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HyTputuBHBIiA cTaTyC y 00JbHBIX MYKOBHCIHI030M: BO3MOKHOCTH

KOPpEeKIHUH
H.A. KPLIAOBA, E.A. AMEAMHA, C.A. KPACOBCKMI

®IrbY HMM nyabmonorormn GMBA Poccnmn, Mocksa, Poccus

AHHOTauus

['AaBHbIM (PAaKTOPOM pUCKa CMePTH Npu MyKoBKcLMAO3e (MB) siBAsieTcs nporpeccupyiollee nopaxkeHne Aerkinx, OAHaKO HU3KMIA
HYTpuUTUBHBIN cTaTyc (HC) ocTaeTcst BaKHOM M HEAOOLIEHEHHOM NMPODOAEMO NPU BeAeHMM TakuX 60AbHbIX. COCTOsIHME NMUTaHUS
60AbHOro MB HapywaeTcs 13-3a MHOTMX (DaKTOPOB: XpOHMHYecKas MaAbabcopbums, HEAOCTAaTOYHOCTb MOAXKEAYAOUYHOW XKeAe3bl,
XPOHMYECKoe BOCMaAeHWe, PeLUMAMBUPYIOLLAs AerOYHas MH(PEKLIMS — BCEe OHM MPUBOAST K YBEAUYEHMIO SHepreTMHecknx 3atpar
Ha (hOHe CHMXKEeHHOro NoTpebAeHns NuTaTeAbHbIX BellecTs. CocTosHMe NuTaHua Npu MB urpaeT BaxHYI0 POAb B MOAAEPXKaHWUM
AerovHoi yHKumn. MNaumenTsl ¢ 6oaee BbiIcOKMMM NokasaTeAsmn HC nmeloT 60AbLIYIO MPOAOAKNTEALHOCTb XKM3HU. 10 AaHHbIM
Poccwuitckoro HaunonaabHOro perncrpa, naumeHTbl ¢ MB — 1 aeTn, 1 B3pocabie nmeloT Hu3kne nokasatean HC. B ctatbe obcyx-
AQIOTCS pa3AMYHble BapUMaHTbl HYTPUTUBHOM MOAAEPXKKM, @ TaKXKe MX BAMSHME Ha MoKasaTeAn (OYHKLUMN ATKUX.

KatoueBble cAOBa: MyKOBUCLIMAO3, HYTPUTUBHBIA CTaTyC, (DYHKLMSI AerKmX.

Nutritional status in patients with cystic fibrosis: Possibilities of correction

N.A. KRYLOVA, E.L. AMELINA, S.A. KRASOVSKY
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The major risk factor for death in cystic fibrosis (CF) is a progressive lung injury; however, low nutritional status (NS) remains an
important and underestimated problem in the management of these patients. The NS of a patient with CF is impaired by many
factors, such as chronic malabsorption, pancreatic failure, chronic inflammation, and recurrent pulmonary infection — they all
lead to higher energy demand in the presence of lower intake of nutrients. The NS of those with CF plays an important role in
maintaining lung function. The patients with higher NS have longer life expectancies. According to the Russian National Registry,
both pediatric and adult patients with CF have shorter life expectancies. The article discusses various nutritional support regimens

and their impact on lung function parameters.
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EOO — sHeprust 0CHOBHOTO 0OMeHa
WUMT — uHaekc Maccel Tesna

MB — MyKOBHCIIMI03

HIT — nyrputrBHas nmomuepxka
HC — HyTpUTUBHBII cTaTyC

O®B, — 06beM (hopcHMPOBAHHOTO BbIIOXA 32 1-10 CEKYHILY
IT2K — nomxenymnouHast xenesa

CTTTI — craHaapTHBII TECT HA TOJIEPAHTHOCTD K TJTIOKO3€
D®XKEJT — dopcupoBaHHast )KM3HEHHAs EMKOCTb JIETKUX

MykoBucuuao3 (MB) — Haubosiee pacnmpocTpaHEeHHOE
JleTajbHOE 3a00JIeBaHKE, HACIeIyeMoe TT0 ayTOCOMHO-peliec-
cuBHOMY Tumy. [IpumepHo 1 13 25 eBporieiilieB SIBISETCS Te-
TepO3UTOTHBIM HOCHUTEJEeM reHa 3abosieBaHus [1], yactoTa
KJIMHMYECKHU BbIpaxkeHHOro 3a0oseBaHus B Poccuu B cpeHeM
cocTaBiseT 1 caydait Ha 9 ThIC. )KMBBIX HOBOPOXKIEHHBIX [2].

[MTpruunoit MB ciyxkar mytauuu B OIHOM reHe 7-i Xpo-
MOCOMBI, KOTOpBI KonupyeT M B-peryisitop TpaHcMeMOpaH-
HOI MPOBOIMMOCTH, YTO TTPUBOIMT K HAPYLIECHUIO SMTUTETN-
aJIbHOTO TPAHCITOPTa BOJbI U MOHOB B PECITMPATOPHOIL, rema-
TOOMIMAPHON M PENPOMYKTUBHOM CUCTEMaX, a TaKXKe B XKeJTy-
MIOYHO-KUIIIEYHOM TpaKTe U MOTOBBIX 3Keye3aX. Y OOJIbIIMH-
CTBa MalyeHToB ¢ MB nMeeTcsT HEIOCTATOYHOCTh (DYHKIIUU
MOKETYI0OYHOI XKeJe3bl, YTO MPUBOAUT K MaabadbCcopOIuu
MMUIIEBOTO KUPa.

