUIECKOTO
[IMTAHNs, B PAL{IOHe YBeNnrdeHa KBOTa 6eJIKa M Kypa
B COOTBETCTBIM C CYLIECTBYIOIMMI PEKOMEH AV
mu. IMT=22 O6ocTperns 6pOHXO0-IETOYHOTO MPO-
Ijecca HaOMIOHATCA pefKo (MeHblIe 1 pasa B Tox),
B moceBe MOKpoThI — Staphylococcus aureus. O6bem
¢dopcuposanHoro Broxa 3a 1 cex (OPBI) B nmpenenax
HOpMBI (90-98%). HasHaueHHYI0 KMHE3UTEePaANINIO
BBIIIO/IHSIET €XKeTHEBHO.

Ilpu oreHKe cOCTaBa Teld C IIOMOLIBIO 6MOMMITe-
TaHCOMETPUY OTMeYaeTCsI HECKOMIbKO OBBIIIEHHBIT
YPOBEHb )KMPOBOIT MaCCHI Te/Ia, TPY HOPMa/IbHBIX II0-
Ka3aTe/IM TOIEI MacChl Te/la, CKeJIeTHO-MbIIIeYHO,
IOJIU CKeJIeTHO-MbIIIEYHOI Macchl (pucyHox 6).

TsDKeJIee IIPOTeKaso 3aboieBaHe, TeM HIDKe OB 1I0-
KasaTenb Z-Score TOIIell MacChl Tela. YCTaHOBJIEHO,
YTO eTU C OYeHb HU3KUM 3HaUeHUeM Z-score Tolein
Maccsl Tena (>-3SD) B rog umenu 6onee 4 060cTpeHMit
10 THEBMOHMYECKOMY TUITY ¥ OY€Hb HU3KUII II0Ka3a-
tenb ODBI (40%+2,6).

O6Hapy»xeHa BbICOKas pAMasi Koppenanus (r=0,57,
P<0,005) 3HaueHmIt Z-score TOLel MacChl Tea I MO-
KasaTeneit QyHKuuu BHeinHero AbixaHus (OPBI).
YcraHoBieHa cnabas npsiMasi KOppensiius Mexny Z
score IMT u nokasarensamu ciuupomerpun (OPBI)
(r=0,23, p<0,05). BoisiBieHa cpefHsIsa OTpUIIaTeIbHAS
KOppenAnNsA MeX/y CTEIeHbI0 TsXKeCTY TeUeHM MY-
KOBMCIIMJI03a 1 TIOKa3aTe/lAMY, XapaKTepU3YIOI MU
JKUPOBYIO MacCy Tejla (r=-0,41, p<0,05): 4yeM BblIIIe
IIOKa3aTesIb XM POBOJ MacChl Tela, TeM TsXKe/ee Te-
yeHue 3a60eBaHMA.

[TomydeHHbIE JaHHDIE CBUAETEBLCTBYIOT O TOM, UTO
IJIA OIIeHKV HYyTPUTVMBHOTO CTAaTyca JieTel C MyKOBUC-
L[MJ030M HEJOCTaTOYHO OIIpefie/IeHN A OHOTO MHEKCa
Macchl Tea, He0OXOAMMO TPOBOAUTH GOTIee eTab-
HYIO OLIEHKY COCTaBa TeJla C IIOMOLIbI0 6MOMMITe/jaH-
COMeTpUM, YTOOBI BOBpeMsI OIpefie/IATh HapyIeH s
HYTPUTUBHOTO CTAaTyca U BO3JeICTBOBATh Ha HNUX
KaK IMeTONOTUIeCKMMU METOaMy, TaK I METOJAMU
KMHe3UTepaluy, a TAKXe afleKBaTHO HU3MIecKoi
HarpysKoii.

Kak BMHO, B JaHHOM CTy4Yae MHIEKC MacChl Tela
ManMeHTa ¢ MYKOBACHMJ030M HAXOMMIICA BbIIIE
HOPMBI, IIpM 3TOM OTM€Y€Ha XOPOLIO pa3BUTas TO-
mas Macca Tena. brarogaps perynsapHbIM 3aHATUAM
CIIOPTOM ¥ KM He3UTepalneil, akTuBHOMY 06pasy
JKM3HMU y JAHHOTO pebeHKa MMeJICs LOCTATOYHBI
YPOBEHb aKTMBHOI K/I€TOYHOI MaCChl, @ TAKXKe BbI-
COKMI1 YPOBEHDb CKEJIETHO-MBbIIIEYHON MacChl, B TOM
4MC/Ie XOPOUIO Pa3BUTA AbIXaTeAbHAsA MYCKY/IaTy-
pa, 4TO OUeHb Ba>KHO AJIsA GONBHBIX MyKOBUCLMO-
30M. brarofaps BbINONTHEHNIO AMETONOTUYECKIUX
peKoMeHauuii, BaXXHble IOKa3aTen HYTPUTUB-
HOTO CTaTyCa — COOTHOLIEHNE TOIeN 1 XMPOBOIL
MacCChI Te/la — Y JAHHOTO IalJieHTa COOTBETCTBYIOT
HOpMe. PesynbraTroM cBOeBpeMEHHO Ha3HAYEHHOTO
KOMIIJIEKCHOTO JIe4eHN s U XOpollell KOMIIIAeHTHO-
CTU CEMbU MAI[MEHTa BUINCH BBICOKME TTOKa3aTen
(GYHKIMM BHEIIHETO JbIXaHNA (IPeXKe BCEro BbICO-
kue 3HadeHus ODB1).
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Yucna CIIPpaeEa OT MIKAl HOPMANBHBIX IHAYeHMI TIPMZHAKOB 03HAYAKOT!

