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Pesome

Llenb 0630pa — nNpoaHanm3npoBaTh pekoMeHaaLImMK, conepxallmecs 8 06HoBNeHHo Bepcui PykosoacTea ESPEN-ESPGHAN-
ECFS 2024 roaa no Bonpocam NUTaHWA MAaAeHLeB, feTell 1 B3pOCbIX Npy Mykosucumaose (MB). Mpeabiayuias Bepcua
PykoBopcTBa bbina onybnukoaHa 8 2016 rogy. Pabouas rpynna skcnepTos, B KOTOPYIO BOLUAW BPaYu, AMETONON 1 NpefcTa-
BUTENN NaUMEeHTCKIX coobLLecTB, 06HOBMNA PeKOMEHAALIMI MO MUTAHWIO, BKNIOUaA METO/bl €0 OLEHKM 1 BeieHNA B 1I060M
Bo3pacTe. PaclwimpeHsl rnasbl 0 6epemeHHOCTY, 3aboneBaHuAx neyeHu, auabete, cBAzaHHOM C MB, 3aboneBanuaAx KocTew,
NWLLEBbIX 1 MUHEPaNbHbIX JO6aBKaX, NPOOKOTHKaX. [oABMANCH HOBbIE MaBbl, MOCBALIEHHbIE MUTaHWIO MPY UCMONBb30BAHWN
BbICOKOIDEKTVNBHON (TapreTHoM) Tepanuu mMogynatopammn CFTR v nuTaHmio nocne TpaHCNAaHTaLMM opraHoB.. [nasHoe 3a-
K/TI0YaeTCA B U3MEHEHWM KOHLENLMM MUTAHWA B 3Py TapreTHOM Tepanum OT runepKanopuinHON BbICOKOXMPOBOM ANETbI ANA
BCEX MALUMEHTOB [0 «3A0POBOr0 NUTaHUA» Kak OCHOBHOW pekomeHaaumn. Pykosoacteo ESPEN-ESPGHAN-ECFS 2024 roga
no Bonpocam nuTaHua Npyt MB coaepKUT Lenblid PAA BaXHbIX NONOXEHWI, KOTopble OyayT Nofe3Hbl NPAaKTUYECKMM Bpayam
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neanatpam n TepanesTam, nyibMOHOI0MaM, raCTPO3HTEPONOram 1 ANETONIONaM, Cneuran3npyolnmca B obnacTu MB. Cre-
AYET yunTbiBaTb CYyLECTBEHHbIE PA3/INYNA B KIMHUKO-3MNAEMUONOrMYecKom CnTyalnn B PO npn AnarHocTmnke HapyLIJeHI/H;\
HYTPUTVBHOTO CTaTyCa 1 ONpefeneHnn TakTnkn HyTpV]TV]BHOI?I NOAAEPKKM MALUMEHTOB C MYKOBMCUMOO30M.

KntoueBble cnioBa: MyKoBMCLM03, PEKOMEHAALMN MO NUTHUIO, MeXAYHaPOAHbIE, POCCUIACKIE, 0OOHOBNEHNEe

KoHOAMKT HTepecoB. ABTOPbI 3aABNAIOT 00 OTCYTCTBUM KOHPNMKTA MHTEPECOB.
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Summary

The aim of the review is to analyse the Guidelines in the updated version of the ESPEN-ESPGHAN-ECFS 2024 Guidelines on
infant, child and adult nutrition in cystic fibrosis (CF). The previous version of the Guideline was published in 2016. An expert
working group of physicians, dietitians, and patient community representatives updated the nutritional recommendations,
including methods for nutritional assessment and management at all ages. Chapters on pregnancy, liver disease, CF-related
diabetes, bone disease, nutritional and mineral supplements, and probiotics have been expanded. There are new chapters
on nutrition in the use of highly effective CFTR modulator (targeted) therapies and nutrition after organ transplantation.
The main point is the change in the concept of nutrition in the era of targeted therapy from a hypercaloric high-fat diet for
all patients to ‘healthy eating’ as the main recommendation. The ESPEN-ESPGHAN-ECFS 2024 Guidelines on nutrition in CF
contain a number of important provisions that will be useful to paediatricians and general practitioners, pulmonologists,
gastroenterologists and dietitians specialising in CF. Significant differences in the clinical and epidemiological situation in the
Russian Federation should be taken into account when diagnosing disturbances of nutritional status and determining the
tactics of nutritional support for patients with CF.
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1. BBBegeHune

MyxkoBucnnznos (MB) - XxpoHMYecKoe )KU3HEYTPOXKa-
I0lllee TeHeTM4YecKoe 3ab0/IeBaHMe, BCTpevarolleecs
BO BCEX 9THMYECKUX I'pynnax. 3abonesaeMoctr MB
COCTaB/IseT IPUMePHO ofuH Ha 3500 6ebIX HOBOPO-
>kpeHHbIX B EBpone. IlokasaTenu cpegHAA pacnpo-
crpaHeHHOCTDb B CoefuHeHHBbIX IlITaTax AMepuku
u crpaHax EBponeiickoro Comwsa (EC) cxofHs! 1 co-
craBnAawT 0,74 11 0,80 Ha 10 000 yemoBeK, COOTBETCTBEH-
Ho [3]. ITo manusiM ®TBHY Meanko-reHeTn4eckoro
Hay4HOTO LIEHTPa, PaCIIPOCTPAHEHHOCTb MYKOBUC-
nupno3sa B PO cocrasnsier 1:9000 HOBOpOXXAEeHHBIX [4],
a Konmm4ecTBo 601bHBIX MB B Poccnn, o gaHHBIM
IIOCTIE{HETO OIYOIMKOBAaHHOTO HAIIVIOHA/IBHOTO pe-
ructpa [5] B 2021 roay cocrasnseTr 3969 denoBex, U3
Hux 27,4% B3pocnbix (crapiue 18 rer).

3aboeBaHe BOSHNKAET B pe3y/IbTaTe MYTaLuil
B reHe, KOZUpYIoLieM 6eT0K — MyKOBUCI[MTO3HBII
TpaHcMeMbpaHHbIt peryaarop (MBTP, CFTR), uto
MPUBOAUT K BedUUUTY MK ZUCPYHKINU COOTBET-
creypouero 6enka (MBTP, CFTR), a ato, B cBOI 0de-
penb, 00yc/IoBNIMBaeT 6/I0KMPOBKY TPAaHCIIOPTA MOHOB
HaTpUs ¥ XJI0pa Yepe3 SNUTeNanbHble U [PYTHe Kile-
TOYHBIe MeMOpaHEL B pe3y/nbraTe HapyIIaeTcs TpaHCc-
TIOPT XKMAKOCTY, BbIIETIEHN s CIM3UCTBIX XKeJle3 CTa-
HOBSITCS I'YCTBIMMY, YTO B KOHEYHOM MTOTe HapyllaeT
(YHKIMIO TAKMX OPraHOB, KaK JIETKHe U ITOJKeNyLoY-
Hasd )Kere3a, IeYeHb U JKeTIHBIN ITy3bIphb, KUIIeYHNUK,
a TaK>XXe pepOfyKTUBHOI CCTeMBI. B terkux rycras
CN3b Ha TIOBEPXHOCTY AbIXaTeTbHbIX Ty Tell IPUBOJUT
K CHVMDKEHUIO MYKOLM/IMaPHOTO KJIMPEHCA, HOBBIIIAeT
pucKu Bocmanenus u nHpekuuu. B momxenynouHoin
JKesle3e CI'yIeHHBIN CeKpeT 3aKyIopuBaeT BHYTPU-
MaHKpeaTn4yecKye MPOTOKM, YMEHbIIas JOCTaBKY IN-
I[eBapUTETbHBIX (GEePMEHTOB B IBEHAALIATUIIEPCTHY IO
KVIIKY U YXyJIIas paciienaeHne 1 BcacbiBaHue OC-
HOBHBIX ITATATe/IbHBIX BEIJeCTB U XXM POPACTBOPUMBIX
BUTAMMHOB [4].

3. OueHKa ¥ MOHUTOPUHT NUTaHNA

3.1. O6Lwume nonoxeHus
TouHas oleHKa 1 perynsApHbII MOHUTOPUHT POCTa
U HYTPUTUBHOTO CTaTyca NUTAHUSA ABNAETCA Kpa-
€yTO/NbHBIM KaMHEM BeJJeHUS MallMeHToB ¢ MB.
Y MiameH1eB 1 ieTeli OlleHKa HyTPUTUBHOIO CTaTyca
IO/KHA OBITh KOMIIJIEKCHOIA, C MCIIO/Ib30BaHUEM He-
CKOJIBKUX PA3/INYHbIX IaPaMeTPOB I HAOMIOfeHIIeM UX
B IMHaMuKe. 7151 MTaieH1|eB, KOTOPBIM AMATHO3 ObLI
IIOCTaBJICH IIPU HEOHATAIbHOM CKPMHMHTE, 0CO60e
BHUMaHNE IOMKHO YAENATbCA NUTAHNIO, KOTOPOE
ABJIAETCA K/II0YOM JI/1 NOAAeP>KaHNA HOPMaTbHOTO
pocTa fgaXke 10 NOABJIEHM A KIMHNYECKUX CUMIITOMOB
MB. MOHUTOPUHT POCTa HEOOXOAMMO IIPOBOSUTD
Jallle B paHHEM BO3PACTe U MPY TIOXOM COCTOSHUM
IMTaHUA ALJMeHTa - B 1I060M Bo3pacTe. AJleKBaTHbIM
COCTOSIHME NUTAHMA y MIafleHIeB u fieteli ¢ MB cumra-
€Tcsl, KOTZia POCT aHAJIOTMYeH POCTY 3[0POBBIX fleTell
COOTBETCTBYIOLETO BO3PACTA, HO C JOIOTHUTETbHBIM
aKI|eHTOM Ha COCTaB TeJa.

Ilenesple sHaUeHM A ITO CpaBHEHMIO ¢ PykoBopicTBOM
2016 rojja He MEHAIOTCA: BC K POCTY >50-ro nepreHTu-
14y pereit <2 net u VIMT> 50-ro nepueHTUIA cCpenn

ITocre 2016 roza, korza 6bl1a OIYONMKOBaHa Hpe-
BbIfyLIas Bepcusa PykoBopcTBa B 06/1acTy IUTAHUSA
npy MB, npousomny sHaYuTeNbHbIE USMEHEHNU A, BO
MHOTOM 06yC/IOB/IEHHbIE HAa4a/IOM IIPYMEHEHS BbI-
cok09(eKTUBHOI MOLY/IATOPHOII (TapreTHOI) Tepa-
M1, KOTOPBIE OTPa>KeHbI B 0OHOBNIEHHOM PyKoBOfICTBE
ESPEN-ESPGHAN-ECFS [1]. AkTuBHas paboTa Hada-
nach ¢ 2022 ropa, nocie exxerogHoro coobpanns ECFS
B PorTepname, xorga 61710 IPOBELEHO HECKOIBKO
BCTpeY «IMLOM K muny». OOHOB/IEHNE OCHOBaHO Ha
meTtozie GRADE c morckoM muTepaTyphl, IpOBeieHHbIM
¢ 2014 o 2022 rog. IIpn3HaHO, YTO pPaHAOMU3KMPOBaH-
HBIX KOHTpO/IMpyeMbIx ucciegoanuit (PKI) B o6mactu
nutaHua npu MB He xBaTaeT. MHOTHe 13 peKOMeHa-
uuit u 3asaBnennit B Pykosopcrse ESPEN-ESPGHAN-
ECFS ocHoBaHbI Ha KOHCEHCYCHOM MHEHMM 3KCIIEPTOB.

PyKOBOACTBO JOCTATOYHO 06BEMHOE I COCTOUT U3
18 rnaB u 86 pexomMeHgauuii 1 11 JOMOMHUTENbHBIX
yTBepxieHuit. Ka>kioe yTBepsxieH1e B TEKCTe COIPo-
BOXX/JAeTCsI MMEIOIMMICS JaHHBIMM U3 OITyO/IMKOBaH-
HBIX B ITOCTIeIHEE BPeMA HayYHBIX VIV KIMHNYECKIX
uccneposanuit. OnnaitH-ronocosanue (Delphi paynn)
110 peKOMEHMIALIMAM OCYIIeCTBIANOCH C 19 uioHs 1Mo
18 mron 2023 rofa, B KOTOPOM y4aCTBOBATb MOIJIM BCE
4eHbl EBpoIeiickoro o61iectBa KMHNIECKOTO U Ta-
Hus u Metabonusma (ESPEN), kyna BXOgsAT 1 Hpen-
craBurenu EBpomnerickoro obuiecTBa reguaTpudecKoit
ractpoanreponornu (ESPGHAN) 1 EBpomneiickoro
o6mjecrsa MB (ECFS). Bce 86 pexomeHpannit 1 OfuH-
HaJLlaTh yTBEPXEHUN JOCTUrIN cornacusa >90%,
YTO CHe/aNo HEHY)XHbIM IIpOBefieHNe IocIefyole
KOH(epeHIIMM 110 KOHCEHCYCY.

OmnpepeneHne ypoBHeit JoKa3aTeTbHOCTH U CTeTe-
Hell peKOMeHAaLNi, a TaKXKe KrmaccuuKarms CUabl
KOHCEHCyCa M CTpaTerus IMOMCKa IUTepaTypPHBIX
MCTOYHMKOB IOAPOOHO IPEACTAB/IEHbI B HaYaJIe [1O-
KyMeHTa [1, 6].

JIMIL CTaplle BYX U [0 18 j1eT, JOMKHBI IPOJOIKATh
ucnonb3oBarbeA. s B3pocnpix ¢ MB crapie 18 et
Iie7IeBbIM IoKa3aresneM ApnsAeTcsa VIMT na ypoBHe min
6ornee 22 Kr/M? /1A )KEHIIMH U 23 KI/M? /IS MYXXUMH.
Heo6XomumMo OTMeTUTD, YTO BeC K pocTy uau IMT
MOTYT ObITh JTO>KHO HOPMa/IbHBIMM M/IJ BBICOKMMMU
y TIAL[MEHTOB C 3aJIePXKKOil pOCTa.

B HOBBIX peKOMEHALINAX fle/IaeTCs aKLIEHT Ha Heob-
XO[[IMOCTD IIPOBENIEHNA Pery/IAPHOI U leTaTbHOM OLieH-
KM HYTPUTUBHOTO cTaTyca. OCHOBHBIE ITapaMeTPhl MO-
HUTOPVHTA COCTOAHM A MUTAHUA OCTAIOTCS IIPEKHIMIL:
o MiafeHIIbI: Z-CKOPbI Beca K BO3paCTy, AJIMHBI Te/la

K BO3pacTy 1 Beca k finte tena (B/P, WFL), a Takxe

OKDY>XHOCTH T'OJIOBBI K BO3PACTY KayK/ible O HY-Be

Hefleny IO TeX IIOp, II0Ka He OY/yT IOy 4eHbl pe-

3y/IbTATBI, CBUAIETENIbCTBYIOMIME 00 aJleKBaTHOM

MUTAHUY ¥ COOTBETCTBYIOIME IIe/IeBOMY HYTPH-

TUBHOMY CTaTyCy, flajiee eXeMeCAIHO B TedeHNe

[IepBOTO TOJia KU3HU.

o Jletn ot 1 roma u < 2 71eT: Z-CKOPbI Beca K BO3pa-

CTY, AJIMHEI Tena K Bo3pacTy u B/P (WFL), a Taxxke
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OKPY>KHOCTY TO/IOBBI K BO3PACTy KaXk/ible jBa-Tpu
Mecsna.

o Jletu crapure 2 1€T: Z-CKOPbI Beca K BO3pacTy, POcTa
k Bospacty u VIMT kx BospacTy He pe)ke OFHOTO pasa
B TP MecAIa.