JlecduMT Macchl TeJia SIBJISIETCS 4YacTbiM cuMIIToMoM M B.
CocTostHUe TTUTAHMSI UTpaeT BaXKHYIO POJIb B MOMICPKAHUU
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¢yHkuuun nerkux [3—14]. IIporHo3 3aboyieBaHUsI TaKXKe B
3HAYMTEJIbHOU Mepe 3aBUCUT OT IOKa3aTeJIeil peCriMpaTOpHOM
(GYHKIIMY M MacCOPOCTOBBIX XapaKTepUCTUK OOJBHBIX [3—5,
8, 10, 11, 13, 15]. [ToaTOMYy KOHTpPOJb U KOPPEKIIUS HYTpU-
TuBHOrO craryca — HC (nmpumeHeHue JIeueOHOTo TTUTaHMS)
SIBJISIETCSI CTAHAAPTOM JieueHUs1 60JIbHbIX M B.

Jo cepenrHbl 80-X TOIOB MPOIIIOTO BeKa 60JbHBIM MB
PEKOMEHIOBAJIM TUETY C OTPAaHUICHUEM KUPOB B CBSI3U C PU-
CKOM Majbaurectuu. KaHamckue ucclienoBaTed OIHU W3
nepBbIX NpuMeHu M pu MB nuery, 6oraryio xxupamu Ha Ho-
He TIpueMa CUHTETUYEeCKUX (PEpMEHTOB TTOIKETYIOUHOM Ke-
se3bl (I12K), 4yTo mpuBeso K ylIyylIeHUIO COCTOSIHUS MUTaHUS
U YBEJUUYUJIO MPOAOKUTEIbHOCTD XXU3HU NauueHToB [5]. B
1992 r. B koHceHcycax no nutanuio npu MB (CIIA, Kanana)
koppekuust HC nmpu3HaHa HEOTHEMJIEMOM YacThiO MEXKIMC-
LIMIUIMHAPHOTO Toaxoaa K 3abosieBaHuio [5]. B Hacrosiee
BpeMsT HET OCHOBAaHUI CUMTATh Ne®UITUT MACChl Teja /Wi
3a/IepPKKY pocTa Hen3oexxHbiMU cumrnitoMamu MB. CornacHo
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nanHeiM peructpoB CIHIA, Kanansl, BenukoOpuranuu, AB-
CTpIUM B TEYEHHUE IMOCAEIHUX ACCATUICTUN HEYKIOHHO
yinyumatrotres HC, QyHKIMS JIeTKUX M yBEJUYUBAETCS TTPO-
TIOJDKUATETbHOCTD XkKu3HU Tpu MB. Ho, HecMoTps Ha yiydiire-
HMe 2TUX [T0Ka3aTesieil, aeKBaTHOCTh U COATaHCUPOBAHHOCTh
nutaHus pu MB octaeTcs cepbe3Hoii ipodsiemoit. CoriacHO
nanHHbeiM 2010 r. B EBponeiickux crpaHax LieJIeBbIX 3HAUCHU I
HC nocrurator tosibko 50% npeteit u B3pocibix ¢ MB [12].
AHaJloTMYHbIe TeHICHIMU TMpociexuBaiotcss u B CIIA, roe
cpenHuii mepueHTUIb uHaeKca Macceol Tena (MMT) ns nereit
¢ MB yBenmuumiics ¢ 41 xr/m? B 2001 r. mo 51,3 kr/m? B 2011 .,
a cpenHue nokasareau UMT B3pocibix naeHToB ¢ MB Bbi-
pocau ¢ 21,2 no 22,1 xr/m? Tem He meHee y 25% IETCKOro
HaceneHust c MB macca tena 6puta HUXe 10-ro nepueHTuIs 1
y 22% B3pOCIbIX UMeJICs Ae(ULIUT MACChI Tejla (TaHHbIe KOH-
cencyca CIIA ot 2005 . [12]).

Cpennuit UMT y nauuentoB ¢ MB B Poccuu (o maH-
HbIM peructpa Poccuiickoit ®enepammu 2012—2014 rr.) y
KeHIuH 18,6 kr/m?, y myxuuH 19,1 kr/m?; y 48,9% naivieH-
toB UMT>18,5 kr/m?; Tonbko 16% B3pOC/BIX MALMEHTOB B
Poccuiickoit @enepannu umeior UMT 6osee 22 Kr/m>.

ITapameTpsl anekBaTHOCTH nuTanus npu MB. /{15 nereit ¢
MB nuTaHue cuMTaeTcsl 10CTaTOYHbIM, €CJIM POCT COOTBET-
CTBYET BO3PACTHBIM HOpPMAaTMBaM JUISl JIETCKOTO HaceJeHMS
06e3 MB (HeoOXOOMMO YYMTBIBaTH POCT poauteneit). [dns
B3pocibix KputepueM sBisercs UMT. OnHako Tonbko UMT
HE MOXET B MOJHOW Mepe OMpeaeJuTh COCTOSIHUE MUTaHMSI.
Engelen ¢ coaBT. BeIpa3mim 06eCIIOKOEHHOCTb 11O TIOBOIY PO-
CTa pacrpoCTPaHEHHOCTU M30BITOYHON MACCHI TeJa, T.¢. yBe-
JIMYEHUE MPOLIEHTHOTO COACPKaHUS XXUPOBOI MacChl Tejia He
00513aTeJIbHO KOPPEIUPYET C yaydllleHueM (byHKIIMU JIETKUX;
MaIMEHT C TTOBBIIIEHHBIM COIEPXKaHMUEM XUPOBOM MacChl, HO
CHWXXEHHBIM KOJIMYE€CTBOM MBIIIIEYHOI MacChI Tejla UMEEeT He-
OsiaronpusiITHBIN MPOrHo3. TakuM 006pa3oM, KpUTEPUSIMU 10~
CTaTOYHOTO MUTAHUS y B3POCIBIX MauueHToB ¢ MB cinenyer
cyutath uejaeBoii UMT u npolieHTHOE coaepKaHue MbIIed-
HOW Macchl TeJia.