LIeHTHILA MITH Z-CKOpa (B COOTBEeTCTBMH C ITapaMeTpaMu HaCTp OFKH).

HIDKHME - ITPOLIEHT OT CepefpHbl HOPMBI, BepXHee - SHaUeHHe

I{exTrom paccUMTaHBI OTHOCHTEIBHO pedepeHTHO# 0611epoccuiicKoi BbI6 0pKu natpmeHToB, 06ce0BaHHBIX B poccuifckex L] eHTpax
sgoposba s 2010-2012 rr.: Pygues CT', Cobonesa HIT, Crepmmmos C.A., Huxonaes J1.B. u ap. BuornmegascHOe MCCIe0BaHMe COCTaBA

Tena HaceneHua Pocewmm. M. PHO [JTHUHOH3, 2014. 493 ¢.

2. IleBouka, R.F., 13 neT, Auaruos: MyKoBUCLI/I03
[rernorum: delF508/del 2.3-21kb], merouno-knmeynas
¢dbopma, TKénoe TedyeHMe. XpPOHMYECKUIT THOHBIN
OOCTPYKTUBHBII OPOHXUT, Hepuoj 060CTpeHus.
Ouddysusiit nHeBMobubpo3. MHOKeCTBEHHbIE
O6pOHX09KTa3bl KUCTO3HbIE ¥ BApMKO3HBIE 060X
nerkux. CybnneBpanpubie 6y/ibl S-1,2 mpaBoro nér-
koro u S-1,2,6 neBoro nérkoro. [lpixaTenbHas HEIO-
CTATOYHOCTD 2 CT. JInarHo3 6bIT BBICTABIIEH B 5 JIET.
OTMeqaroTcst 9acThle 060CTpeHsI GPOHXOIETOTHOTO
npolecca 1o ITHeBMOHMYeCKoMY Tumy (o 3-5 pas
BTOJ), B I0CeBe MOKPOTBI BbicenBaeTcss Achromobacter
xylosoxidans, ®BJl: ODB1 B npenenax 24-35%. Bexer
MaJIOIIOfIBUYKHBII 06pas3 >KM3HM, KMHE3UTePAIINIO BbI-
MOMHAET HeperynapHo. IMT=12,6. Annetut y pebeH-
Ka CHJDKeH, 1306y paTe/bHbliL. B pakTuyeckoM panuoHe
OTMedaeTcsi AeUINT OCHOBHBIX INIIEBHIX BELECTB
Y SHEPTUN.

Ilpu oLieHKe cOCTaBa Tela OOHAPY>KeH OYeHb HM3-
KNI YPOBEHDb TOLIEN MACChI Tela (Z-score= - 4,7),
YTO 0OBACHAETCA HEJJOCTATOYHBIM IIOCTYIIEHUEM

6enka v sHepruu ¢ nuuieit. ITo gaHHbIM BVIA BbIsIBIIEH
OuYeHb HU3KMUI yPOBEHDb CKeJIeTHO-MBILIEYHON Mac-
cbl - (Z-score= - 2,72SD) Ha oHe HEOCTATOYHOCTH
IUTaHUA ¥ MaJIOTIOABIKHOTO 06pasa xxn3uu. Huskumit
ypoBeHb dazosoro yria (Z-score -1,073) cBuaerenn-
CTByeT 06 ucromeHny opranusma (puc. 7, 8). C ueipio
KOPpEeKIMM HYTPUTUBHOIO CTaTyca AeBOYKe Obla
YCTaHOBJIEHa HU3KONPOUIbHASA FaCTPOCTOMA /IS
[IPOBeIEeHNsI HOYHOI TUITePATIMEHTALIUN