» Bspocnsie: IMT He pesxe ofHOTO pasa B TpU-IIECTh
MeCALEB.

Ecnu B mpoumipiX peKOMeHAAIMAX [J/Is OLleHKI
COCTOSAHMS HYTPUTHUBHOTO CTaTyca peKOMEH 0Ba/IN
JMCIIO/Ib30BAaTh B OCHOBHOM I[€HTU/IbHbIE TabIUIbI,
TO B HOBBIX PEKOMEHJAlMAX UCIONb3YIOTCA B OCHOB-
HOM Z-CKOp (MHJIeKCa MacChI Te/la, MacChl TeNla, POCcTa
K Bo3pacry). Eiie pa3 o6paiaercs BHUMaHMe, YTO MbI
He IO/DKHBI 0XKM/aTh BBICOKOTO peGeHKa OT HU3KMUX
pOnMTEIEN, U P OLIeHKe JaHHOTO II0Ka3aTess Heo6-
XOZMMO BBOJUTb COOTBETCTBYIOI M€ KOPPEKTUPOBKMI
B 3aBMCUMOCTY OT 9THOCA Tal[neHTa. PEKOMEHIOBaHO
BKJIIOYEHMe oIpaBKy Ha Lenesoii pocT (IIP) c yuerom
pOCTa pofuTeneit Ipu OLjeHKe Z-CKOPOB POCTa K BO3-
pactyy mereit c MB, 151 TOro 4TO6bI OLIEHUTD, pacTeT
Nt pe6eHOK B COOTBETCTBIUY CO CBOVMM FeHEeTHYECKUM
norernuanoM. CpaBHMBAS [[EHTPHI MU CTPAHBI,

3.2. MeTopbl OLeHKIN COCTaBa Tefa
B PykoBopctse ESPEN-ESPGHAN-ECEFS 2016 roga
Ba)KHOCTM OLIEHKM COCTaBa Te/Ia Y/e/AM0Ch HeOOMbIIoe
BHIMaHIe; B OCHOBHOM FOBOPUJIOCH ITPO OLIEHKY COCTa-
Ba TeJIa C MOMOIIBIO IBYX9HEPTeTNYeCKO PEHTTeHOB-
ckoit abcopbrmomerpun (I9PA/DXA). B o6HOBIEH-
HOM PyKOBOJCTBE IIOYEPKMBAETCH, UTO AJIA OLLEHKM
cocTaBa Tela MOTYT IIPYMEHATDCA Pa3/TINYHble METOIbI:
DXA, 6uonmnenancomerpust (BIAV, ans gereit ¢ 5 net),
M3MEepEeHM CUIbI 3aXBaTa KUCTY (A1 NI CTaplie
6 71eT) ¥ aHTPOIIOMeTpUYecKue U3MepeHns (OKpyX-
HOCTb CepefiMHBI IJIeYa ¥ KOXKHbIe CKIafKu). Beroop
MeTOfja OL[eHKM COCTaBa Te/la HO/KEH ONpefe/TATbCA
HOCTYIIHOCTDBIO, HAJIMYMEM PECypPCOB M TEXHUYECKIX
CpeJicTB, a TaK)XXe KIMHnYecknuMu pakropamu [9-14].
Hanbomnee 06'beKTUBHBIE TaHHBIE O COCTaBE Tela
(KM, B)XM » faHHBIe 0 pacipefieNleHuy X1pa), MOTyT
ObITD IOy YeHbI ¢ oMol bio DX A, ofHaKo MeTonMKa
IIOKa MOXeT OBITb Ma/IOfOCTYIHOM B PO,
Buoanextpuyeckuit uMnefaHcHbiil ananus (BMA),
KOTOPBIII sIBISI€TCs HEMHBA3UBHBIM U 60jIee JOCTYII-
HBIM «IPUKPOBATHBIM» METOZOM, MOXXHO IIpUMe-
HATD 714 OLEHKN! cOocTaBa Tenma npu MB; pesynbrarer
u3MepeHuA npu ucnonbzosanum bVA gocratouno
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C/IefyeT MPUMEHATh OCTOPOXXHYIO MHTEPIPETALNIO
IIPY MICTIONb30BaHNH PA3TNIHBIX METORUK IIPU OLiCHKe
pOCTa ¥ COCTOSIHMA IMTaHUA Y fieTeit ¢ MB, Harmpumep,
TaO/INIIBI 1151 KOHKPETHOT CTpaHbl [7,8].

B P® pexomeHfiyeTCA MCIONb30BAaTh NIPOTPaAM-
mbl BO3WHOAnthro [https://www.who.int/tools/
child-growth-standards/software] u WHOAnthroPlus
[https://www.who.int/tools/growth-reference-data-
for-5to19-years/application-tools].

OcoO6bIll aKI[eHT JlelaeTCA Ha HeOOXOXMMOCTh
OLIEHUTb COCTAB Tejla C PacYeTOM XKMPOBOI MaCCHI
1 6e3XX1pOoBOIT Macchl Tena. HopManbHBbLiT nnn gaxe
Husknit IMT MoeT MacKupoBaTh BHICOKYIO XKMPO-
BYIO MacCy 1/Muu HU3KYI0 6e3xnpoByio). B mpouecce
Hab/IIoleHN s MalMeHTaM ¢ MB ciefyer mpoBoauThb
OLIEHKY COCTaBa Te/la C pacyeTOM XXMPOBOJ MaCChI
(OKM) un 6e3xuposoit maccol (BXKM), a He TONBKO
uckmountenbHo VIMT, moToMy 4To nX cBA3b C (pe-
CHUPATOPHBIMM) UCXOAAMU CUIbHEE, Y€M TOTBKO
VIMT, a Tak>xe HOTOMY, 4YTO HU3KUIT UM HOPMasib-
Hbll1 VIMT Mo>XXeT MacKMPOBAThb BBICOKYIO KMPO-
Byt Maccy OKM) unm HU3KYI0 6€3)XMPOBYI0 MaccCy
(BXXM) [8].

TOCTOBEPHBI 11 COIIOCTABUMBI C Pe3y/IbTaTaMM, TOTY-
YeHHbIMH ¢ Tomombio DXA [15].

JIns1 OLleHKM COCTaBa Tema MOXKHO NPYMEHATD aH-
TPONOMETPUIO CpefHel TPeTH Ileda, BKIIoYas n3-
MepeHVe OKPY>XHOCTY CepeiNHbI I/leda U KOXKHBIX
CK/Iaf{OK HaJl TPULEIICOM, OCOOEHHO B C/IydasiX, eC/Iu
IByX9HepreTudeckas peHTTEHOBCKas abcopbumome-
tpust (DXA) nan 6103/1eKTpUIeCKMil MMITefaHCHBII
aHamus (BVMA) HepocTymHBI. [I/151 M3MepeHMsT OKPY K-
HOCTYI MBI TIJIeYa TpebyeTcs 0ObIYHAA CAHTUMETPO-
Bas JIEHTA ¥ KaJIuIIep.

Y B3pocnbIxX u gereir = 6 net ¢ MB MoryT 6bITH
paccMOTpeHbl TOBTOPHbIE M3MEPEHUA CYUJIBL CKATUA
pyku (KMCTH), HOCKONBKY 9TO MOXeT IIOMOYb 06-
Hapy>XUTb PaHHME U3MEHEHNUs MBILIEYHO QYHK-
nuu. MeTtopuka ABIAETCA NPOCTOI, HEJOPOroIi,
HEMHBAa3MBHOM U B TOXKE BpeMs YyBCTBUTEIbHOIL.
ITpoBOAMTCA C MCTIONb30BAHMEM PA3TMIHBIX IMHAMO-
MeTpoB. CUMTaeTCs, 4TO CHU/IA CKATUA PYKY OTPakaeT
COCTOSIHYME IUTAHNUA, IIOCKOJIbKY M3MEHACTCA IPAMO
IpPONMOPIMOHANBLHO MOTEPAM Oe/Ka, OFHAKO 3aBUCUT
OT BO3pacTa, NMOjIa 1 ICUXONOINIECKOTO COCTOSHNUA
yenmoBeka [14].

3.3. [ipyrne NHCTPYMEHTbI OLLeHKWN HYTPUTUBHOIO CTaTyca

B mpomnom PykoBoncTBe aKcnepThl BbIJENANN
aHaNIN3 CYTOYHOTO MM 3-X-5-U CyTOYHOro dak-
TUYECKOTO NMTAHUA KaK OCHOBHOM MHCTPYMEHT
HyTpI/ITI/IBHOI‘O CKpI/IHI/IHI‘a. B HOBOM PYKOBOHCTBC
I‘OBOPI/ITCH 06 JVICIIO/Ib30BaHUU pasnqumx ]/[HCpr-
MEHTOB HyTpI/ITI/IBHOI‘O CKPI/IHI/IHI‘a, CHQLU/I(I)I/I‘-IHI)IX
nns MB, KoTopble BKIIOYAIOT B ce6s1 aHTpPOIIOMe-
TpUYecKue IoKasaTeau, Hajlu4due UIN OTCyTCTBUE
MaHKpeaTH4ecKoil HeloCTaTOYHOCTH, HeJJOCTATOY-
HOE HOTpe6IIeHI/Ie I M HaIn4me caxapHoro ana-
6eTa acconuupoBaHHOTro ¢ MB, HO mOBTOpsieTCS, YTO
Ba)KHOIu/I YacCTbIO CKpI/IHI/IHI‘a ABIAETCA perynﬂpﬂaﬂ
OI[€HKa JIMETHI U OLleHKa COOMIOeHN A NUMEeTUIeCKUX

pexoMeHpanuit (Ka>kAble TPU-IIECTb MeCALEB Y fe-
Teil M Ka)k[ble IIeCTh-IBeHaI[aTh MeCAIleB y B3pOC-
nbIX ¢ MB).

Broxnmmdeckne MapKepbl Hy TPUTHBHOTO CTATyCa
y manueHToB ¢ MB MOTyT BK/II0YATh 0OIIMIT aHAIN3
KPOBH, CBIBOPOTOYHBIIT a/1bOYyMIH, IOKa3aTenu oome-
Ha )KeJle3a, yPOBEeHb KMPOPACTBOPMMbIX BUTAMIHOB
B IIJIa3Me, 371eKTPonnuThl. OJHAKO He CyIIeCTBYeT
e[JMHCTBEHHOTO MapKepa Ji/id TOYHOI OLLeHKM CO-
crosgunsA nutauus. OLeHKa HYTPUTUBHOTO CTAaTyca
[O/KHA OCHOBBIBATHCA HA COYETAHNM KITMHNYECKIX,
aHTPOIIOMETPUYECKNX NTaAPAMETPOB, COCTaBe Te/a
" 6MOXMMMYECKUX ITapamMeTpos [1].
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4, Hapyl.uel-wm COCTOAHUA NUTAHNA:

HeaoCTaTO4YHOEe NnTaHne n M36bITOUYHDbIN BeC

O6pa1.uaeT Ha ce6a BHuMaHMe [71aBa 4 o HapyLIE€HUN COCTOAHUA NUTAHWUA, IT€ TOBOPUTCA HE TOJIBKO O HENNO-

CTaTOYHOM IIMTAHUN, HO 1 O HPO6H€MaX 130BITOYHOTO Beca.

4.1. NocTaHOBKa npo6nembi:

MyKoOBUCUMAo03, HeAoCTaTOYHOCTb NTAHNA, M36bITOYHOE NUTaHWe, OXuNpeHune

Co BpeMeHM NYOMMKALMY IPEABIAYINX PEKOMEH-
Jauuit CUTyalus ¢ nutanueM npu MB cymiecTBeHHO
n3MeHnmach. KonmmuecTBo MCTONEHHBIX MMAIMEHTOB
YMEHBUINIOCh, 0COOEHHO B Pa3BUTHIX CTPaHAX, Of-
HOBPeMeHHO Hab/l0fanoch yBenudeHne MaleHTOB
C M30BITOYHBIM BECOM ¥ OXXVMPEHNEM, C Pa3INYHOI
YacTOTOM — 0T 6 10 33% 3a moC/IeHMeE BA IeCATUIETIAA.
BrisaBUIOCH BaskHOE pa3im4ne MeX/1y PasBUTHIMU
CTpaHaMM, I[je paCIpOCTPAaHEHHOCTb HEJOCTATOYHO-
CTU IUTaHMA cOCTaBsAeT 4-19% cpenu neTelt 1 B3poc-
npIX ¢ MB, 1 pasBUBarOIMMUCA CTPAHAMU, B KOTOPBIX
25-50% maLueHTOB CTpafalT OT HEJOCTATOYHOCTHU
nurtanusa [16-21].

IIpn MB cymiecTByeT «Kjaaccuyeckoe» HECOOT-
BETCTBUE MEX/y TIOBBIIIEHHBIMY SHEPTeTYeCKNMMN
MOTPeOHOCTAMY U HEJOCTATOYHBIM MOTpebIeHeM
nuumy. Ha npoTsakeHun gecATuneTnit CTaHgapToM
IueTonorndeckoir nomMomy npu MB cunranace BbI-
COKOKaJIOpMitHas AueTa C BBICOKMM COfiep>KaHMeM
Knpos [1.H. “Legacy diet”], HapsAay ¢ mpueMoM Xu-
POPAcTBOPVMBIX BUTAMIHOB U 3aMeCTUTE/IbHOI dep-
menTHoIt Tepanueit (PERT) mns npegorBpaeHns
He[JOCTaTOYHOCTY MUTaHM . B HOBBIX peKOMEHTAIAX
yHmensieTcs 60/IblIoe BHUMaHME «3[0POBOIi» fyIeTe KaK
CTaH/JAPTHOI IIPAKTHUKE C L{e/IbI0 N36€XaTb OXKMPEHN.

B HOBBIX peKOMEH/JALVSIX TIPVBEMIEHBI YeTKue IMPPbI
IUIs IOCTAHOBKY AMarHO3a HeJJOCTATOYHOCTY IINTaHMUA:
o st B3pocisix VIMT <18,5 kr/m?

o IS eTei:

HepocTarouHblit Bec: Z-score Bec /Bo3pact <-2 SD
min VIMT <5-ro nepueHTtuis, <-2 SD (= 2-ro nep-
LeHTWIA) MeJMaHHOTO pedepPEeHTHOTO 3HAUeHU A 10
BO3PACTY M TIOTY.

3agepxxka pocra: Z-score poct/Bo3pact < -2 SD
cpenHero pedepeHCHOT0 3HaYeHM A 10 BO3PACTY U IOITY.