IIpuunnsl HepocTaTounoctu nuranus npu MB. Coueranue
BBICOKOU MOTPEOHOCTU B SHEPTUU, TTOBBIIIIEHHBIX 9HEPrOTPAT
U HEJOCTaTOYHOTO MOTPeOICHUS MUTATEbHbBIX BEIIECTB MPU-
BOOWUT K yxymmreHuto mokasateneit HC y mamuenros ¢ MB.
[Torepu sHepruu MpoOUCXOAST U3-3a MaibabCOPOLIMU Kupa
MpU 5K30KpUHHOU HemoctatoyHocTu T12K. Otmevaercs: no-
MOJHUTEbHOE YBEJIMYEHUE SHEPreTUYeCKUX IoTepb Ipu
aHOPEKCHUH, racTpoasodareaabHOM pedIrrokce, pBOTe, BOCIa-
JIEHUW KUIIEYHUKA, N30BITOYHOM POCTE TTaTOTeHHON MUKPO-
(hy10pBI B TOHKO KHUILIKE, CHUXKEHUU CeKpeln OMKapOoHaTa,
WHCYJIMHA, HapylIeHUM QyHKUUM reyeHu. O6ocTpeHue Xpo-
HUYECKOTO BOCHAJCHUsI B JIETKUX ITOBBIIIACT 3HEProTpaThl
rokost (EOO — sHeprust OCHOBHOTO 0OMeHa), KOTOPhIE BO3-
BpalAlOTCS K MCXOAHBIM IIOKa3aTessiM TOJbKO 4epe3 He-
CKOJIbKO Hepenb nocie jedyeHusi. [1pu oobeme dhopcupoBaH-
HOTO BbLIOXA 32 1-10 cekynny (O®B,) 85% nokaszatenn EOO
HE OTIMYAIOTCS OT KOHTPOJbHBIX [6]. IIpu mcroab3oBaHUM
OpoHxoaMIaTaTopoB otMevaercsd nosbiieHne EOO Ha 10% B
TeueHue 1-ro vaca nociyie uHraisiiuu [ 15]. U3HavanbHO nauu-
€HTBI MOTYT aJalTUPOBAThCS K YBEJTMUEHUIO SHEPTOTPaAT T0-
KOSl 32 CYeT CHIXXEHUsS] (U3MYecKoil akTMBHOCTU. OmHaKo
a’poOHbIe (PU3NYECKUE HATPY3KU — HEOTheMJIeMasl 4YacThb Te-
parmuu MB u Kak ciencTBre CyTOYHBIN pacXo SHepruu OyaeT
yBenmunBaThes. B. Zemel u coaBT. [3] mokasanu, 4To y AeTeit
¢ MB yBenuuuBatorcs nokazateau EOO rmpu cHUXeHUU
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dyukimn nerkux. C BO3pacToM OTMevaeTcs yBeJInIeHue To-
kazareneit EOO y neteit ¢ MB no cpaBHEHUIO € TPYIINOI KOH-
TpoJs. IloBbimenue EOO MOXHO cyuMTaTh MNPEeIUKTOPOM
yxynmenust mokasareiaeit HC. [loBwiieHue mokaszateneit
EOO xoppenupyer co cTeneHbl0 9K30KPUHHOW HETOCTaTOU-
Hoctu TTK [12]. TMoanepxkaHue CTOMKOrO HEPreTUYECKOTro
OajaHca HEOOXOAMMO JUISi HOPMaJbHOIO Pa3BUTHUS AeTeil U
COXPaHEHUSI TOCTATOYHOTO KOJUYECTBA KUPOBON U MBbIIlIed-
HOU Macchl y B3POCIBIX.

Henoenanue cHmXaeT (GYHKIIWIO JBIXaTETbHBIX MBIIIIII,
TOJIEPAHTHOCTD K (DU3NUECKUM Harpy3kaM U MPUBOAMT K UM-
MYHOJIOTMYECKUM HapYLICHUSIM, YCYTYOJSIeTCS MHCYTUHOPEe-
3UCTEHTHOCTh, HapymiaeTcss hocopHO-KalblIUeBbIil OOMEH;
YXYIIIAIOTCS TTOKa3aTean (YyHKIIUK JIETKUX, CHUKAIOTCST Ka-
YeCTBO U MPOIOJIKUTETBHOCTh Xu3HM [6]. Takum obpasom,
YUUTBIBAsI HEOIATOMPUSITHBIE MTOCIEACTBUS HEOAAHUS Y Jie-
Teil 1 B3pocabix ¢ MB, HeoOxonuMo paHHee U arpeccuBHOE
BMEIIATEeLCTBO B TTUTaHUE, HAUMHAS C TIEPBBIX JIET HA MPO-
TSDKEHUM BCel KM3HU GOJILHOTO.