B maHHOM KJIMHUYECKOM IpMMepe y MalMeHTKN
C MYKOBUCI[M/IO30M BbIAB/IeH o4eHb Hu3kuit IMT.
ITpu 3TOM HOpMajIbHAs XUPOBAS Macca Tela COMpo-
BOXK/JA€TCS 3HAYMTETbHBIM CHIDKEHEM TOILEN MaCCh
(Z-score-4,79SD). B saHHOM IIpuMepe IpeJicTaB/IeH TaK
Ha3bIBAaEMBIl «IIOPOYHBIIl KPYT», KOT/ja M3-3a IITIOXOTO
CaMOYYBCTBM, HU3KOTO HYTPUTUBHOTO CTaTyca I Ya-
cThIX 060CTpernit 3a601eBaHNA y pebeHKa 3HAYNTE b-
HO CHJ)KEHA IBUTaTe/IbHAs aKTUBHOCTD, IPAKTUYECKN
OTCYTCTBYIOT pU3MUIeCKIe HAaTPy3KL, YTO IPUBEIIO
K 3Ha4MTE/TbHOMY CHIDKEHMIO II0Ka3aTes aKTUBHOI
KJIETOYHOI MaCChl U JIO/IV aKTUBHOI KJIETOYHOM MaCCHI.
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Pucynox 6.
BuonmmegaHcHBIN aHATN3
cocraBa Tena nanuenTa Q.G.
C OBBILIeHHBIM Z score VIMT

Figure 6.

Bioimpedance analysis of
patient Q.G. (with increased
BAZ) body composition
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Pucynox 7.
BuoummnenaHcHbIT aHATN3

COCTaBa Te€/la NAUMEeHTKN R.G.

¢ HU3KUM Z-score VIMT

Figure 7.

Bioimpedance analysis of the
patient R.G. (low BAZ) body
composition

Pucynox 8.
Da30BbIil yTON HaLMEeHTKI
R.G. c Huskum Z-score IMT

Figure 8.

Phase angle of patient R.G.
with low BAZ

66

experimental & clinical gastroenterology | Ne189 (5) 2021

Basoswe dannne MpuBop N 1121 Rc1_50=5805 Rc2_50=4671 (Om)
Hara obcregosamma 16.03.2020 18:22:16 |Compor. (axT. Ha 5 1 50 k"1, peaxr. Ha 50 KI'1), Om 1.06E3 /976 /92
Bospacr, et / [Ton 133K |Pasossnt yron (50 k1), rpag. 538
Poct, cm/ Bec, xr 135 /230 |Knerounan sagrocts / MuHepansHad Macca Tena, kT 647135
Oxp. Tamm / Oxp. Gegep, cm 58 /60 |Ocnopro# 06MeH, Kxan/cyT. 910
Cocmae mena
128
Huaexc nraccer Tena Y 3.894
(e = I -
43 1837
JKnposast pracca (xr), n a2
HOPMMPOBAHHAS N0 POCTY - IS T4 34[ _ 75%
Tougast pracca (xr) ! 8% 4792
oG En "
%3 6583
AXTHBNAS KJIeTOMHASK A4 ;
macca (xr) — I" 06 181 l — i
Jonst axTHBHO X7eTowHO 503 -1.294
et | QT oo = -
CxeJre THO-DIBIIIE YHAS 9-% 2729
e G [ te9] T
1 1.590
Josst CXe e THO- MbIMe MHO 5
o | G T =] I
¥ ze b HBIH 0OCHOBHOH 928v7 0793
cien s nier) | QU s ] I
135
OBugas muAKOCTS (KT) ¥ -4.804
o = .
e 4153
BHexneToHas AHAKOCTH v ;
o G R
087
CooTHouree Tamist / Geapa ¥ 2439
[ e D e
Knaccupuxapis mo 99
e A AT — )
(omaperate) Hc Py T Hoprra H:6nrronmiit zec Oxapernte

Yperma crpaba OT KA HOPMAIBHBIX SHAUeHMH IPMIHAKOS 03HAYANOT. HIDKHMeE - [IPOLIEHT 0T Cepe/MHBI HOPMBI, BepXHee - SHaueHHe
LIeHTHILA MITH Z-CKOpa (B COOTBETCTBMH ¢ IIapaMeTpaMu HaCTp OFKH).

L{exTeoms paccUMTaHBI OTHOCHTENBHO pedeperTHOH 06n1epoccutcKoit BeI6 opKy marmeHTos, 06 cnez0BaHHBX B poccritckx [{enTpax
sgaoposba s 2010-2012 rr.: Pygues C T, Cobonesa HIT, Crepmixos C A, Huxomaes [1.B. u ap. BuomregaHcHOe MCCIe0B aHMe COCTaBa
Tena Hacenenua Poccrm. M. PHO [THUHOHS, 2014. 493 ¢.
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HopmanbHble 3HauyeHNA
BeIMYMHbI pa3oBoro yrna
3aBUCAT OT MoJia 1 Bo3pacTa.
Ha BTOopom rpaduke noka-
3aHbl BO3pacTHble N3MeHe-
HMA Anana3oHa 3HaYeHun
¢dasoBoro yrna v ero cpeg-
Hero 3HayeHuA AnAa 340po-
BbIX Nniogen. KpacHasa ctpen-
Ka yKasblBaeT Ha BeNlnunHy
Bawero ¢a3oBoro yrna.