[ls onpenenenst U36HITOYHOTO Beca/OXKUPEHNS:
o [/ B3POCTIBIX

» VIMT 25-29,9 xr/m? 111 U36bITOYHOTO Beca

» VIMT 230 Kr/m? /151 OKUpPEHNA
e I/ IeTell OT IBYX JIET U CTaplle:

- VIMT mexpy 85-94,9 nepueHTuNIEeM UIN Z-CKOP
VIMT >1 SD (~84-it nepLieHTu/Ib) BbIllle MEAMAHHOTO
pedepentroro nokasarens BO3 no nony u Bospacty —
U1 M30BITOYHOTO Beca

- VIMT 295-ro0 neprieHTUIA 0XXMPEHNA VN Z-CKOP
VIMT >2 SD (~98-J1 nepLeHTN/Ib) Bblllle MEAVAHHOTO
pedepenTHOro mokasaresst BO3 o mony u Bospacty —
I/ OKMPEHNA.

4.1.2. LleneBble nokasaTenn HyTPUTUBHOro ctatyca ana MB

B HOBOM JOKyMeHTe BBIFIeNIAETCA MYHKT, IOCBAIEH-
HBIJI LIe/IEBbIM IIOKa3aTe/lAM HYyTPUTUBHOIO CTaTycCa.

Ienesoit UMT npu MB Bbllle, 4eM IpOCTO HEHO-
NylieHne HeloCTaToYHOCTY nuTaHusa. OTMevaercA
ONTMMaabHOE IJIATO OCDBI%, ecnu nepueHTNNb IMT
cocTaBiseT okono 50 y mereit u 0komo 22 Kr/m? s
SKEHIIMH U 23 Kr/M? /11 My»X4nH [22].

4.2. HepoCcTaTOYHOCTb NNTAHUA
HepocrarouHoe nyTaHme Npofo/KaeT acCoOLMIPOBaTh-
s CXy/IIVM IETOYHBIM ICXOJIOM, CHYDKEHJEM KadeCcTBa
>KI3HM, TIOBBILIEHHBIM PUCKOM TPAHCIIAHTALIMN U yBe-
JIMYeHneM prcka cmeptn [21].

Hauacrory negocrarounoro nuranus npu MB moxer
0Ka3aTb OTPUIATENbHOE BIMAHNME OTCYTCTBYE HEOHA-
TaJIbHOTO CKPMHMHTA, HEAOCTYITHOCTD OIPeJie/leHHBIX
MeTonoB nevenus (neyeHve JHKa3oit, pepmentamu nog-
KTy IOYHOI JKeye3bl), 5K30KPMHHAS HeJOCTATOYHOCTD
HofpKenyRouHoii sxenessl (ITH), oTcyTcTBIE TPOTOBONID-
CTBEHHOI 0e30I1aCHOCTY, KO/TOHM3auus Pseudomonas
aeruginosa v BO3pacT Ha MOMEHT IIOCTaHOBKY JIMarHO3a.

Pannee BocctaHOB/IeHMe pocTa npu MB nmeer pemna-
Iolllee 3Ha4YEHMe, IOCKO/IbKY Hef[OCTaTOYHOe NUTaHNue

4.3. 136bITOUYHDIN BEC U OXKUPEHNE

BoijenieH nmaparpad, MOCBALIEHHBIT Ipo6IeMe 0XKM-
penus npu MB. CnenudmanbiMu i anyenTa ¢ MB
daxTOpaMu, CBA3aHHBIMM C M30BITOYHBIM BECOM VTN

ITuranue pereit rpypHOro Bospacra ¢ MB cunraerca
afleKBaTHBIM, €C/IV OHY IOCTUTAIOT HOPMA/IbHBIX IIep-
LIeHTH/Ielt Beca M POCTa, aHAJIOTMIHBIX Oy LA 6e3
MB, k nByX/1eTHeMY Bo3pacTy. ¥ mereit c MB nuranue
CYMTAETCA afIeKBaTHBIM, KOT7Ia POCT aHA/IOTMYeH POCTY
TeTeli COOTBETCTBYIOLIErO BO3PACTA, HE CTPA/JaloLIX
MB, u UMT npubnmxaercs k 50 meprertniio [1,2].

B MJIaJIleHYeCTBe VIMeeT TeHAEHIIMIO COXPAHAThCS U JO0-
TOHSAIOIINIT POCT MOC/Ie 2-JIeTHETO BO3pacTa TPYAHO
TOCTVOKUM. UeM [IorTbIIe COXPAHSAIOTCA afjleKBaTHbIe
TEMIIBI POCTa IIOC/Ie PAaHHETO BOCCTAHOB/IEHM A, TeM
JTydIIIe JIETOYHbIE MICXOZIbI B BO3PACTE IIECTH-CEMM JIeT
U IBEHaALaTH JIET.

B aTOM >Xe ITyHKTe BBIIBUTAETCS IOHATIE «OXKUpe-
HUe C HOpMaJIbHBIM BeCOM», Korfja Ha poHe HOpMaIb-
HOTO M/ fake nosbimenHoro VIMT umeercst Huskmit
YPOBEHb 0€3)KMPOBOIT MAacChl, YTO BCTPEYaeTCs IpU-
MepHO y 1/3 MB nonynanumu. IlogyepkuBaeTcs He06-
XOOVMOCTH pa3paboTKM afaTUPOBAHHBIX CTPATEr it
IJIs1 IpefOTBpallleHN s OXKMPEeHNs IPU HOPMaTbHOM
Bece [11].

OXXUpPeHVeM, B HaCTosI1Iiee BpeMs CIUTAIOTCS: 6oree
IIO3THMIT BO3PACT IIPU IIOCTAHOBKE [MarHosa, 6omee
CTapUINii BO3PACT, OTCYTCTBUE NMaHKPeaTUYeCKOl
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Tabnuua 1.
3amecTuTenbHasn
Tepanus naHk-
peaTuyeckumm
depmenTamu (30T)
1o nunase: pyKko-
BO/JCTBO KOHCEH-
cyca

168

HegocTatogHOCTH (PS), yHKIM TeTKUX, Ha/M4ue XOTs
6b1 onHOTO anens knacca IV unn V, npuem nBakagropa,
HU3KUII COLMATbHO-3KOHOMUYECKMIT CTATyC U MYXK-
CKoi 1071 JTaHHBIE O B3aMOCBA3M JIETOYHOI GYHKIUN
(onpenensemMoit Kak 06beM HOPCUPOBAHHOTO BBIIOXA 32
1 MunyTy - O®B,) ¢ M36BITOYHOI MacCOVt Tea y Tarm-
enToB MB nporusopeunssl. HekoTopble nccnefosanmsa
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onuceiBaT yrydmenne OPB, ¢ u3bpITouHOI Mac-
COIt Tena, [pyrye He HabMI0A0T JOOTHUTETHHOTO
HpeuMylLiecTBa U36BITOYHO Macchl Tena. OfHaKO
HOJYepKMBAeTCs, YTO CIefyeT u3berarb N30BITOYHOTO
Beca 1 oXupeHus npu MB, Tak kak ¢ HUMM CBSA3aHbI
cepbesHble MPO6IeMBbl, TaKle KaK: TMIePTOHMS, Th-
[epXO/IeCTepUHEMNs, CTeaTo3 IedeHn 1 auaber [16-19].

5. DepmeHTO-3aMecTUTeNIbHaA Tepanus NoAXKenyaouHon xenesbl

ITankpearudeckas Hegocrarounocts (ITH) BcTpe-
Jaercs 6oree yeM y 85% mropeit ¢ MB. Ok3okpuHHOE
Mopa’>keHMe MO KeNyJOYHOI JKele3bl HaUMHAeTCA
BHYTpuyTpo6HO. ITH IpuBOAUT K HEBO3MOXKHOCTHU
HOCTaBKM PePMEHTOB MOJKETYJOYHON Xele3bl B /IBe-
HafilaTUIIEPCTHYIO KUKy, HapyienHas cekpenus
61uKapOoHaTa IOMIKENTyJOYHO XKe/le301 IIPUBOIAUT
K JI/TUTe/IbHOMY 3aKVC/IEHNIO COfIePXKMMOTO B IIPOKCH-
MaJIbHOM OTZie/Ie BeHaALaTUIIePCTHO KMIIKY IIOCTIe
onopoxxHeHus xenypka. [IH guarnoctupyercs mo
HU3KJM YPOBHAM (eKanbHO 9macTassl — 1 (< 100 mr/t
Kaja; morpaHuyHble 3HaueHust 100-200 mr/r).

3amecturenbHylo pepmenTHylo Tepanuio (3OT)
MO/ >KETYOYHOII >Ke/le3bl CeyeT HauHaTh BCeM
nmanueHTaM C MpU3HaKaMu 3K3okpuHHON ITH.
IIpueM ¢pepMeHTOB IOMKENYSOTHOI XKele3bl IpK-
BOJIUT K YIYYLIEHNIO aHTPOIOMETPUYECKUX TI0Ka-
3aTesell M CBA3aHHBIX C MaJIbJUTECTHEN XKelyJOYHO-
KUIIEYHBIX CUMIITOMOB [22].

He pexomeHzyeTcs pyTUHHOE MICIIO/Nb30BaHNE MH-
rnbutopoB nporounoi momimsl (VIIII) ¢ nenpio mo-
BoiureHus1 adpexTnBHOCTU PepMenTOB. EC/iu oHM Bee
Ke Ha3HAYaIoTCH, KIVHIYEeCKMe Pe3yIbTaThl IedeH A

MaIMeHTOB, MOy YAl MX TaKue TeKapCTBa, JOTIKHBI
TIIaTe/IbHO KOHTPONMPOBAThCs. [Ipuem aTux mpe-
[apaTOB JO/KEH OBITh peKpallieH, eC/Iu TeKY LIt
MOHUTOPVHT He II0Ka3bIBaeT YIy4LIeH! A CUMIITOMOB.
IIpu monrocpounom ucnonbsosanuu VIIII y mereit
HeoOXO[[MMO YYUTHIBATb HOTEHIMa/IbHbIEe II0OOYHbIE
3¢ deKTsI, K BaXKHENIINM 13 KOTOPBIX OTHOCSATCS
HOBBILIEHNE YA3BMMOCTY K KMIIEYHBIM MH(EKIMAM
M CUHJPOM M36BITOYHOTO GaKTePUanTbHOIO POCTa.
HepaBHee uccnemoBanme y B3pocnbix ¢ MB noxasaro,
yTo AnurenbHoe npuMenenne VIIII moxxeT noBblaTh
PUCK JIeTOYHO MHPEKLMM, He yAydllasa Ipu 3TOM
HYTPUTUBHBII cTaTyC [23].

Josuposanne 3T (Tabnuua 1) IpoBOAUTCS UH-
AUBUAYaAbHO, UCIONb3Ys HauboIee MOAXO AN
3HaMeHaTenb* /sl HasHadyeHUs1 GePMEHTOB IOfKe-
JTYIOYHOII JKeJIe3Bbl.

(* - Pexomenpganuu o 3OT BeIpakalTcs B egu-
Hunax nunasel (EJI)/rpamm nuigeBoro sxupa, EJI/
KT MacChl Te/la ¥ Ha KT MacChl Tejla Ha IIpKUeM INUIN.
VIsMeHeHe 3HAMeHATe A IPUBORUT K BapHaOeIbHOMY
KOIM4YeCTBY (pepMEHTOB IO/ KeNTyAOYHOI XKee3bl Ha
HpueM MUIIN)

Bospact PekomeHgyemble fo6aBKU

Mnapenns (o 12 mec)

2000-4000 ef. mumasel /120 MJI MOIOYHON CMeCH M/IH TPYTHOTO MOJIOKA M IPUOIU3UTEND-

HO 2000 en. numaspl Ha 1 r XXKupa B nuie

Hetu 1-4 net

2000-4000 exy. muma3sl Ha 1 T KUpa B IMKIle, yBEINYNBAs FO3Y IIPY HEOOXOAMMOCTI
(mo 10000 ep. mumassl Ha 1 KT Beca B CyTKH)

Hauartb ¢ 500 ef. m1ma3bl/Kr Beca Ha IIpyeM IUIIN, jajlee TUTPOBATb 03y O MaKCUMaJIbHOIL:

Jetn > 4 net u B3pocible

« 1000-2500 en. mMIasbl/Kr Ha IpUeM MUY, VTN
« 10000 efi. MMIIa3pl/KT B CyTKU, WIN

* 2000-4000 Ha 1 r>xupa B nulle, NepeKycax UaM HalUMTKaX, COfepXKaluX >XUp

B kadecTBe mapaMeTpOB IPaBUIbHO IIOZOOPAHHOI
no3bl 3OT pekoMeH/IyeTCA UCIIONB30BATD: AVHAMUKY
aHTPOIIOMETPUYECKUX XapaKTePUCTUK U KO3PPUI-
enTta abcopbuuu xxupa (KAX), npusHaHHOro 9Ta/I0H-
HBIM CTaHJAPTOM JI/IS1 OLIEHKY YCBOEHM A INeTNIECKOTO
>Kmpa [25].

IToMrMO IpaBUIBHO MOFOOPAHHOI KO3BI PpepMeH-
TOB, Cepbe3HOI MPo6IeMOIt ABIAETC COOMOeHME
komitaeHca no 3OT. Uem crapiire pe6eHOK, TeM TPY/i-
Hee orcnexusarb npueMm 3PT, B cBA3M ¢ MOBBILIE-
HIeM He3aBVMCUMOCTY Vi CHUYKEHUEM POJMUTENTbCKOTO
koHTponsA. Tpygraoctu B HasHavenyn 3OT moryT mo-
ABUTHCA Y HAllVIEHTOB, TIOMyYalomyX HOYHYIO TUIIepa-
JIMMEHTALVIo yepes 30HA. CTaHJapTHO peKOMEH/yeTCA
HepOpanbHBIIl IpueM GepMEHTOB, B COOTBETCTBUNI

C KOJIMYECTBOM IIOTPEOISIEMOrO XIUpa, B HaYajIe 30H-
DOBOTO MUTAHNUsI M B HOYHOE BpeMsl, eciyu 6OTbHOM
6oxpcTByer.

Beepenne 30T mMmafieH1IaM TaK>Ke MOYXKET IIPeJiCTaB-
JTH HeKOTOpBIe mpobiemer. Heobxopmmas fo3a cMe-
IIMBAETCA C HeOOMBIINM KOMMYECTBOM IIPOAYKTA IN-
TaHMA (CMeCh, IIope, ranre) 1 faetcs u3 1oxku. 3OT He
crenyeT fo6aBIATh B BeCh 06beM MUTAHNA MIaeHIa.
DepMeHTHI B HEOHTEPOCOMIOOMIBHON VIV TOPOIIKO-
06pasHoI popMe MOXKHO CMEIINBATD C IUTAHIEM, €C/IN
[epOpaNbHBIIL IpreM MUKpocdep HEBO3MOXKEH.