[IporpamMmbl, B KOTOPbIX OCHOBHOE BHUMaHUE YIEJIEHO
0oJiee BBICOKOI IHEPTeTUYeCKON IEHHOCTH MUIIEBOTO Pally-
OHa U 6oJiee arpecCBHOMY YIIPaBJICHUIO MUTaHueM 1pu MB,
okasbiBaloTcs 6osiee apdekTuBHbIMU [7].

B Crendopackom ueHtpe MB (KanndopHus) coctosiHue
MUTaHUSI OLIEHUBAETCS TIPU KAXKIOM BU3UTE MalleHTa K Bpayy.
Ha xaxnom npueme u3MepsiioT Maccy Tejia U POCT, eXXKerOTHO
OTIPEIEIISIIOT COCTaB Tejla, MPOBOIAT AEHCUTOMETPHIO, CTaH-
JMApTHBIN TecT Ha ToJepaHTHOCTh K rmokose (CTTI), 6uoxu-
MHUYeCKUii aHanu3 KpoBu. Ha ocHOBaHMM MOMYyYeHHBIX DaH-
HBIX GopMUpPYIOT TpyIny pucka HapymeHuss HC. INanuenram
W3 TPYIITBI PUCKA TIPOBOIST JTOTIOJHUTEILHYIO HYTPUTUBHYIO
noanepxky (HIT). B TeueHue 3 nHeil olleHMBaIOT KOJUUYECTBO
KUpa B Kaje, 4To JaeT MH(OPMAIMIO B OTHOLIEHUU YIIOTpe-
OJIeHUsT U BCACBIBAHUS KUPA; TTPOBOMATCS TUATHOCTHUKA Ta-
cTpoa3odareaibHOro pedittokca (Mpyu He0oOXOAMMOCTH Ha3HA-
YaloTCsSl aHTMCEKPETOPHBbIE MpernapaThbl), KOPPEKILMs 03I
MaHKpeaTU4ecKuX (PepMEeHTOB; AMarHOCTUKA aCCOLIUMUPOBAH-
Horo MB caxapHoro nua6eta, orienka EOO mytem HenpsiMoi
KaJIOpUMETPUM, pacdeT CyTOUHOTO pacxofa sHepruu. Juery
Ha3HAYaloT UCXOMS U3 MHINBUIYATBHBIX TOTPEOHOCTEI Ay~
€HTOB B OCHOBHBIX MUTATEJIbHBIX BELLIECTBAX, IPU ITOM 0C0O0e
BHUMaHUE yAEJSIOT MOBBIIIEHHON KBOTe Xupa. B kauectse
JIOTIOTHUTETHHOTO JIe4eOHOTO TMTAHWST HA3HAYAIOT ITePOpaTb-
HbIE TTUIIEeBbIE J0OABKU 1 HOYHOE KOpMJIeHUe depe3 30HI. OT-
MEYEHO, YTO MaI[MeHTHI 3a4acTyI0 MePOPATbHBIMU MUILEBBIMU
n00aBKaMU 3aMEHSIIOT MTPOAYKTHI OOBIYHOTO TTUTAHUS, YTO HE
YBETMUMBAET CYTOUHOE TMOTpebaeHue sHepruu. [Ipu sToM
HOYHOE TIUTaHKe Yepe3 30HI (TacTpOCTOMAa) CHUXAET IOTpe-
OJIeHe SHEePTUuy 3a CYeT OOBIYHOM MWINU TOJbKO Ha 20% u
TMPUBOIUT K 3HAUUTEILHOMY YBEIMUYEHUIO OOILEr0 CyTOUHOTO
moTpebaeHus: sHepruu. [lalueHThl, KOTOpble He YITydIaloT
cBou nokasareau HC Toibko Ha AUETOTOTMYECKUX PEKOMEH-
JalUsIX U MepOpabHbIX MULIEBBIX J00ABKaX, SIBISIOTCS KaH-
IUAaTaMy U TIOCTAHOBKM racTpoCTOMbI — 3—5% oT Bcex
manenToB ¢ MB B Kamndopuuu (okono 590 uenosexk) [4].

Uccnenosarenu u3 BennkoOpurtanuu [7] npoBoawiu pe-
TPOCIIEKTUBHBIN aHaM3 94 MUIIEBBIX JTHEBHUKOB IMAIIIEHTOB
¢ MB. OueHuBany BAUSIHUE ITMETOJOTMYECKUX PEKOMEHa-
LW, TPUMEHEHUSI TIePOPATbHBIX MUIIEBBIX 0OABOK U IHTE-
paJIbHOTO TIUTAHUSI 4epe3 30HI Ha ToTpebiieHne Oeyika U
sHepruu. B pesynabrare B 72% ciydaeB TOJBKO AUETOJIOTHYE-
CKasl KOHCYJbTallMsl He MO3BOJIMJIA JOCTUYb PEKOMEH0OBaH-
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Koppekusi HyTpuTuBHOro ctatyca y GOAbHbIX MyKOBUCLIMAO3OM

HBIX HOpM. Cpein MalMeHTOB, TPUMEHSTIONINX ITepOpaTbHbIE
MUIIEBbIe T0OABKU MJTU TTOJYJAIONIUX JOTTOJTHUTETLHO 30HI0-
BOE MUTaHKE B TEUEHUE HOUU, TOTpebIeHre OesKa U S9HEPrUun
OBLIO TOCTOBEPHO BHIIIIE, B HEKOTOPBIX CITy4Yasix 1axe MPeBbI-
IaJI0 PEKOMEHIOBaHHBIE HOPMBI.