MpoueHT oT HopMmbl: 88%
Z-ckop: -1.073
MepceHTunb: 14



IT0 B CBOIO 0OYepe/b 0Ka3ajIo OTPMULIATEIbHOE BIUAHNUE
Ha QYHKLMIO [BIXaTeIbHOI MYCKYIaTypPbl U CTAJIO
HNPUYMHOI MJIOXOT0 PeCNMpPaTOPHOro MaHeBpa. Bce
9TO NMPUBOAUT K OOJIbIIIEN BEPOATHOCTU 3aCe/IeHN

BbiBogbl

Onenka cocTaBa Tena y JieTeli ¢ MyKOBUCIMTO30M
C IOMOIIBIO 6MOMMIIelAHCOMETPUY ABJIAETCA COBpe-
MEHHBIM, MHGOPMATMBHEIM U JOCTYIHBIM METOIOM
B nefiMaTpudeckoit npaktuke. [lokasarenn cocra-
Ba Te/la MOXXHO MCIIONIb30BaTh Y 9TUX HAIMIEHTOB He
TOJIBKO C IMAarHOCTUYECKOI 1 IIPOTHOCTUYECKOI Lie-
JIbIO, HO ¥ JI/I1 MOHMTOPWHTA 3a Te4eHMeM 60IesHn
Y KOHKPETHOTO 60/ILHOTO U COCTAB/IEHN A IIPOTPAMMBI
KOPPEKIMY NIUTaHUA.

Hopmanbublit nokasarens VIMT y meteit ¢ MykoBuc-
L1I030M He BCeIfia AB/AETCA II0KasaTe/ieM aleKBaTHOTO
cocTaBa Tefla, I COOTBETCTBEHHO, HE MOXKET CITYXKUTh
IPOTHOCTMYECKUM IIOKa3aTerneM JUHAMUKY GYHKIN
nerkux. Jlede6Has ueTa C IMOBBLIIEHHBIM YPOBHEM
0e/Ka 3a CYeT MCIONb30BAHNA IPOLYKTOB SHTEPAIb-
HOTO IIUTaHUA ABIAETCA BaXKHOI COCTAB/IAIOLIEN KOM-

YyacTue aBTOpOB:
Contribution of authors:

AbIXaTe/IbHBIX IIyTell BBICOKO MATOTeHHO MUKPO-
61O0TOI1, pe3UCTEHTHOI K OONBIUINHCTBY aHTUOMOTH-
KOB, CHIDKEHIIO /IETOYHOI QYHKIINY U KaK C/IefiCTBIE
K YXy/IIEeHNIO 00Iero IIporHo3a 3a60/1eBaHM.

IUIEKCHOTO JTedeHns 6O/IbHBIX MYKOBUCIM030M. [Ipn
HecOaaHCUPOBAHHOM MUTAHUU U U3GBITKE XUPOB
B palyIOHe BO3MOYXHO yBeIMIeHe )XUPOBOI MACChI
Te/a IIPU HOPMaJIbHOM VJIM [TOBBIIIEHHOM MHJIEKCE
Macchl Tejta. 3aHATUS CIIOPTOM U BBICOKas Ppr3muecKast
aKTMBHOCTD, Pery/IsIPHOE BBIIIO/IHEHIE KIHE3U TP,
a TaKKe MOBBILIEHNE KBOTHI O€/IKa 1 9HEPIUU B paLii-
OHe CIIOCOOCTBYIOT YBE/IMYIEHNIO MBILIEYHOI/KOCTHOI
MACCBI, YTO 0COOEHHO BOXKHO /IS YTy dIle Vst (PyHKIIUI
JBIXaTeIbHOI MYCKY/IaTyphL. Bce BblLIenepedncieHHbIe
MEpOIPUSATHUS, HATIPAB/IEHHbIE Ha MOBBILIEHNE AKTUB-
HOCTM JbIXaTe/IbHBIX MBIIIILI, CIIOCOBCTBYIOT 0becIiede-
HII0 9 (PEKTHBHOTO PeCIPATOPHOrO MaHeBpa 1 fipe-
Ha)Xy MOKPOTBI, YTO IOBBICUT COXPAHHOCTb QYHKIMNI
JIETKUX, KAYECTBO ¥ IIPOIO/DKUTENBHOCTD XXIU3HMU JIETENT,
6O/IbHBIX MYKOBHUCLIVIO30M.
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