ITpaBunpHOCTD preMa 3O T HEOOXORUMO KOHTPO-
JIMPOBATh eXXeMeCIYHO JIS MIafIeHIIeB, pa3 B 3 MecsAla
I/ fieTell ctapuie 1 roga u MogpocTKOB, U KaXK/ible
6 MecsI1eB IS B3POCIIbIX.
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Tabnuua 2.
PekomeHpaumu no
NPUMEHEHNIO XXUPO-
pacTBOPUMbIX BUTa-
MWHOB AN nogen

¢ MB v HepgocTaTOu-
HOCTbIO GYHKLMN
noAXenyaouHou
xenesbl

6. Xnpopactsopnmble BATAaMUHbDI

9x3okpuHHasA [1H BcmencTBre HapyleHUs BCachblBa-
HS KVMPOPACTBOPMMBIX BUTAMIHOB MOYKET IIPUBECTI
K 9KXMMO3aM u3-3a TpomboobpasoBanms (gepunnr
ButamuHa K), atakcuu u nepudepudeckoir Heltpo-
natuy (gebunur ButamMyHa E), HapyleHno HO4HO-
ro 3peHus u Kcepopranbmun (fePUUUT BUTAMU-
Ha A), ClTa3MaM U CyOpOTraM MBbIIIIL], OCTeOMAIALNN

u octeonoposy (meduunt Buramuna D). ITanneHTs!
¢ MB pa>xe ¢ coxpaHHOI QyHKIMeit IOIKeTyLOYHO
JKere3bl TAK>Ke TIOABEPXKEHbI PUCKY AedUIINTa XKUPO-
PacTBOPMMBIX BUTAMUHOB [26-28].

PexoMeHAAL[MI ITO ZOIOTHUTETBHOMY IPUEMY XKI-
POPacTBOPMMBIX BUTAMIHOB OCTAIOTCs 6e3 M3MeHe-
HUI 10 cpaBHeHuIo ¢ 2016 rogoM [2] (Tabmnua 2).

KonnuectBo 3aBuCUT OT YPOBHA B CBIBOPOTKE

u popmsr fo6aBKM:

Perunon (mpedopMupoBaHHBIIN):

e HAYVMHATh C HU3KUX 103

e QANTHPOBATH OBICTPO O ZOCTVKEHNU S HOPMaJIb-
HBIX peepeHTHDIX 3HaUEHNIT B CHIBOPOTKE
Bera-xaporun (mpoBuTamMuH A):

Butamun A

Hopmanbable pedepeHTHDBIE
YPOBHIU JaeT mabopaTopus, Ipo-
BOJSILIAsT aHAIN3

MOHUTOPUHT TPOBOJUTCS
€XeTOJJHO I yepe3 3-6 MecsAleB
TI0CTIe KOPPEKITNI FO3bI

Takoxe TeCT HEOOXOLUM IPY II/Ta-

o HasHaubTe 1 MI/Kr/meHb (MakcumMym 50 Mr/fmeHb)
Ha 12 Hemenb

 IpPOAO/IKAITe HA OAAEPXKUBAOLIel f03e (MaKCH-
myMm 10 Mr/geHs)

HUPOBaAHUN 6EPCMCHHOCTI/I

B 3aBucumoctu ot YPOBHA B CBIBOPOTKE, KOTOpasAa
3aBUCUT OT 1'10Tpe671e1-m5{ C HI/[HIC]Z n 3KCH03]/ILII/[€I7I

CbIBOPOTOYHBIII yPOBEHD
25(0OH)D munumywMm 20 HI/MI

K COTHEYHOMY CBETY:

o HauajbHbIe 03Bl [13 (xonekanpudeporna)
» Mnagenust or 400 ME/nens o MakcuManbHOM!

Butamun [l no3bl B 1000 ME/nenp

(50 amonB/MIT)

MOHUTOPUHT IPOBOAUTCS
€XXerofHo 1 4yepe3 3—-6 MecsIieB
110CJIe KOPPEeKLMY JO3bI

» Bce ocranpubie oT 800 ME/meHp o makcumasib-

"o o3bl B 2000 ME s mereit 1-10 et u 4000
ME pis 60ee cTapmIMX HaIIEHTOB
o IToppep>xuBaoas fo3a: afalTUPyIiTe B COOTBET-
CTBMU C YPOBHEM bl CBIBOPOTKE, IPEATIOYTUTEIBHO
u3MepsieMoll B KOHIle TEMHBIX MeCsLeB

Iosuposaune anbda-Tokodepona:

» 100-400 ME/fenn

Buramus E (Tokodepornsbr)

e 50 ME/neup qns mmameHiieB o 1 roga

CooTHoeHne
anbda-Tokodepon/xonecTepuH

B I1a3Me > 5,4 Mr/t
MOHI/ITOPI/IHI‘ €XEerogHo n CHyCTﬂ
3-6 MecsIeB MOC/Ie KOPPEKIUM
HO3BI

Buramun K1

Burammu K e Mnanennsl 0,3-1 Mr/geHn

PYTI/IHH])IC 610XUMMYECKIE
METOABbI MAJIO NOCTYITHBL

o OcranbHble leTy 1 B3pocyble 1-10 Mr/feHp

broxmmMmyeckyo olleHKY COfiep>KaHMsA BUTAMU-
HOB U MUKPO3JIEMEHTOB C/Ief[yeT MHTEPIPeTHPOBaTh
C OCTOPOXXHOCTBIO BO BpeMs 060CTpeHNus 6poHxKoIe-
TO4YHOTo npolecca npu MB.

Y manuenTtos ¢ MB u sksokpunnoii IIH yposan
SKMPOPACTBOPVMBIX BUTAMIHOB B II/Ia3Me JKe/laTe/TbHO
OLIEHUTD IIOC/Ie Hayajia pueMa GepMeHTOB U BUTA-
MUHHBIX J06aBOK; Yepe3 TPU-LIECTh MeCALEB MOCTIe
Havasia U1y U3SMEHEHM A BUTAMUHOTEPANINH; U B la/b-
HelilleM eXXerof{Ho. Y IallieHTOB, IOy Yalole aeve-
Hue MopynAatopamu CFTR, He06X01MO IPOBEPUTDH
YPOBHU KMPOPACTBOPUMBIX BUTAMIHOB CITYCTSA TPU
MecAIla IOoC/le Havyajla Tepanuu, 0oCo6eHHO Y fieTeit
PaHHEro BO3pacTa ¥ IOAPOCTKOB, KOTOPBIM MOKeT
HOTPe6GOBATbCS CHIDKEHE HO3MPOBOK.

Y manuenToB ¢ MB 1 coxpaHHOI 9K30KpUHHOI
byHKIMeI TOfKeTy OYHO Kele3bl YPOBEHb KU PO-
PacTBOPMMBIX BUTAMUHOB B ITa3Me MOXXHO OIleHM-
BaTh 1 pas B rog.

Heo6x0a1MO0 IpUHUMATD XIPOPACTBOPUMBIE BH-
TaMMHBI BMECTe C MNIIEH C BBICOKUM COflep>KaHMeM
KUPOB 1 fobaBKaMy HepPMEHTOB IO >KeTyLOUHOI

KeJIe3bl I/ yAy4lIeHNA yCBOeHNA. ITO He HYXKHO,
€C/I BUTAMUHHBII Ipernapar B BOJOPacTBOPUMOIN
dopme.

YpoBeHb BuTaMyHa D He06X0OAMMO HOAePKUBATD
BbIIIe ypoBHA 20 Hr/M (>50uMonb/1). LleneBoit ypo-
BeHb Butammua D gomxken cocraBnaTs 30-50 Hr/Mit
(75-125 umons/n). YpOBHM He JLOJDKHBI IPEBBILIATH
100 mr/mn (250 HMonb/1). B HOBOM KOHCeHCyce mpu-
BOJATCA I0Ka3aTe/NbCTBa TOTO, YTO TMIOBUTAMIHO3
D noBbllaeT pUcK pasBUTUA fuabeTa acCOLUUpo-
BaHHOTO ¢ MB 1 puck 6oree pannero ero ebiora [26].
IMTanueHTaM ClefyeT NPUMHUMATh BUTaMuH D B Buje
xonexkanbundepona (D3).

Hepocratounsiit yposenb ButamMuna D moxer 3a-
BUCETD OT THIIA IpenapaTa. Ecinu He yaerca foctuyb
JOCTaTOYHOTO YPOBHA C IIPEIapaToM Ha MacC/AHON
OCHOBE, MOYXHO JICIIO/Ib30BaTh BOIOPACTBOPUMYIO
¢dopmy npemnapara 1y Hperapar Ha OCHOBE IIOPOIIKa.
Ecnu ypoBHY HeJOCTaTOYHBI WK AeUIUTHBL, Bpayd
TOJDKEH VICK/TIOYMTD HeCOOTI0IeH e Ha3HaYeHHOTO pe-
KMMa KaK Ipu4nHy gepunnra. Heob6xommmo npokoH-
CY/IBTUPOBATBCA C SHIOKPUHOIOTAMH B CTyYae, eCn
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COXPaHAKTCA TPYSHOCTH C IOAep>KaHNMEM yPOBHA
ButamMuHa D Boime 30 Hr/Mi (=75 HMONbB/M) U O~
TBep)XXZIaeTcs COOMofieHIie Ha3HaYeHHOTO PeXXMMa.
BepemeHHbIe )KeHIIVHBI JOMKHBI TPYHIMATD JIOTION-
HuTenpHbIe 106aBKY B pa3mepe 600 ME (15 mr) B fieHb.

YpoBeHb BUTaMMHA A PeKOMEH/YeTCA KOHTPOIN-
poBath 1 pa3 B rof, unu yaiie (pa3 B 3-6 Mec) npu
M3MEHEeHMM [O03bl MM B 0COOBIX CUTYalMAX, Ha-
npuMep, TaKIX, Kak 6epeMeHHOCTb. IIpuem BuTa-
MIHa A JO/KeH NPUBOAUTD K HOPManN3alun ero
ypoBHs. B PykoBozicTBe BhIIeNieHa HOBas Ipobiema:

experimental & clinical gastroenterology | N°228 (8) 2024

runepBUTaMMHO3 BuTaMuHua A. Heobxopnumo tiia-
Te/IbHO KOHTPOIMPOBATh €ro YPOBEHb IOC/Ie IPOBe-
TeHMA TPAHCIJIAHTALlMM U BO BpeMsA Tepaluyu MOJy-
naropamu CFTR.

B noBOM PykoBopicTBe mojj9epKMBaeTCA BaXXHOCTh
ButaMuHa E B opranusme 60mpHoro MB 1 uto agexBat-
Hoe obecriedeH e MM )KM3HEHHO BaXKHO 15l 30POBbSI
JIETKMX U aHTMOKCUJJAHTHOTO CTaTyca.

Yposenb ButamuHa K Heo6xon1Mo 0cobeHHO TIa-
TEe/IbHO OTC/IEXMBATh Y HOBOPOXK/I€HHBIX I ITAIIIEHTOB
c accounnpoBaHHBIM ¢ MB 3aboneBannem neveHn.

7. CoxpaHHasa ¢yHKUMA nogkenygouHom xenesbl (MC)

B HOBBIX peKOMeHAIMAX MOABUIICA OTHENbHbIN pas-
men «CoxpaHHasA GYHKIL A TOKETYLOYHON XKee3bl».
Y nmaumeHTOB C COXPaHHON QYHKIMEN ITOJXKeny[04-
HOI1 JKe/le3bl ONpeNesaTh GeKanbHyIo 91acTasy-1 He-
06XOIMMO €XXETOHO.

Y manuenToB ¢ coxpanHoit ¢dynkumeir IDK pexxe
BCTpeYaeTCs HeJOCTATOYHOCTD Beca U 60Jiee BEICOKA S
BEPOSITHOCTD Pa3BUTHUs M3OBITOYHOI MaccChl Tela
M OKMPEHUA. Y 3TUX NalMeHTOB HaOMoaeTcsa Xy /-
IV TUIUAHBI TpoduIb 1 6071ee BHICOKMI IPOLIEHT
aHOMa/IbHBIX TUIUJOB 10 CPABHEHMIO C MallyieHTa-
mu ¢ ITH, noatomy uM pekoMeH/jyeTcsl MpoBeJeHNe
CKPMHNMHTA Ha Ha/lW4Me CTaHIaPTHBIX CEPAEYHO-
COCYRUCTBIX PAaKTOPOB pUCKa (Halpumep, JUCIHU-
MUIEMUN).

Ecnu B mpeppifymux peKkoMeHauuaX Moep-
JKMBAIOCh MHEHMeE, YTO MallMEeHThl C COXPAaHHOII

8. MutaHne n GyHKUNA Nerkux

B PykoBopicTBe MPpUBOAATCA OKa3aTeNbCTBA TOTO,
YTO [/Is YAYYIIEHNS COCTOSHMS GYHKIUN TIETKUX
U yBeNMYeHUs IPOROIKUTEIbHOCTY KU3HN HEOO-
XOIMIMO CTPeMUTbCA K MO Aep>KaHNI0O HOPMaJbHOTO
VIMT u HOpMa/IbHOTO COCTaBa Tesa (T.e. KOMM4YecTBa
JKVMPOBOJ MacChl 1 6€3>XMPOBOIL MAacChl B IIpefenax
HOPMBI /151 BO3pacTa U MOJIa).

HopmanbHblil AuanasoH MokasaTeneil Bec/Bo3pacT
U J/IMHA /BO3PACT AJI Maslblllell Majlie 2 JeT, ONTHU-
MmanbHbI IMT y fieTeit cTapiiero Bodpacrta 1 B3pOC/IbIX

¢bynxmmert IDK Takoke HOABep>KeHBI PUCKY AeduULuTa
XXMPOPACTBOPUMBIX BUTAMIHOB, TO B HOBOM KOHCEH-
cyce JaHHOE yTBEpXKJeHMe NprobpeTaeT MHAMBUIY-
QJIbHBII TIOJXOM, ¥ MOHUTOPUHT YPOBHA BUTAMUHOB
B II/Ta3Me PEKOMEH/IOBAHO IIPOBOJYTD €XKETOTHO.
CoBpeMeHHbIe MCCIeOBaHNUA OOHAPYXIIN U APY-
Tye Ipo6/IeMbl y TaleHToB ¢ MB ¢ coxpaHHOIT GyHK-
nueit IDK. IToTpebneHne HaChIIEHHBIX XM PHBIX
KMCIIOT 60/IbHBIMY MB 6b1/10 BbILIEe pEKOMEHIYEMOTO
ypoBHs (Ha 15,8% >10%), 4TO MOXeT CIIOCOOCTBOBATD
PasBUTHIO CEPAEIHO-COCYAMUCTHIX 3a60/IeBaHMIL B 60-
Jlee II0371HeM Bo3pacTe. B ;pyrom nccneoBaHyy HoKa-
3aHO, 4TO y manueHToB ¢ MB 1 I1C 661710 06Hapy>keHO
yBeIMYeHNe TONIMHDBI KOMIIEKCa MHTUM — Mefjua 110
cpaBHeHu1o ¢ ITH, 4T0 TakKe IO YepKHY/IO HEOOXO M-
MOCTb ITlepecMOTpa TPaIUIVIOHHBIX PeKOMEH AL M1 IO
muerte mpu coxpannoit gyrkuyeit IDK npu MB [29-32].