Hccnenoanue CFF (The American CF-fundation) mo-
Ka3ajo CTaTUCTUYECKU 3HAUYUMYIO CBSI3b MEXIY COCTOSIHUEM
NUTaHus U QYHKIIKEH Jerkux y naureHToB ¢ MB. B uccieno-
BaHUU TIpuHsUA ydactue 3298 GombHbIX MB crapime 2 jer.
[Tokazatenu HC (npolieHTHOE coiepaHue Xupa B OpraHu3-
Me, UMT, macca Tena/pocT) yBeIMYMIUCh Ha (hOHE MCITONb-
30BaHUS JIEYEOHOTO MUTAHUS B BUIIE TIEPOPATHHBIX BHICOKOI-
HEPreTUYeCKNX KOKTEUIEN.

Chaves c coaBT. [§] B cBOeM UCCIeq0OBAHUU OOHAPYXWIU
y 48 mauueHToB ¢ MB cTaTUCTMYECKM 3HAUMMYIO CBSI3b MEXITY
WUMT, ToammHoi KOXHO-XXUPOBOM CKJIAAKUA HaJ TPULEIICOM
" QyHKIIMEH TeTKuX.

M. Peterson u coaBrt. [9] B cBoeM HCClIeIOBaHUM YCTaHO-
BWIW, YTO TPU YBEJIWYEHUM MacChl Tesja Ha | KI MpUpocT
O®B, cocrasnser 32 M.

G. Steinkamp u B. Wiedemann [5] nmpoBesu uccienoBaHue
Mo oleHKe CBsI3U Mexay nokasatensmu HC u dyHkuueii jer-
KMX y maureHToB ¢ MB, a Takke OLIEeHWJIM pacipoCTpaHeH-
HOCTb AeduinTa MUTaHus. ABTOPBI TPOAHAIM3UPOBATN JaH-
Hble peructpa ['epmanun. CBeneHus o 3298 naiueHTax crapiie
2 J1eT OBUTU CTPYIITMPOBAHBI B COOTBETCTBUY C HAIMIMEM MJTU
OTCYTCTBMEM HEIOCTAaTOUHOCTU MUTAHUSI U CTATUCTUYECKU 00-
pabotanbl. B pe3ynbrare manueHTsl ¢ Ae(UIIMTOM MacChl Tena
umenu 6onee Huskue nokasarenu GXKEJI, ODB, p02 (p menee
0,05). ¥ 20% 1nonpocTKoB ¢ neUIIMTOM MacChl TeJia UMeIUCh
Huskue nokasarenn O®PB,, a'y 80% nonpocTkos ¢ HOpMaJib-
HeiM UMT O®B, cooTseTcTBOBaT HOpME. MccnenoBanye BbI-
aBUIIO, 4TO 19% nereit B Bo3pacte 2—6 jeT UMeoT aedUuLnuT
MaccChl Tejla, ¥ 9TU ToKa3aTeIM yBEJIMYMBAIOTCSI C BO3PACTOM
— HEJIOCTaTOYHOCTh MUTaHUsI BbisiBIeHa Y 38% B3pOCIIbIX Ma-
ureHToB ¢ MB. PesynbraTsl nccienoBanusi CBUIETENLCTBYIOT,
YTO HOpMAaJTbHBIE TTOKA3aTeJT MacChl TeJla CBSI3aHbI ¢ 00Jiee BhI-
coknmu O®@B, 1 ®KEJI Bo BceX BO3pacTHBIX TPyTIHax.

D. Turck u coant. [12] npoaHanu3MpoBaJud MEAULIMH-
ckyto uteparypy no 2014 r. (PubMed, Cochrane), cymmupo-
BaJIU IaHHbIe B obsactu neduuuta nutanust npu MB u pas-
paboTanu KJIMHUYECKMEe peKOMeHIaluu st 0oJibHbIXx MB.
B HacTosiiiee Bpemsi CylIeCTBYIOT CTaHAApTHbIE MPUHLMIIBI
nutanus mpu MB — BeIcOKOKaopuitHOE, ¢ BBICOKUM CONEp-
JKaHWeM Xupa Ha oHe MpruemMa CUHTeTUIeCKUX hepMEeHTOB
TT2K u xupopacTBopuMbIX BUTaMUHOB. HOBbIE pekoMmeHaa-
LMW IUKTYIOT HEOOXOAMMOCTb TOBBILIEHUSI MOTPEOIECHUS
Oenka ISl MOAAEpXKaHUS HOPMaJIbHOM MBIIIEYHOW MAaCChl,
oboraieHne palroHa TTOJMHEHACHIIIEHHBIMU KUPHBIMU
KUCIoTaMu (O-JIMHOJIEHOBAs, JIMHOJIEBAsT, TOKO30TeKcareHo-
Bas) (Taoda. 1).

IMpuHUMIT TUTaHUS JeTeil U B3pocibix ¢ MB — monaep-
JKaHWe TIOJIOKUTENIbHOTO SHEepPreTUIecKkoro OaxaHca, JOCTa-
TOYHOE COTepKaHue B pallMOHE XXUPOB (TIpeobiagaHne MOHO-
U TIOJIMHEHACHIILEHHBIX KUPHBIX KUCJIOT) U 6enkoB. Cornac-
HO EBpomneiickuM pekomMeHIalusIM MOTPeOHOCTh B DHEPIUU
npu MB cocrasnsier 120—150% oT sHepreTn4eckoi norpeo-
HOCTH JIJI51 3M0POBOTO HacesneHus ; 1o pekomeHnauusm CILHA —
110—200% [12] (Tabua. 2).