Koppenupyior ¢ ynyyuienueM OOB,. Buemrarenbcrsa,
HallpaBJIeHHbIE Ha y/Iy4lleHNe NUTaHUA B PaHHEM
BO3pacTe, MOTYT MPUBECTY K yAYUIIEHNIO GyHKIMU
nerkux B 6onee nos3gHeM Bospacte [20,21]. Hannune
coxpanHoit pyHkuyu IDK y naunentos ¢ MB 1o cpas-
HeHUIo ¢ Temy, y koro IIXK crpapaer, cBsa3aHo ¢ 6onee
BbICOKMMU ypoBHAMU QDB , myuieit nerounos Gynx-
LMelt, MeHee TSAXKeIbIM 3a00/ieBaHMeM NIETKuX u 6onee
MeJIJIEeHHOJ CKOPOCTbIO CHUIKEHU A O<DB1, KoTOopad,
H0-BUAMMOMY, He 3aBucut ot VIMT [31,32].

9. NMuTtaHne mnapeHUeEB, feTen ACesibHOrro BoO3pacTa U CTapLunx aeten

Pexomenpgauny o nutanuio B Espore [2], CIIIA [27],
Ascrpanmuu n HoBoit 3enannuu [28] HanpaBieHbl Ha
MaKCUMaJIbHO€ COXpaHeHMe I'PYAHOTO BCKapM/INBa-
HuA. HesaBucuMo oT craryca nojKenyLo4HOM xXe-
7e3bl, MIaZleHIIbl ¢ MB Oo/I>KHBI IOMyYaTh MCKIIOYN-
Te/IbHO TPyJHOe BCKapM/IMBaHIe /0 CBOEBPEMEHHOTO
BBeJIeHNs IpUKOpMa (4-6 MecsLeB B COOTBETCTBUU
¢ pexomernpanusamu ESPGHAN u BO3), n nanee co-
OTBETCTBYIOIIETO BO3PACTY BBEJEHN s HEOOXOMMBIX
TIPOZIyKTOB BIIOTH /10 IBYX 7IeT. [Ipomaranya rpyfHOTO
BCKapMJIMBaHMsI JO/DKHA BK/TIOYATh KaK MOXKHO 6ortee
PaHHIOI NOAAEPXKKY TaKTaLlUM, KaK B OO/IbHMILIE, TaK
W [I0 MECTY XXUTENbCTBa [33].

Ina mnageHues ¢ guarsosoM MB pexoMeHnpyeTcs
obecriedeHye BOSMOXXHOCTY 00OTalleHNs TPYLHOTO

MOJIOKa M/IV CHAaG>KeHMsI COOTBETCTBYOLIMMY MOTIOY-
HBIMM CMECAMU, HACKOJIBKO 3TO HEOOXOIMMO, B Tede-
HIle IIePBOTO TOfja XXU3HM, C L|e/IbI0 BOCCTAaHOB/ICHM
HOpPMaJIbHBIX Z-CKOPOB Beca M POCTa [JIsI BO3pacTa.
IIpukopM criefyeT BBOLUTD B TOM K€ BO3pacTe, KaK
9TO PEKOMEH/[OBAHO JI/IsI HaCe/IeHM I B LI€/IOM.
@opMupoBaHMe aj[eKBaTHOTO MAIEBOTrO IOBe-
IEeHMsl, TO3UTUBHOTO OTHOIIEHUA K NUIE U KOH-
CY/IbTaliMM 110 IUTAHMUIO /I CeMell JO/KHBI ObITD
9acThI0 pabOTHI M 0OYUEHU /15T MHOTOIPOUIb-
HOJ KOMaH/IbI CIIEMaINUCTOB B oO6mactu MB. BaxkHo
3a/I0KUTH OCHOBBI OCO3HAHHOTO OTHOIIEHUS K M-
TAHUIO Ha IIPOTSDKEHNM Bcelt Xu3uu. [IpueM nuimn
He JI0JDKEH [IPeBpalaThCs B 110Jie OMTBBI, a JUETOIOT
Y TICUXOJIOT JO/KHBI CIIOCOOCTBOBATD IIO3UTUBHOMY
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B3aMMOJ€/ICTBMIO ¥ OBEJIEHNIO BO BpeMs €Jbl.
IITKO/MBHELIT BO3PACT — 9TO 3TAIl, HA KOTOPOM pebeH-
Ka CJIefiyeT IOOPATh MOTYYUTh 6a30Bble 3HAHUA

0 T/IaBHBIX (PM3MOIOTMYECKMX IIPOIleccax 1 6paTh Ha
ce0s1 BO3PACTAIIYI0 OTBETCTBEHHOCTD 3a IIUTaHME
u npuem 3T [1].

9.2. KopmneHue mnageHueB ¢ MeKOHueBbIM nneycom (MU)

ITanuentos ¢ MU crepyer paccMaTpuBaTh KaK Halm-
€HTOB C BBICOKMM YPOBHEM HYTPUTUBHOTO PUCKA, 11O
CpaBHEHUIO co cy4yasimu ¢ MB 6e3 M. [oBslieHne
OCBEJIOM/IEHHOCTM ¥ OMTETbHOCTY JO/IXKHBI ITOJ-
Hep>XMBATbCA MYNbTUANCIUIIMHAPHON KOMaHO,
BKJTIOUAIOIell CIIEI[aIIICTOB B 0OIacT! IeTCKOI XM-
PYPruy, HEOHATONIOT MY, TACTPOIHTEPONIOTUN U iHe-
TOJIOT M.

Minagennam ¢ MU nociie Xupypru4eckoro BMe-
marenbcTBa (0Komo 70%) mepBOHAYaNIbHO TpeOyeTcs
nopiepKa napentepanbHeiM nuranveM (I1I1), pns
obecrniedeHns ux pocra. IIpu BbI6Ope perenTypsl na-
PeHTepanbHOTO MUTAHMA TIPEOYTUTETHHO VCIOb-
30BaTh IpenapaThl C NTMIOUTHBIM IPOTUBOBOCHAIN-
Te/IbHBIM IPOdIIeM, BKITIOYAIOIeM TPUITULEPUAbI CO

10. NMuTaHmne B3poCnbIxX

C pasButuem 60/E3HN U yBeNMYCHUEM IIPOFOIKI-
TeJIbHOCTM XXU3HMU, C TeYeHNeM BPeMeHM! B IOMYIIs-
LMY MalXeHTOB ¢ MB Habn0maeTcsa pocT YacTOTHI
ocnoxxHeHuit. IToce Hayama NpUMeHEeHN BBICOKO-
sdpdexruBHBIX MOgynaTopoB CFTR coobujaercs
00 yBeTMYEeHNN JACTOTHI M3OBITOYHON MACChI Tema
U OKMPEHMU S, a TAKXKe 00 ycuneHn KapauomMeTabo-
nudeckux GpaKkTopoB pucka. Kpome toro, y B3pocibix
6onbHBIX MB 4Yalle BCTpedaloTCs OCTEONEHNUA U OCTe-
OIOpPO3, 30Ka4eCTBEHHbIe HOBOOOPa30BaHNA, a TAK)Ke
3a00/eBaHNA MOYEK.

Ins maumentos MB ¢ BospacTom Heob6x0amMMO
PeKOMEH/[0BATh COOTBETCTBYIOUIYI0 KOPPEKI[MIO

10.1. bepemeHHOCTb

Y >keHIUH ¢ MB, KoTOpbIe ITTaHUPYIOT 3abepeMeHeTh

U BO BpeMsA 6epeMeHHOCTH, HeOOXOAMMO IIPOBOUTD

VHAVUBYUAYAIbHYIO OLIEHKY 1 KOPPEK IO TN TAHIS IS

moctuxeHns npuemnemoro VIMT u cooTBeTcTByOIIe-

ro Habopa Beca, a TaKXe IpueM F06aBOK C JOCTATOY-

HBIM KOJIMYeCTBOM BIUTAMUHOB ¥ MUKPO3/IEMEHTOB.

O1leHKy IMTaHNUA BO BpeMs 6epeMEHHOCTHU CIefiyeT

IIPOBOAMTD Yalle.

o Pexomenpyercs umetb VIMT 22 xr/m? fo 6epemeH-
HocTu. Ecu aT0 He 6ymeT JOCTUTHYTO, OIyOIN-
KOBAaHbI PEKOMEH/AINI [T0 TEMIIAM yBeTUIeHUsI
Beca BO BpeMst 6epemerHoctH [3]. Hanpumep, ans
skeruHbl ¢ VIMT no 6epemenHOCTH <18,5 KI/M?
peKoMeHflyeTcs MpubaBKa 3a BpeMs 6epeMeHHOCTH
12,5-18,0 xT.

cpenHeit guuoit nenu (MCT) u ppibuit xxup, 4T06b!1
MUHMMM3MPOBATDh PUCK XO/IeCTa3a.

Kak To71bKO 6yeT couTeHO Lieiecoo6pasHbIM, IOCIe
paspelneHus okkawosuu MV, crenyer 6e3 mpomepie-
HJIA HAYaTb ¥ IIPOJO/IKATh SHTepabHoe mutanue (OH),
C Y4eTOM IIepeHOCUMOCTH. Bpi6op THma nmuraHus npu
MM moxeT 6bITb pa3HOOOPa3HBIM (TPYAHOE MOJIOKO,
CTaHJapTHaA WIN CIelMaIu3MpOBaHHAA cMecCh (Ha-
IIpuMep, aMUHOKICIIOTHAS CMeCh, TUPOIM3AT OeKa
n MCT) cornacHo KmHM4Yeckoi npaxruke. HesaBucumo
OT BBIOOpA TUIA IMTAHMA M HATNIMA SHTEPOCTOMBI,
Heo6XO0fiMIMa COOTBETCTBYIOIIAS 1032 3aMECTUTEIbHOI
depmenTroit repanuu [TXK, a Takxe Bo3mereHne o6be-
Ma XVIKOCTI U HATPYLSL, KOTOPBIe JO/DKHbI ObITh afalITH-
POBaHBI K eXKefHeBHBIM IIOTEPSIM depe3 cToMy [34].

MUTaHNUA, afJleKBaTHYIO TYIpaTaluio 1 GU3NYECKYIO
aKTUBHOCTb, AJIs yBeTUUeHMs 6e3)XUPOBOIL MacChl
Te/la I IPeJOTBPallleH N ee yTPaThl.

B PykoBojcTBe peKoMeH/lyeTcsA IPOBOJUTD Pas/in-
une Mexxay [IH n I1C- manmentamu ¢ MB B oTHOIIeHUN
nuetoTepanuu. Bspocnbie 6onbHble ¢ [TH u Hapy1eH-
HOIT QYHKI[Vel TerKMX OABEePraloTCs HOBBILIEHHOMY
pucky HepgocrtatouHocTu nutanus. IIC - Bapocibie
¢ 6orlee TErKMMU JIETOYHBIMM CUMIITOMaMu 6oree
IOfiBEPKEHBI PUCKY 1306bITOYHOTO nuTanus. OfHaKo,
BCTpevatoTcs 1 nanyeHTsl ¢ MB u ITH, ¢ u365ITOYHBIM
BECOM U O>KMpeHneM. Pasnmnums B HyTpUTUBHOM CTaTy-
ce TpeOyIOT MHAMBUIYaIbHON JUETOTepaINN.

o IIpuem Butammua A B gose 10000 ME/cyT He pe-
KOMEHJIYeTCS M3-3a CBA3Y C IIOBBIIIEHHBIM PUCKOM
BBIKMZBIIIA U BPOKJEHHBIX OPOKOB Pa3BUTHUA.

» PexoMeHI0BaHO HaYMHATD MIPEHATA/IbHbINA IpUEM
(domnmeBoit KUCIOTHI ¢ K03UPoBKY 400 MT.

 BoBpems 6epeMeHHOCTY M KOPMJIEHNSA IPYABIO BaK-
HO HO/Ty4YaTh IOCTATOYHOE KOMMYECTBO KXUIKOCTH.
Omrymuienne xax sl mpu MB Mo>xeT ObITb HapyIIIeHO.

Kopmsume MaMbl B cpefiHeM TpeOYIOT H0O6aBKM
B 500 kkan/mensb. [pygHOE BCcKapMInBaHMe, TOBbI-
IIaoliiee IOTPeOHOCTD B MUTaHUM KOPMsILIielt MaTep,
MOXXeT ObITh BBIHY>KJ€HO IIPeKPall[eHO Y >KeHIMH
C HEBO3MOXKHOCTDIO IOfIIeP>XKMBATh HOPMA/IbHBIN QM-
3M4ecKuii cratyc [35].

11. MnweBble 4O6GaBKN NP MyKOBUCLNAO3€e

ITepopanbubie nuiesslie fod6asku (IIT1]) (oral nu-
tritional supplements - ONS) MoryT 6bITH HOME3-
HBIM JUUISI TALllIeHTOB, Yeil HYTPUTUBHBIIL CTATyC
0CTaeTCsl HU3KUM, HECMOTPS Ha KOPPEKLUIO M1~
TaHud, ontumusanuo 3OT u B oTcyTCcTBUE dax-
TOPOB, CBS3aHHBIX CO 30POBbEM, UM IIOBEJEHYe-
CKMX IIpo6yIeM, KOTOpbIe MOT/IM 6bI CIOCOOCTBOBATH

HEJOCTAaTOYHOMY NUTAHUI0. KIMHUIIMCTHI JOJI>KHBI
perynsapHO OCMaTpUBaTh U OLlEHMBATh MAIMEHTOB,
koTopsele nmpuauMaiT III1]], 4To6BI OnpesennTh
UX BIAMSAHNUE U HEOOXONMMOCTD [Ja/IbHEIIEro uc-
nonb3oBaHus. KpoMe T0oro, f06aBKM TakXe MO-
T'YT UCHONb30BaThCA [/ YAYyUYIIeHUA CTaTyca 1o
KOHKPETHBIM NUTATeIbHBIM BelleCTBaM, TAKUM
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KaK HeHacChII[eHHbIe )KMPHbIE KICTOTHI, MITHEPATIbI
u ButaMuHbl. ClefyeT yAensaTh BHUMAaHME TOMY,
4TOOBI IIpMeM NUIIEBHIX [0OaBOK obecredynBan Ko-
MOMTHUTEbHOE NMUTAHME, @ HE 3aMEH A OCHOBHBIX
npreMoB numu. B HacTosee BpeMs JOCTYIIHO
6onbiroe pasHoobpasue GopM BBHIIIYCKa U BKYCOB
IIII[I, 9T0 MOBbIIIAET BEPOATHOCTD HATU IIPOJYKT,
OTBEYAMOIIMI TMYHBIM IPEJIOYTEHUSM, X CBOLUT
K MUHMMYMY YyBCTBO YCTAlOCTH OT BKyca («mpue-
IaeMOCTb»), 0 KOTOPOM YacTO COOOIIAIOT HPY J/IN-
TeJIbHOM MCIIONb30BaHUM J06aBOK [36].

Ecnu ontuMmsanus mepopanbHOTO MUTAHUS HE
[I03BOJISAET HOAfEPKUBATh ONTUMATbHBII HY TPU-
TUBHBII CTATYC, MOKHO PaCCMOTPETh BO3MOXXHOCTD
sHTepanbHoro nurtauus (3II) ans yBenndeHus
noTpebIeHNsA NUTATeIbHBIX BELIeCTB Al IeHTOM.
Haunnats JII crefyeT J0 HACTYIIEHNS IIEPUOLOB
YCKOPEHHOTO pOoCTa. B ciydae, ecnu manmenT He pac-
TEeT B COOTBETCTBUM CO CBOMM T€HETUYECKUM MOTEH-
L[Ma/IOM, PeKOMEHyeTCsl CBOEeBPEeMEHHO OOCYANUTD
ucnonbsoBanue I ¢ MayMeHTOM U ero ceMbell,

Cnoco6, ¢popmyna u cpoku nposegenus III
OIIpeMeNSII0TCS NPENIOUYTEHNAMMY TTAIIUEHTA U €TO
KJIMHNYECKUM CTaTyCOM. DHTepanbHasi CMeCh MO-
JKeT pa3/n4aThbCs — OT MOIMMEPHOI O 37IEMEHTHOM
iy rupponusoBaHHoit. DI HauMHaeTCs ¢ HaMepe-
HUs yAYYIIUTD COCTOSIHME IUTAHMUS, OFHAKO 9aCTO
HPVUBOANT MNLIb K NPefOTBPALEeHNIO faTbHENIIEero
cHyKeHs1. B Hagase DI peKOMeH[yeTCsI IPOBOLUTD
CKPUHJHT HapyLIeHNiT MeTabo/1M3Ma ITII0KO3BL.

12. lo6aBKN MUKPO3/IEMEHTOB

B o6HOBIIeHHOM PyKoBopcTBe coobuiaeTcs 06 oT-
CYTCTBUU JJOKa3aHHOJ HEOOXOZVMOCTY B [JOTIO/IHU-
TE/NbHOM IIpMeMe KanblysA y 6ompHbIX MB, nnn Toro,
4TO [06AaBKY, HpeBbIIIANIINE PEKOMEHJOBAHHbBIE
HOTPeGHOCTH 3[JOPOBBIX JIOfEN TOTO XKe BO3pacTa,
JAIOT KaKue-n1bo NOIOTHUTETbHbIE BBITObI, OJHAKO
BBISIBJICHNE U PellleHMe IPO6IeMbl HEONTYMAIbHOTO
noTpebIeHMsT KanbLysi JO/DKHO OBITh IPHOPUTETOM.
IlorpebeHne KaapUusi JOKHO aHATU3UPOBATHCS
IMETO/IOTOM He pe’ke OHOTO pasa B IOfi, YTOOHI ra-
PaHTHPOBATh ONTYMAJIbHBIN POCT U 3[I0POBbe KOCTEI!
npu MB.

E>xepHeBHOE TIOTpebIeHMe KanblysA SOMIKHO CO-
OTBETCTBOBATbh peKOMeHAauuAM EBpornenickoil ko-
MUccuy 1o 6€30IacCHOCTY NUILEBBIX IIPOAYKTOB, /1A
3[JOPOBBIX JieTell U B3POC/IBIX TOTO XKe BO3pacTa. DT
PeKOMeHIa M OCTAITCA TAKMMU XK€, KaK U paHblIe:
o 0-6 mecsanes: 200 mr;

o 7-11 mecsuieB: 280 mr;
e 1-3roma: 450 mr;

e 4-10 met: 800 mr;

e 11-17 net: 1150 mr;

o 18-25 net: 1000 mT;

o >25 et 950 Mr

o6aBKy IMHKAa MOXXHO PAaCCMOTPETD [JIs JIIOfeil
¢ MB, y KOTOpBIX JJOKa3aH AeQUILUT HUHKA UIN Y KO-
TOPBIX €CTh PUCK BOSHUKHOBEH NS IPO6/IEM C HEJOCTa-
TOYHOCTBIO IIHKA (HAIIpUMeEp, HU3KUIT POCT, HU3KOE
noTpeb/IeHe LY, TOBBIIIEHHA s BOCIIPUUMYNBOCTD
K MHPeKMAM, 3aiep)KKa II0JIOBOTO CO3peBaHU
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Jnsa pauTenbHO HY TPUTUBHON NOAJEPIKKU KOPM-
JIeHIIe Yepe3 TaCTPOCTOMY OObIYHO NIPefIIOYTUTEIbHEE,
yeM Yepe3 Ha30TacTPaJIbHBIN 30H . UTOOB yBeTMYUTD
BEpPOATHOCTD yCIIeXa, 04eHb BaXKHO MOIPOOHO 06'bsC-
HUTb IOTPEOHOCTM U BBIOOP MMTAHNA AJIA MALMEHTa.

IIntanue OOLIYHO BBOJAT IIOCTEIEHHO, B COOT-
BETCTBMM C IEPEHOCUMOCTDIO, M Ha3HAYAIOT B BUE
HeIpephIBHBIX NHPY3Mil B TedeHMe Houu. BomocHoe
nuTaHue (CaMOTEYHOE MM C TIOMOLIbIO TIOMIIBI) Ha-
3HAYaeTCsA B TeUeHVe JH, WU MCIIONb3yeTCss KoMOu-
HaIuA TOTO U APYTOTO.

ITpy HOYHOM KOpMJIEHUY HeOOXOAMMO yOenUTh Ia-
I[EHTOB ChefaTh CBOIT OOBIYHBII PAIIIOH B TeUEHIIE TH.
BonpmmHCTBO MaIMEHTOB XOPOIIO IEPEHOCAT BHICOKO-
SHepreTHyYecKue IonuMepHble cMecn (1,5-2 KKam/Mi).
Ecnu oHM II7T0X0 EPeHOCATCSA, MOYKET OBITh IOJIe3HOI!
3/IeMeHTHas VI TIOysIeMeHTHas cMech. [Ipu mpose-
mennu JII Heobxopnmo nposoauts 3OT; Ko3a u myTH
BBeJIeHNA MHMBUAYaTbHO Bapbupyertcs [37,38].

Vicrionb3oBaHue napentepanbHoro nutanus (I111)
HOJKHO OBITh OCTABJIEHO [/ MUCKIIOUUTENbHBIX CITY-
yaeB, korga Il HeBo3Mo)xHO UMM He yganocs. I1I1
MOXXET OBITh HEOOXOAMMBIM B KaueCcTBe KPaTKOCPOY-
HOJl HYTPUTUBHOI MOATEPKKMN IOC/Ie pe3eKIus
KUIIEYHNKA y MIaJIeHI[eB C MEKOHMEBbIM UTIEYyCOM
U JeTelt ¥ B3POCTIBIX IOCTIE OOLIMPHBIX OMepaLii Ha
KeTy/JO4YHO-KMIIETHOM TPaKTe, Korfia nposesieHne 11
HeB03MOXXHO. ITIT Tak>Ke MOYKeT OBbITh IIOJIE3HO /I Ia-
IM€HTOB C TAXKe/IBIMI HapyIIeHNAMI HY TPUTHBHOTO
cTaTyca, OXKU/AIONINX TPAaHCTITTAHTAII M.

U aKpOJiepMaTUT). PyTMHHOE HOIIOTHNUTE/NbHOE BBeE-
IeHNe [MHKa B Bufe 00aBOK npu nedeHnn MB ne
HNPUHOCUT HUKAKOM KIMHIYIECKO MONIb3bI.

O1eHKka cTaTyca HMHKa JO/DKHA BK/IIOYAaTh 6GMOXN-
MM4YecKye MapKepsl (MHTePIPETUPYIOTCA C OCTOPOXK-
HOCTDIO) B COYeTaHMY C KTMHIYECKUM 06CTIeloBaHyeM
U OIIEHKOJ PalliOHa MU TAHUS.

Briepsble B 00HOB/IEHHOM PyKOBOZCTBe 00palieHo
BHIUMaHJe Ha PaKTOPbI, KOTOPbIE MOTYT YBEIMYNTD
pucK geduIyTa HMHKA: BeTeTapuaHCKas/BeraHcKas
IueTa, BBICOKOe moTpebnenne ¢puratos (conn puru-
HOBOJ1 KMC/IOTBI) U KJIETYaTKM, 6epeMeHHOCTD U TaKTa-
LV, JeTU Ha TPYTHOM BCKapM/IMBAHMM CTapLIe IECTH
MecAIeB, TAI[MeHTHl C MJIe0CTOMAaMIL.

B xnmHMYECKON NpaKTUKe /11 BOCIIOTHEHUS [O-
Ka3aHHOTO M/IM IpefINoaaraeMoro geduuuTa quHKa
MOYKHO TT07Ib30BaThCA MPEXHUMU PEKOMEHTALMAMMU:
o Jlns mnapenues 1 mr/kr/cyT (Maxc. 15 Mr/cyT);

o Jlna peteit 15 mMr/cyT;
o JIna B3pOCHBIX 25 MT/CYT. CPOKOM Ha IIEeCTh Mecs-

ues [39].

Muorue paKTOpbl MOTYT CIOCOOCTBOBATH fHedu-
LATY KeJle3a, BKIYas XPOHNYECKYI0 NHPEKI N0
M BOCIIaJieHNMe, HeLOCTaTOYHOe NoTpebieHne xe-
jesa ¢ MUIell M XpOHNYeCcKy KpoBonoTepio [40].
Manpabcop6iysi MOXeT UTPATh POJIb B MeTaboMM3Me
XeJle3a, XOTA HEKOTOpbIe MICCIeSOBaHM A TOKa3ann
OTCYTCTBUeE CYI[eCTBEHHOI CBA3M MEXY HaHKpea-
TUYECKOI HeJOCTATOYHOCTHIO U AeUIINITOM XKeesa.
IIpenmnonaraercs, YTO PUCK Pa3BUTHS aHEMUH CBSI3aH
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Tabnuua 3.
Wcnonb3oBaHue
DONOSTHNTENbHBIX
n3mMepeHunii npu
neduuymnte xenesa
ana andpdepeHum-
anbHOro AnarHosa
dopm aHemun

Mpumeyanusa:
2—pucnonb3ymnte

HOopManbHble pede-

peHTHble 3HaueHuA
nabopatopuu, npo-
BOAALLEN aHann3

b~ nn6o Huxe
HOPManbHOro
pedepeHTHOrO
3HaueHwua, Mmoo

B €ro npepenax

Tabnuua 4.
[lononHuTenbHbIN
npvem HaTpus

B 3aBMCUMOCTM OT
Bo3pacTa npu MB

MNpumeyvaHne:

- Ana nepesopa
MMOJIb HaTpUA B MI
HaTpua, xnopuga
WK HaTpUA X0pu-

na (conu) ymHoOXaii-

Te MMonb Ha 25, 35

nnu 58 (monekynap-

Has Macca HaTpus,
Xnopuaa 1 HaTpus
xnopupaa (conw),
COOTBETCTBEHHO)

¢ MapKepaMu TsKenoro teueHuss MB, Bkiroyad Hu3-
kuit VIMT, nuaber, saboneBanus Kocreit u gepuunt
BUTaMMHa A.

B cnyuasax meduimra >xenesa ciefyeT yCTpaHUTD
OCHOBHOJI BOCIIa/INTeNbHBII porecc. IIpnem goba-
BOK KeJIe3a C/IeIyeT IIPOBOAUTD TOTbKO B TOM CITy4ae,
ecnyt feuUuT B JanpHeNIIeM COXpaHseTcs. Y fereit,
MOJPOCTKOB ¥ B3POC/IbIX MAIIVIEHTOB CBIBOPOTOYHOE
JKeTe30 LOKHO KOHTPOMPOBATHCS €XKeTOfHO, Aud-
depeHUUPYS MeXAY Xene3ofepULMTHON aHeMuel
U aHEeMMell XPOHMIECKOTO BOCHAJIEHNs; IPU TIOKO-
3peHnM Ha KeUUNT 5Kene3a YaCTOTa MOHUTOPYHTA
IO/KHa OBITH YBeNNUIEHA.

Kaxk u paHbuie, B 06HOBIeHHOM PyKoBOACTBe
TpejIaraeTcs UCIoab30BaTh TaKye IOKas3aTenn, Kak
(eppUTUH CBIBOPOTKY, 0011121 )Ke/Ie30CBA3bIBAIOIAs
CIIOCOOHOCTD U HachIlleHNe TpaHceppuHa fist 06-
nerdeHus pupdepeHManny aHeMun, BHI3BAHHOI

HedUIMTOM Kejle3a C aHeMMell, BOSHUKAIOLIEN B pe-
3y/bTaTe XpoHudeckoro Bocnanenus (Tabmuua 3).

B pesynbrare pucdynkuuyu MBTP y nannueHTOB
¢ MB B fiBa-4yeTbIpe pa3a yBeIMINBAETCA KOHIEH-
Tpanus HaTpNs ¥ XJIOPUAA B IOTOBO XXUAKOCTH TI0
CPaBHEHUIO CO 3[J0POBBIM KOHTposIeM. Pucku motepn
HaTpus 6ObliIe B XXAPKUX YCIOBUSIX, IIPY pecIupa-
TOPHBIX MHPEKUNAX U IPU HOBBIIIEHHDBIX IIOTEPIX
U3-3a PBOTBI, YIaPEey M/ TIOBbILIEHHON TeMIIepaTypbl
tena. Knuauyeckue nocnencTeusa fedunyura HaTpus
BKJIIOYAIOT 3a/IeP>KKY POCTa, 4YTO OCOOCHHO aKTya/IbHO
I MIafleHIieB.

Y mnanenues, geTeit u B3pocnbix ¢ MB onpenenen-
Hble YPOBHU H0O6AaBKM COMM (XIOPUAA HATPUSA) MOLYT
HOTPeOOBaTLCA B 3aBUCUMOCTY OT BO3PAcTa U KIMHY-
YeCKOJ1 KapTVHbI, COCTOSHM A, PU3NIECKOIT aKTYBHOCTI
n KnuMaTudeckoit o6ctaHoBky (Tabnnua 4). Dtn pexo-
MeHZIaLly He MI3MEHMIVCD IO CpaBHeHMIo ¢ 2016 rofoM.

HopmanbHble pedpepeHTHble
3HayeHus® gna

KeneszopepunuutHan
aHemusA

AHeMuA XpOHNYECKOTro

06e ¢popmbl aHeMun
BOCnaneHus

CI)IBOPOTO‘{HOC JXenes3o Hwxe HOPMBI

Huxe HOpMbI Huxe HOpMBbI

ChIBOPOTOYHBIIT PepPUTIH Huxe HOpMBI

Brimre HOpMBI M.6. pasnuIHBIM

O61uias xene3ocBs3bIBanIlas

Boire HOpMBI
CIOCOOHOCTD

Huxe nopMbl unn HOp-

ManbHAs: M.6. paznu4noit

Hacsimenne tpanchepputa,% Huxe HOpMBI

Huxe nopmbr Huoxe HopMBbI

Bospact Do6aBku HaTpus® Detanun

MajieH1bl Ha TPYHOM Jna MmafieH1ieB U3 IPYIIIBI PUCKA ueqmuvna HaTpUA nob6aBnsiiTe
BCKapMJ/IMBaHUN, 1-2 MMOZB/KT B JC€HDb COJIb MaZIbIMI NIOPUNAMMU B T€IEHNE NHA, Pa3BEEHHBIMU B BOJ €
0-6 mec uny GPyKTOBOM COKe

I MnageHeB Ipu
CrlenanbHbIX YCIOBUIX
(cM. B IpaBOIT KOJIOHKE)

o 4 MMOJB/KT B IeHb

IToTpe6GHOCTD YBeMMIMBAETCS /15 MIAafleHIIEB, XXUBYIINX B XKap-
KOM KJIMMAaTe, TPy GOMBLUINX IIOTEPSIX XUAKOCTY 13-32 PBOTHI,
JINXOPafKM, fUapen, ONBIIIKY; /IS MIAJEeHIIeB CO CTOMaMy

Ilogconennas nuia,
KaTICYJIbl C COMbIO/CO-
JIOHKM

bonee capmue getn
U B3pOCTIbIe

HOHOHHMTCHhHhIﬁ[ HpI/IeM CO/IN B CTpeCCOBI)IX CI/ITyaLU/[HX, Korpga
OXXN/JA€TCsI TOBBIIIEHHOE OTOOTAeIeH e (IMXOpafiKa, YIpakHe-
HISI/CIIOPT, XapKas IIOrofa)

IIpumepHo, %4 4aiiHOI TOXKKY COMM COREP>KUT OKOJIO
25 MMO/b UK 575 MT HaTpUA.