EFSP (EBporneiickoe 00111ecTBO MO 6€30MacHOCTH MUTa-
HUST) peKOMEHyeT moTpebaeHune Geska Iist 3MOPOBBIX JTIOei
Ha ypoBHe 0,83 r/Kr/cyT mis B3pocibix. Y manueHToB ¢ MB
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notpeGHOCTh B Oesike Ha 20% Bbiie. CyllecTBYIOT CTaHAAPT-
HbIe PEKOMEHIALNU IO KOJUYECTBY OCHOBHBIX HYTPUEHTOB
eXXeTHEeBHOTO palloHa mutaHus pu MB: 6er1ok 20% ot 06-
el SHEPreTMYECKOoi LIEHHOCTH paluoHa, Xup 35—40%,
yraeBoabl 40—45%. JloctaTouHble 3amachl SHEPIUU B Opra-
HHU3ME CHIXAIT TIpollecc pacraga Oenka. XKup — caMblid
SHEeProeMKHil KOMITOHEHT parinoHa. C 1eibio MpoGuIakKTuKI
M30BITOYHOIM MAacChl TeJa U OKUPEHUS BaxkeH OaJaHC MEXIY
norpebiaeHueM Oenka u xkupa. [1uiia, neperpykXeHHast Hachl-
LIEHHBIMU XUPAMU, YBSJIMUUBACT PUCK PA3BUTUS CEPICIHO-
COCYIUCTBIX 3a00JIeBaHUIT; KPOME TOTO, PACTET MPOIEHT XU~
POBOIi Macchl OpraHM3Ma, YTO TIPU CHUKEHHOM Tolleil (MbI-
LIEYHOII Macce) He KOppeaupyeT ¢ yaydilleHueM (ByHKIIUU
serkux [12, 15].

B HacTosI1Iee BpeMsT HeT YeTKUX PeKOMEHIAINi B OTHO-
LLIEHUU HOPM €XXeHEBHOT0 NMoTpebaeHus 6enka npu MB; He-
00XOIMMBI MCCJIEOBAHUS C LIEIbIO OINpeaeaeHUs] OETKOBBIX
IOPOTOB IS IeTel M B3pocibiX. Psm aBTopoB [12] pekoMeH-
IYIOT PaCCYMTHIBATH MOTPEOHOCTh B OeJiKe WHANBUIYATHHO
IIJIST KX I0To rmarueHTa (Tadu. 3).

CornacHo M. Sinaasappel u coasr. [15] ueas HIT — yBe-
ymuenrie UMT u mporieHTHOTO cofepskKaHUsI MBIIIIEYHOM (TO-
Ieif) Macchl opraHu3Ma. [lepBoHAYaIbHO MOXHO MCITOTb30-
BaTb BHICOKOPHEPreTUUECKYI0, COATAaHCUPOBAHHYIO MO OeJIKaM
U xupam auety. Ho yaiiie Bcero BO3HMKAaeT HEOOXOIUMOCTD B
HCTIOJIb30BaHUU TIEPOPATbHBIX MUIIEBBIX T00aBOK B BUIIE BbI-
COKO2HEPreTMUECKNX KOKTeleil. Mx sHepreTndyeckast LieH-
HOCTh JIOJDKHA COCTaBJIATH 1,5—2 KKain/Mia. Breibop cmecu
omnpenensieTcss ee (GopMyJoil, BKYCOBbIMU MPEANOUTEHUSIMU
marmeHTa. OCHOBHOM HEIOCTaTOK — HEraTUBHOE BJAMSIHUAE HA
aImeTUT U Kak CJIEICTBUE CHIDKEHHUE OOIIET0 KOJIMYECTBA T10-
TpebiisieMolt sHepruu. Tem He MeHee MCTIOIb30BaHUE Tepo-
PAJIbHBIX BBICOKO9HEPTeTUUECKUX 100ABOK YITydlllaeT IMoKa3a-
teau HC u pecniupatopHoit dynkuuu |3, 5, 10, 11, 13].

Y maumreHTOB ¢ BBIPAXXEHHBIM A¢(UIIATOM ITUTAHUS, TSI~
KeJloil nbixaTesbHoi HepoctaTouHocThio HIT nomxHa o6s13a-
TEJIbHO COINPOBOXIATHCS CTUMYJISILIMEN CKEIeTHON MycKyJia-
TyphI (pu3uYecKre ynpakHeHUs ) 1)1 YBeJIUUEHMST MaCChI Te-
JIa He TOJIBKO 3a CYeT XXMPOBOTO, HO M MBIIIEYHOTO KOMIIO-
HeHra [15].

3onnoBoe nutanue. B ciydae, eciiv IUeTOJIOrMYECKUE pe-
KOMEHIALUU 1 MepopasibHbIe MUIIEBbIE JOOABKU HE MTO3BOJISI-
0T JIOCTUYb aIeKBAaTHBIX MTOKa3areneil mutanus, MHorre CF-
LIEHTPHI UCITOIB3YIOT SHTEepaJbHOE MTUTaHWe yepe3 30HMI. 1o
WMEIOIIMCSI TaHHBIM, TIPUMEHEHWE 30HIOBOTO IHTaHUS
yBeJMUYMBAeT TOKa3aTeJM MacChl Telda W PecnupaToOpHOM
¢yHKIIMY manyeHToB. HecMOTpsl Ha IIMPOKOEe MCIOJb30Ba-
HUe 30H10BOTO nuTaHus npu MB, ahheKTMBHOCTL 3TOro Me-
Tolla He OlleHEeHa B PaHIOMU3UPOBAHHBIX KOHTPOJIUPYEMBIX
uccaenoBanusix [13].