IToTpebHOCTD B OOGABKAaX COMM/HATPUSA MOXKHO
PacCUUTaTD [0 M3MePeHMI0 PPaKIIMOHHON SKCKPeLNI
narpus (FENa) u mopnepxusarp ypoBenb FENa B mipe-
menax oT 0,5% no 1,5%. B nmoBceHeBHOI MpaKTUKe
COOTHOIIIEHe HATPN A U KPeaTWHIHA JIeTYe U3MePUTD
B ModYe 1 oHO Koppenupyet ¢ FENa [41].

13. MaTonorua Kocten

B xauecTBe NpOGUIAKTUKY OCTEOTIEHIN I OCTEOI0PO3a
manuenTaM ¢ MB pexoMeHmyeTcs perynsapHo 3aHu-
Marbcs yIpaKHEHMAMU C BeCOBOJ Harpy3sKoii [257], mo-
CKOJIBbKY (pusMdecKast aKTMBHOCTb CUIBHO KOPPeIUpYeT
C yBe/YeHyeM MIHepaibHO IioTHocTH Kocty (MIITK)

13.2. OueHka
MHuo)xecTBeHHbIe PAKTOPBI PUCKA CBA3AHBI C IJIOXVNM
COCTOSIHMEM KOCTHOM TKaHM y mofieii ¢ MB, kak mereii,
taK 1 B3pocnbix (Tabnnua 5).

IManmentam ¢ MB ¢ fuarHoCTMPOBAaHHOI OCTEO-
IIeHJEeN VI OCTEONIOPO30M HEeO0OXOMMO IIPOBECTHI

B HacTOAIMIT MOMEHT HET TOCTOBEPHBIX JAHHBIX
0 II0/Ib3e PYTMHHOTO HOIOIHNUTEILHOTO IIpyeMa IIa-
gueHTaMu ¢ MB Taknux f06aBOK, KaK MUKpO3JIe-
MeHT cejieH[42], a TakXXe [TTyTaTHOH, He3aMeHMble
JKUPHBbIe KUCIIOTHI: anbda-1nHoneHoBas (oMera-3)
u MuHOJeBas (oMera-6) [43] M CTUMYNATOPOB amime-
TuTa [44].

[127,128]. leTsim 1 mOfpOCTKAaM HEOOXOAMMO PEKOMEH-
IOBaTh 3aHMMATbCA BBICOKOA(PPEKTUBHBIMU (uU3IMe-
CKMMM YIIPa>KHEHUAMU C BECOBOJ Harpyskoii mo 20-30
MUHYT TPU pa3a B Hefle/IO B TOIOTHEHIe K OOBIYHBIM
3aHATUAM GU3KYIBTYPOIt ¥ KMHe3UTepamnueil.

CKPMHMHT Ha IpyT¥e COCTOSHUA, KOTOPble MOTYT
OTPULATE/NIbHO BAUATH Ha COCTOSAHME KOCTHOM TKa-
HU, TaKJe KaK: IJe/IMaKu s, IePBUYHBINA U BTOPUYIHBII
rUIepHapaTupeos M 9HAOKPUHONATUY, 3afeprKKa
[I0JIOBOTO CO3peBaHNsl, TUIIOTOHAAU3M U Kepuunt/

173
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Ta6bnuua 5.

(DakTopbl prcKa AnA NA0XOro COCTOAHNA KOCTHO TKaHK
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06wue Y B3pocnbix
Huskuit HyTpuTuBHbIit craryc IMT < -2 Ankoronb
Huskas dynxumusa nerkux (z-ckop OPBI < -2) Kypenne

YacTple rOCOUTANN3ALUN

Ynorpebnenne kopenHa

CHM)KeHHas MbIIlIeYHas Macca
3ageprKKa ITOI0BOTO CO3PEBaHNA
OTCyTCTBUE CUIOBBIX YIIPasKHEHMIA
JleyeHme TTIOKOKOPTUKOMUAMU

T'unoronapusm
Hedbuunt Bur. [

Huskoe notpebienne Kanbuus

Hedbnunt But. K
[TaTonorus neyenun
Lennakus

PEe3UCTEHTHOCTh TOPMOHA POCTa; Apyrue GaKTOPbI
pucka (cBssanHble ¢ MB) BK/IIO9aI0T TpaHCIIAHTA-
IIMI0 OPTAHOB, BBIPAJKEHHYIO eI peccuio, yacroe/
IIMTENbHOE IPUMeHEHE NHIMOUTOPOB IPOTOHHOI
ITOMIIBI I XPOHUYECKYI0 60e3HD MeYeHN.

ITanuenTsr ¢ MB ¢ ocTeoneHmeit Mam oCTEOIIO-
PO30M JOKHBI MONYYNUTDh KOPPEKLIVIO JUETHI [
TOCTIKEHN A HOPMaTbHOTO Habopa Beca M pocTa y Jie-
Teil M ONITMMANbHOI MACCHI Te/la Y B3POCMIBIX, B T.4.
BKJIIOYAsI afleKBaTHOe MOTpeb/IeHNe IPOAYKTOB, 60-
raThIX KaJbIleM U COaMaHCYPOBAHHOIO KOIMYECTBA
JKUPHBIX KUCTIOT. MOXeT OHaJ0OUThCsl Ha3HaYeHNe
IOOIOIHUTENbHO KaAbIMsA, BUTaMuua D n Buramn-
Hos K [45-50].

B pykoBoJCTBe He JaeTCs aOCOMIOTHBIX pPeKOMEeHIa-
1M1 B IONIb3Y /iedeHnst bucdocdonaramu iy naryeH-
T0B ¢ MB ¢ Hnskoit MIIK nnu ¢ puckom Huskoit MIIK,
XOTS 9KCIIePThI IOHUMAIOT, YTO HEKOTOPBIM IAll/ieHTaM
9TO IIPMHEeCET MONb3Y. [Ipu MPUHATUY PelLlIeHN s MOXKET
OBITD I10JIe3HA KOHCY/IbTALVA S9HLOKPMHOIOTA. Y feTeil
HepopabHble 6uchochHOHATHI He TOATBEPAVIIN OTb3Y
B OTHOLIEHNY PYCKA ITepeioMOB, Ho yrywumay MITK
MMOSACHUYHOTO OTZe/Ia TO3BOHOYHIKA 6€3 KaKUX-Tnbo
10604HbIX 3 (HeKTOB, CBA3aHHBIX C MBILIEYHOI HOTIBIO
WIIVL KeTyFOYHO-KUIIeYHBIMY CUMIITOMAMY, B TedeHUe
12 mecsues. Y gereit ¢ HuskuM MIIK, 6ucdocdonarst
MOTYT CIIOCOOCTBOBATH yIy4IlleHNIO Z — ckopa MIIK
Y MOTYT OBITh PACCMOTPEHBI [i/IsI IO AEPIKAHNUSA 3[0-
posoit MIIK B 6ornee mo3guue ropst [50].

14. OnabeT, cBA3aHHbIN ¢ MyKoBucumngosom (CFRD).

uabert, acconunposanubiit ¢ MB (CFRD) saBnsercs
M3BECTHBIM OCTIO)KHeHMeM M B, BO3HUKarom M napars-
TIEJIBHO C yBeTMYEeHNEeM NTPOJO/IKNTETbHOCTH KU3HN.
Wccneposanms nmokasany acconuanyio mexay CFRD
WM HapyLIeHM MY MeTabonm3Ma ITI0KO3bI U yXy/Le-
HUEM JIeTOYHOI PYHKIVY ¥ HYTPUTUBHOTO CTATyCa.

Bce 60nmpHbIe MB 10/IKHBI HPOXOAUTD €KETOLHbIN
ckpruHHT Ha CFRD, HaunHasA ¢ Bo3pacTa IecATH JIeT.

B cnydae HeOOBACHUMOTO KIMHUYECKOTO YXY1Ie-
HUS VI Pa3BUTHSI 3a00/IeBaHNUS IIEYEHN B BO3PACTE 10
10 71T, HeOOXOVIMO IIPOBECTH OIpPefie/IeHNE TOJIEPAHT-
HOCTH K I'/IIOKO3€. YUNUTbIBasd, YTO MMEIOTCA JJaHHbIE
06 aHOMaJIbHBIX NPOGU/IAX HEIIPEPHIBHOIO MOHU-
TOPVIHTA YPOBHSA TTIOKO3BI Y MAaIlIEHTOB, HECMOTPS
Ha HOPMaJ/IbHBIN OPaJIbHbII ITII0KO30-TO/I€PATHTHBII
tect (OI'TT) yepes 2 yaca, peKOMeHyeTCA U3MEePATD
TIMKOBBII ypoBeHb ImioKo3bl Bo Bpemsa OI'TT uepes 1
yac. JIpyrue MeTofbl, TAKME KaK yPOBEHD ITIMKO3U/IU-
posanHoro remorno6uHa (HbAlc) n HempepbIBHDIN
MOHNTOPVHT YPOBHS I'TTIOKO3bI, M3y9aNNCh KaK alb-
tepratuBa OI'TT [51-55].

IMannentsr ¢ CFRD mnn HapyuieHneM TONE€paHT-
HOCTH K T/II0KO3€ HY>XJAIOTCA B Ha3HAYEHUU COOT-
BETCTBYIOLIEI! AMeTOTepanny, O0y4eHNN 1 TeYeH NN

C y4eTOM K/IMHIYECKOTO COCTOSIHUSA I Hy TPUTUBHOTO
craryca. [TaneHTsl JOMKHEL ObITh MHGOPMUPOBAHI
0 B3aMMOCBA3M MeX[y YITIeBOJaMU U MHCYINHOM.
Nudopmanus 06 UCIONb30BaHUM HOACIETA YITIEBO-
TOB, IVIMKEMIYEeCKOTo MH/IeKca U ITIMKeMMYecKoll Ha-
TPY3KM IMILM JO/DKHA OBITh MHAVBUAYaTN3MPOBaHA.

Ha ocHOBaHMM MMeIINXCA NAaHHBIX, UHCY/IMH He
BCerfia sIB/ISIETCS IPefIIOYTUTE/IbHOI Tepanueil [56]
114 IedeHN A Pa3IMYHBIX CTaINil HapyLIeHNT oOMeHa
[JII0KO3BI, HabmogaeMbix mpu MB. Crenyet ynenuts
BHUMAaHIe KOPPeKIUI IUTAHNA ¥ APYTUM JOCTYIIHBIM
npoTuBOAnabeTndecKuM cpeacrsaM. OfHaAKO, pu
HaJM4Uy ABHO HEJJOCTATOYHOI CeKpeluy UHCYINHA,
PEKOMEeHTyeMOli Tepanueii ABIAETCA MHCYINH.

IMannents: ¢ CFRD [OMXHBL peryIsipHo Hab/I0-
TaTbCA CNeNMaaN3MPOBAHHOI KOMaH/OM C OIIBITOM
pabotsl B obmactu guabera u MB. MennunHckue pa-
OOTHMKM JOJDKHBI OfAep)X1BaTh naunyertTos ¢ CFRD
VIV HapyleHUeM TOMePaHTHOCTH K ITI0K03€, YTOOBI
YIOB/IETBOPUTD UX MOTPEOHOCTY B MIUTAHNMA U ONITHU-
MM3MPOBATh UX [JIMKeMUYECKIIT KOHTPO/b. [lanyenTs
C HapyLIeHHOJ TONePaHTHOCTHIO K rmokose nau CFRD
IOJI>KHBI €XKeroJfHO 06CIeR0BaThCA Ha Ha/lu4due ocC-
JIOKHeHMI fuabera.

15. 3abonesaHue neyeHu, ceasaHHoe ¢ MB (CFLD)

OnTuManbHoe IUTAHME IMEET peniamliee 3Ha4eHme
A1 IMTAaMEHTOB C UUPPO3OM u/unu HOPTaTIbHOVI -
HepTeHSI/Ieﬁ, KOTOpPbIE CIeAYET paCcCMAaTPUBATh KakK

BBICOKO KaTabonmudeckKue COCTOAHUA. Y 3TUX nmanm-
€HTOB IMIAaTOT€HE3 HEJOCTATOYHOCTU IINTAHUA MHO-
FO(l)aKTOprIiI, C IOTEHIMA/IOM MHOXECTBEHHOTI O
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meduunTa MUTATEIBHBIX BelecTB. Hapymenue Bca-
CBIBaHUS XXMPOB Y NALMEHTOB C IMPPO30OM NeYeHN
MO>XeT yCYI'yO/IAThCA X0TIeCTa3oM, B HOIIOHEHME
K OCHOBHOIJI ITaHKpeaTN4eCKOl HeJOCTaTOYHOCTH
(ITH), xoTOpyI0 C/IeAyeT KOPPEKTUPOBATD C HOMOIIIbIO
azekBaTHbIX 103 3T, g1 obecrneyeHn s ONTUMATbHO-
IO BCACBIBAHMU I AJIMHHOL[ETIOYEeYHBIX XKV PHBIX KVUCTIOT.
HesaBucumMo ot HanuumsA Xonecrasa, HeoOXOMUMO
MOHUTOPUPOBATH COfiep>KaHMe KMPOPACTBOPUMBIX
BUTAaMIHOB 1 JOOAB/IATD B OOBIINX 032X, [I0 Mepe
HeOOXOIUMOCTH.

B PykoBogncTBe mog4epKuBaeTCs, YTO Mal[MeH-
Tl ¢ MB 1 nupposom nedeHu u/uim NopTaabHON
TUINepTeH3uell MOABePTaITCsA PUCKY HEJOCTATOY-
HOCTMU NMUTAHMA U JOJDKHBI MONTYYaTh TI[aTeIbHOE
obcrefoBaHMe KaXK/ble IIeCTh MeCAILEB Y AUETONOTa,
MMEIOIETO OMBIT jiedeHus MB, ¢ 1je/1bI0 BbIABIEHU
U/MIY IpefoTBpalleHNsA KOHKPETHOTO feduuura
NUTaTeIbHBIX BEIleCTB U IVIAHUPOBAHUSA COOTBET-
CTBYIOLIETO IIEPCOHAIN3UPOBAHHOTO BMELIATETbCTBA.