IMpu nmonrocpounoit HIT HeoOGXommMo ycTaHOBUTH Tra-
CTPOCTOMY.

®opmyny mUTATETBHON CMECH BBIOMPAIOT B COOTBET-
CTBUM C BBIOOPOM TMallMEHTa M KJIMHUYECKUM COCTOSIHUEM.
CmMech BBOIAT B TeUEHUE HOUM, CKOPOCTH MOAAYU PEryJIupy-
eTCSI COCTOSTHUEM TTanreHTa. [Ipr HOUHOI alTMMeHTalluM 110~
OIIPSTIOTCST BBICOKOKAJIOPUITHAS IeTa B TeueHue TS, usn-
yeckasi aKTUBHOCTb (MHTEHCUBHOCTb 3aBUCUT OT KJIMHUYE-
CKOT'O COCTOSTHUSI TIallMeHTa). BOJBIIMHCTBO MallMeHTOB XO-
POIIIO TIEPEHOCHT MoJTMMepHBIe cMecHu. [1pu mimoxoit repeHo-
CHUMOCTH MOXHO MCIIOJIb30BaTh ITOJTY3JIEMEHTHBIE CMECH,
0COOEHHO Y TalueHToB ¢ HegoctaTouHocThio TTK. TTpu 60-
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Tabanua 1. CuctemaTMveckuii MOAXOA K OLEHKe nuTaHusi npu MB [12]

Bo3spacr MeTozibl OLIEHKHU U KPATHOCTh
Poct/macca tena/MITKT
Ins Bcex™® OrneHKa Macchl Tejia U POCTa MPU KaKI0M BU3UTE
HoBopoxnennsie 111 HOBOPOXKIEHHBIX OIIEHKA MAcChl TeJla M pocTa Kaxk/ble | —2 Hel; IpU MOCTVKEHUU CTOWKUX 1IeJIEBBIX TTapame-

W JIEeTU MJIaaie 2
JIeT

Crapuiue 1etu u
B3pOCIIbIE

Bce mainueHTs B
BO3pacTe 8 JieT U
crapiie

ety u B3pociibie

JleT 1 B3pocIibie

TPOB (PU3NIECKOTO PA3BUTUSI — €KEMECSIHO JI0 2 JIeT
MoHuTOPUHT Macchl Tena, pocta, UMT kaxabie 3 Mec

Ouenka MITKT metonom DXA mist BceX MaliMeHTOB B BO3pacTe 8§ JIET M CTaplie, Mpu AeUinMTe Macchl Tesa bolee
10%, npu O®B, menbute 50%, Tepanuy HIIOKOKOPTUKOCTEPOUIAMY B 03¢ >3 MI/CYT Ha NIpoTshxeHun >90 nHeii/rox,
3a7epXKKe MOJOBOTO CO3peBaHMsI, HaTMUKe epeoMoB B anaMmHe3e. [1pu T/Z score >1,0 moBTOpUTE Yepes S JieT; mpu
T/Z score <1,0, HO >2,0 — KoHTpoJb uepe3 2—4 rona; mpu T/Z score <2,0 — exXeronHblil KOHTPOJIb.
71 marmeHTOB Mosoxke 20 Jiet mpu pocTe Gosiee ueM Ha 1 SD MeHblle CpeTHEro HOpMaThBa Pe3yIbTaThl Z score
TIOJDKHBI PETYIMPOBATHCS 110 POCTY, YTOOBI U30€XKAaTh TUTIEPANATHOCTUKY U OCTEOTICHNH Y HU3KOPOCIIBIX TTAIIEHTOB.
OrneHKa cocTaBa TeJla — OMOMMIIeIaHCMEeTPUS, TuleTU3Morpadusi, onpeaeIeHUe MBIIIEYHON CUITBI

MOHMTOPUHT TTUTAHUS

Mapkepbl COCTOSIHUSI TUTAHUSI — KIMHUYECKUIi aHAIN3 KPOBH, OMOXUMHUUYECKUIT aHAIN3 KPOBU (aTaHUHAMUHO-
TpaHcdepasa, acraprataMruHOTpaHchepasa, Y-rIyTaMuITpaHcnenTiaasa, anboymuH, K, Na, Fe), skupopactBopumsie
BUTAMUHBI CBIBOPOTKU
MOHUTOPUHT 3aMeCTUTEIbHOM Tepanuu dhepmeHTamu [12K u ButaMunamu — depe3 3—6 Mec mociie Havyaaa Teparniu
WM U3MEHEHHUH 103bI
O®B, — 1 pa3 B 3 mec
IIpu nHopmanbHoit pyHkumu [12K exxeronHast ouieHka anactasbl-1 B Kae (mpu 3aaepkke Gu3nIeckoro pa3BuThs —
yarie)
IIpu Henocratounoctu 12K — o1ieHKa agekBaTHOCTU 3aMECTUTENbHON Tepanuu — 3-CyTOUHOE U3MEPEeHUe Kupa B
KaJie ¢ pacYeTOM OTHOCHUTENILHO K MOTPEOICHUIO XKUPa 3a TOT XKe MePUO BpeMeHH — AETH U MOAPOCTKU KaxXIbie 3
Mec, B3pociibie — Kaxabie 6 Mec. B Hopme u3 100% nornoieHHoro kupa ycBausaetcst 93%, BoiBonutcst 7%, HOp-
MaJIbHOE KOJIMYECTBO XKMpa B KaJjie Il B3pOCIbIX 7 T/CyT, s neteii 2 r/cyt [13].
CTTT exeronHo c 10 net

JIMeToornyeckoe KOHCYIbTUPOBaHKE

Jletn — Kaxble 3 Mec, B3pOCIIble — KaxIble 6 Mec

Ilpumeuanue. * — 17151 HOBOPOXKIEHHBIX U JIETEI KPUTEPUSIMU alEKBATHOCTU MTUTAHUS SIBJISIETCS LIeJIEBOM ITOKa3aTe b pocta — 50-ii MepUeHTUIb
JUIST OOLIEH TTOTYJISIUM IETel TOTO XK€ Bo3pacTa U MoJia; AeTH cTapiie 2 JIeT U MOJPOCTKU — LieJieBoii moka3atesib UMT >50 nepueHTwIn 1ist
3M0POBBIX IETEl TOTO e Bo3pacTa 1 moJia; Iuist B3pociibix (18 sieT) neneBbie mokazaresu UMT mist My>XuuH >23 Kr/M?, JUTS )KEHIIMH >22 KT/M?.
MIIKT — MuHepasbHasi TNIOTHOCTb KOCTHOM TKaHU.

Tabamua 2. ToTpebHOCTL B 3Heprm (% OT CpeAHMX OOLIEeNOoNyASUMOHHbIX HOPMATMBOB) MO AaHHbIM EBponeiickux coraacu-
TeAbHbIX AoOKymeHTOoB M CLUIA

Bospacrt TToTpeGHOCTb B 3HEPrUU KommenTapun
HoBopoxneHHbIe 1 IeTH 2 JIET 110—200% oT peKOMeHIYEMOIA IO~ [MoTpebieHne SHEPTUU PETIAMEHTUPYETCS TOCTIKEHIEM
TPEeOHOCTH JIJIS 3MOPOBBIX IETEM LIeJIEBBIX 3HAUEHUI MaCcChl TeJIa ¥ pPOCTa
2—18 ner To xe TToTpebaeHre SHEPTUM perJIaMeHTUPYETCS TOCTUKEHUEM

Crapuie 18 et

1ieJIeBbIX 3HaUeHui nepueHTuiast UMT

«« IToTpebieHre 3HEPTUN PETIAMEHTHPYETCS TOCTIDKEHUEM
LeseBbIx 3HauYeHuit UMT

Tabamnua 3. Pexomenaaunm no HI [12, 15] (npu yxyawenun nokasateaeit HC He06X0AMMO NPOBECTU MOAHYIO NEPeOLIeHKY
BCEX BO3MOXKHBIX MPUUMH, KOTOPbIE BAUSIIOT HA COCTOSIHME MUTaHUSI, OLEHUTb SHEPreTUUECKYI0 LLIEeHHOCTb U COCTaB paLMoOHa)

Pexomenmannsa 2 roga 2—18 et 18 et
LleneBble HyTPUTUBHbBIC Poct 1 macca Tena >50-ro WMT rtena >50-ro nepueHTHIS HUMT 18,5—22 kr/m? st
rnokasareji — npogu- MEePLEHTUIIS JKeHIIMH, 18,5—23 kr/m? mjist
JIAKTUYECKOE KOHCYJTb- MYKYMH
TUPOBaHUE
TlepopanbHble MuiLe- Poct u macca tena ot 10-ro HMT or 10-To no 50-ro mepueHTumIs Ui HUMT 18,5 xr/m?, Wjiu CHIXKe-
BbIC 10OABKHU 110 50-ro MepLeHTHIS CHIXKEHME Macchl TeJia 3a 2—4 Mec WM OT- HMe MacChl Tejia Ha 5% MeHee
CYTCTBME MPUOABKK MACChl TeJia 3a MPOILea-  4eM 3a 2 Mec
e 6 Mec
30H10BOE MMUTAHKE Poct 10-ro nepueHTHIS 1 UMT 10-ro nepueHTusIst Wiu CHIKEHUE HUMT croiiko 18,5 xr/m?, uinmu
TpOTrpeccupylolee CHUXe- Macchl TeJia Ha 2 IepLUEeHTIILHBIX KOPUIOpa  CHIDKEHHE MacChl Testa boee
HME MacChI TeJia C MOMEHTA ITOCJIeTHETO BU3HUTA; OCTAHOBKA yeM Ha 5% MeHee 4eM 3a Mpo-
pocTta IIeaIunx 2 Mec
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Koppekusi HyTpuTuBHOro ctatyca y GOAbHbIX MyKOBUCLIMAO3OM

JIIOCHOM BBEIIEHUM CMECH MOTYT ITOTPebOBaThCs 60Jiee BBICO-
KUe T03bl MaHKpeaTUIeCKnX (pepMeHTOB, TaK KaK yBeJIUIMBa-
eTCsl CKOPOCTh BBeieHUs1 Xkupa. Ha ¢poHe 30HA0BOro NMUTaHMSI
HEOOXOIMMO KOHTPOJIMPOBATH YPOBEHDb IJIIOKO3bI B KPOBH;
MpH HAPYIIEHWH TOJIEPAHTHOCTHU K YIJIEBOJAaM PEKOMEHIOBA-
HO MpUMeHeHue nHeyauHa [13].
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HC oxa3spiBaeT 3HAYUTEJIbHOE BO3ACHCTBHE HA PECITU-
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