[TanyeHTaM C mMOpa>keHUEM IIeYeHV MOXKeT IO-
Tpeb6oBaTbCs yBeNMUYeHNE NOTPeOIeHN T IHEPT UK
(mo 150% oT cpefHell peKOMEH/[yeMOll MOTpeOHO-
CTH), 32 CYeT yBelInm4eHns gonu xupa (go 40-50%
noTpe6IeHN s SHEPrUM), C 0OCOOBIM BHUMAaHMEM K I10-
JIMHeHaChIIeHHbIM XUpHBIM KucnotaMm (ITHXKK)
U ¢ fobaBIeHeM CpeIHeL[eIOYeYHbIX TPUTTINLIEPHI0B
(CT). OntumanbHas nponopus xxupos B Buge CLIT
onenuBaetca oT 30 1o 50%. bonee Bricokoro copep-
>kanust CHT B paunone (Hampumep >80% ot o6mux
nunugos) 6e3 gononHuTenbHoro seegenusa ITHXKK
clenyeT u3berarh, HOCKOIBKY 9TO MOXET NPUBECTH
K fedunury HXXK. I[TorpebneHne 6enka fOmMKHO 6ITH
aZleKBaTHBIM C Y4€TOM BO3pPacTa I OTPAaHNYEHHBIM
TOJIBKO B CTy4asAX IeYeHOYHON HeJJOCTATOYHOCTH BO
usbexxanue sHuedanonarun. Ipu tsaxxenom 3abose-
BAaHNM TIeYeHM TaK)Ke PEKOMEHJyeTCsl OrpaHMYeHue

16. MpobunoTukm

MB cBsi3aH C paHHUM COCTOSSHMEM XPOHMYECKOTO
Ancb1M03a, KOTOPBIIT MOXET YCYTyOUTD JKemTyLouHO-
KHUIIeYHble Npo6reMbl, HabM0fKaeMble Ipu MB.
MHorue MeTOABI IeYeHN A, TaKMe KaK OBTOPHBIN
WIM IOCTOSHHBIN NpYeM aHTMOMOTIKOB, HU3KOKa-
YeCTBEHHAsA IMeTa C BBICOKMM COJlepyKaHMeM XKIPOB
U BBICOKOJT KaJIOPUITHOCTBIO elile OOblie ycyry6a-
10T auc6mo3. Co BpeMeHM IpeAbI Ay X Ony61n-
KOBaHHBIX peKOMeHAauui [2] psaj nccaefgoBaHmMit
[57-59] paccmaTpuBany BOSMOKHOCTD KJIMHIYECKOTO
YIy4ILIeHWs TP UCIIOIb30BAHUY IIPOOMOTUKOB U/IN
CMHOMOTHMKOB Ha PeCMPAaTOPHBIE MCXOMBI MU COCTO-
sAHUe NUTaHuA npu MB u He cMOI/IM HOATBEPAUTH

IIpueMa CoMu, YTO6bI yMEHBIINTD €€ BO3MOYKHOE BIIN-
SAHME Ha aCLIUT.

IIpn CFLD cnepyer paccMOTpeTb BO3MOXKHOCTb
9HTEPa/IbHOIO HAa30TaCTPA/IbHOIO MUTAHUA Y INUI]
C aHOpPEeKCHell C yCTAaHOB/IEHHBIM HapyIIeHMeM NNTa-
HIS U 06€CIIeYnTD aleKBaTHOE OTpebIeH e KaTopuit
B OKMJaHUY TPaHCIIZTAHTALIMM [TedeHn. B pekux cy-
JasgX MOXKeT IIOTpebOBaThCA apeHTepaNbHOE MUTA-
Hue (ITII) mpy Ts>Keoil HeOCTATOYHOCTY MIUTAHNA,
OTBpAIlleHNM K NUIIE VI AHOPEKCUY 13-3a OPraHo-
MeTann.

Pemrene 06 1CI0Nb30BaHMY IUTAaHN S Yepe3 TacTPO-
CTOMY M/IV Ha30TaCTPa/lbHbIN 30H, KaK IIPAaBIUJIO, B HOY-
HOe BpeMs, He CIe[yeT OTK/IaibIBaTh IIPY CEPbe3HBIX
HOKa3aHMAX, TIOCKO/IBKY HaMOOMBIIYIO O3y IIOTY-
YalOT IAIIMEHTHI, Yell leGUIIT IUTaTeTbHBIX BEIeCTB
OTHOCHTENTbHO MATKMIA, TOTZIa KaK IIPY Pe3KOM MCTOIIIe-
HUM Pe3y/IbTaThl 0ObIYHO Pa304apOBbIBAIOT. TeXHMKOII
BbIOOpaA SABIAETCS YPECKOXKHAS SHAOCKOMMIECKast
ractpocromus:a. HouHoe KopMIeHne MaKCHMa/TbHBIM
06beMoM 10 1000 M Y B3pOCTIBIX OOBIYHO IIePEHOCHUTCS
xopoo. Ierb cOCTONT B TOM, YTOOBI 06€CTIeUNTD OKO-
710 50% cyTOo4YHOI TOTpebHOCTH B Kanopusax. OnHako,
YPECKOXKHOI S3HTOCKOIIIECKON TACTPOCTOMUY CTIE[yeT
u306eraTh y MalMeHTOB C BAPUKO3HO PACLIMPEHHBIMI
BEeHaMM MUIeBOia U/ TIOPTa/bHOI TacTponaTueit
U3-3a PUCKA XKENTYJ0YHOTO0 KPOBOTEYEHNA.

Cnenyer n3beraTb Uy OTpaHMYUTD HPUMEHEHNUE
TOTEHIMATbHO TeMaTOTOKCMYHBIX IIpeIapaToB y Ma-
LMeHTOB ¢ MB ¢ mporpeccupymoimumM 3aboneBaHneM
neyeHu, BKI04asa mogynaroper MBTP. Kpome Toro,
BCe ManueHTsl ¢ MB [o/KHBI IPOXOAUTH KOHTPOIIb
Ha ynoTpebneHue ankorosns (¢ MOCIeyoIMM 06pa-
30BaTE/IbHBIM BMEIIATeTbCTBOM) VI HAIIPAB/IATHCS Ha
JIledeHe B CTyYasaX Ype3MepPHOro YHOTPeOIeH S, 0CO-
6eHHO [I/14 TIofieil ¢ HapyIIeHnAMM QyHKIINY TTeYeHn
nm10060it cTenenu TskecTu [1].

paHee coobmjaBuinecs Tengennyn. He Habmogamocs
HUKAKOTO BIAMAHUS IPOOMOTUKOB/CHOMOTUKOB Ha
HYTPUTUBHBII CTATYC U IETOYHYIO GYHKINIO, TAKXKe
KaK ¥ Ha Ka4eCTBO XU3HU. Takum o6pazom npobno-
TUKV/CUHOMOTUKY He MOTYT ObITh peKOMEHIOBaHBI
C IIe/IbI0 YIYYLIeHNs] KIVMHUIECKUX UCXOR0B MB,
HeCMOTPH Ha TO, YTO MHOTVIE ITIALIVICHTbI HpI/IHI/IMaIOT
ux 6e3 MegUIMHCKO KOHCynbTanun. boree Toro,
HeOOXOMMO COOMIOATH OCTOPOXKHOCTD, YTOOBI U3-
6e>xaTh IPo6IEM C KOMIIIAEHTHOCTDIO K JIEYEH IO IPU
yBeIMYeH NN TePALIEBTUYECKOI HATPY3KH C IOMOLLbIO
METOOB, KOTOpHIe He TOKa3aayu cBO0 3G (eKTUB-
HOCTbD.

17. NnutaHne u Tepanua moagynatopamu CFTR

Tepanus mopynsatopamu CFTR (tapretHas tepamus)
MpuBena K M3MeHeHNI0 MapagurMel nedesus MB.
JledyeHe Tenephb HaIIpaB/IeHO Ha OCHOBHOII fedekT MB,
ITPOM3OII/IO 3HAYNTETbHOE Yy YIlleH)e Hy TPUTUBHOTO
craryca nanueHToB ¢ MB. Yioyumenne GyHKimn er-
KIX, O 4YeM CBUJIeTeNbCTBYeT yBenndenue OPB, Ha-
6/11071aJ10Ch y IalVIeHTOB, IPYHIMABIINX MBaKadTop,

nmoMakadTop-uBakadrop, redakaprop-uBakadrop,
U TaK Ha3bIBaeMYI0 BBICOKO3((EKTUBHYIO TAPTeTHYIO
(TpoliHyI0) Tepamnio 3nekcakadrop-TesakadTop-
usaxadrop (ETI).

Bnusanue mogynaropos CFTR na maccy renau UIMT
pasnuyaeTca B 3aBMCUMOCTY OT T€HETMYeCKON My-
tauuy nanguedra u tuna CFTR-mopynsaropa [173].
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3HauYNTeNbHOE YBeNMYeHNe M36bITOYHOTO Beca I OXKI-
peHue HabmoKaeTCs y ManMeHToB, nony4danomux ETL.
VBenuueHune n36bITOYHOTO Beca npousouwno ¢ 19,4%
10 31,3% u oxxupenns ¢ 7,5% 10 9,7%. MexaHu3MbI 13-
MeHEHW MacCHI Tefa PV MOZY/IATOPHOM TepaInu 10
KOHIJa He ycTaHOB/IeHbl. COo00Ianoch 0 COKpaleHnn
pacxofia 3HepTUM B COCTOSTHUY TIOKO# Y TTAL[MeHTOB Ha
uBakadrope. Yryuurenye GyHKLUY IETKUX 1 MEHbIIIee
KOJIMYECTBO JIETOYHBIX 000CTPEHMIT MOTYT yMEHb-
IINTb KaTabomrdeckoe BO3eliCTBIE, KOTOPOe, B CBOIO
ouyepesib, MOXKET CHU3UTDb HOTPEOHOCTY B S9HEPTUNL.
Kpowme Toro, mogynaropet CFTR ynyumaror yposeHnb
PH B ToHKOII KMIIKe Y anueHToB ¢ MyTauueit G551D,
a3TO, B CBOIO OYepeNTb, CBA3BIBAIOT C KIMHMYECKH 3Ha-
YMMbIM OJHOBpEeMEHHOM yBenudeHueM Beca [60-75].
Heo6xomuMbl fanbHeIINe VICCIETOBAHNA B 9TON 006-
nacTyt 11 MHGOPMIUPOBAHM A IIPY HPUHATAY PeIIeHNit
10 OpPTaHM3AINY IUTAHN.

B PyxoBopcTBe OTMeYaeTcs, YT0 CBOeBPEMeHHa s M-
eTHYecKast KOHCYIbTAlNsA JO/DKHA ObITD IPejOCTaBIeHa
BCeM MuIlaM ¢ MB, HauMHAOIIM TePaNNI0 MOJYIATO-
pom CFTR. OHa Ko/>KHa BKIIIOYATh peKOMEHAALM 06
OTpaHMYEHUN 1 YIIPaB/IeHUN HabOpOM Beca.

HyTpuTuBHBI cTaTyc 1 HOTpebdneHne mumm 601b-
npiMu ¢ MB na CFTR - Moy saTOpHOI TEpanmu, BK/II0-
Yas MpueM CONM U KXUPOPACTBOPMMBIX BUTAMIHOB,
CNellyeT perynspHoO epecMaTpuBaTh M PEKOMEH/J0BaTh
KOPPEKIIMIO B COOTBETCTBIUY C HAOMIOaeMBIMM Mi3MEHe-
HuAMMA. BpITO OKa3aHO, YTO Tepanusa MOTYIATOpaMM
CFTR nsmeHsAeT ypOBHU XKMPOPACTBOPMMBIX BUTAMU-
HOB B I/Ia3Me, CHIDKas PUCK Pa3BUTHA HepULMTA SKNU-
POPacTBOPUMBIX BUTAMIHOB; IOSIBUIIVCD JaXke COOO1IIe-
HMA O TMIepBUTaMIHO3aX. OcO6YI0 TPEBOTY BBI3BIBAET
coobliieHNe 0 TUIepBUTaMIHO3e A ¢ GyTbMUHAHTHO
BTOPMYHOJ BHYTPUYEPEIIHON IUIIEPTEH3MEN TI0CIIe
Hayvasia JIeueH N sekcakadTopom/Te3akapTopoM/mBa-
KaTOPOM y IOLPOCTKA € MYKOBMCLIUI030M [71].

CrepyeT TIaTeIbHO KOHTPOMMPOBATD XKeMTy[O4HO-
KMIIeYHbIe CUMIITOMBI ITOC/IE HaYasia Tepanuy MOJ Y-
Topamu. [Ipeamonaraercs, 4To KMIIEIHOE BOCTIAIEHNE
MO>XET CHVDKAThCS 3a CYET BO3JENCTBUA MOJYIATO-
pa CFTR Ha QyHKIVIO IPUYMHHO-3HAYMMOTO OeKa
U MUKPOOMOTY B KeTy[OYHO-KUIIeYHOM TpakTe [182].
B xauecTBe Mapkepa 9 PeKTUBHOCTI TePAIINI MOT Y-
topamu CFTR pexoMeH10BaH GeKambHbIiT KaTbIPOTEK-
THH 1 $eKasbHasA 9/acTasa 1. Y leTel paHHero Bospacra
¢ MB (12-24 mecsi1ieB) cpefiHee abCOMIOTHOE YBeTYeH e
(exanpHOI 3macTaspl 1 Ha 2164 MI/T HabMIORAIOCH Yepe3
24 Hepenmyt Tepanuy MBaKaTOPOM, Y IIECTU U3 AEBATU
HeTelt OblTa HU3KasI (peKaIbHas 371aCTa3a Ha VICXOHOM
ypoBHe (<50 Mr/t) ¢ yny4iueHuem 5o >200 Mr/r K 24 Hefe-
7e. VI3aMeHeHuit peKaIbHOI smacTaspl 1 He HAOMIO[AIOCH
y nanuenTos ¢ ITH B Bospacre ot 5 et o 61 rozia 3a 3 mMe-
cslla Ie4eHN A MBaKaTOpOM, TeM He MeHee, 0TMeYaioch
3HAYMTENbHOE yBemYeHme KoadduuyenTa abcopbuym
SKIMPA, YTO TOJIOXKUTETbHO KOPPENMPOBAIO C M3MEHEHM-
em ODB [175]. Bustaue Tepanuu Mopynatopamu CFTR

18. TpaHcnnaHTauuA

Ilepen Tpancnnanraunueit nerkux (TJI) Heobxopu-
MO ONTMMMU3NPOBATb HYTPUTUBHBIN CTATYC A BCeX
607IbHBIX, C 006011 3a60TOI O Cepbe3HO UCTOLEHHBIX
nanueHTax. B PykoBopcTse otmedeno, uro IMT fo
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Ha GYHKIINIO IOJKe/Ty ZOUHON XKele3bl, BEPOsTHO, OyaeT
3aBJCETDb OT BO3PACTa, B KOTOPOM HayasioCh IledeHye.

Bsupy Toro, uro Mopynaropsl CFTR MoryT ymydmmTs
bYHKIIMIO 6eTa-KJIeTOK M CEKPELNIO0 MHCY/IMHA, YPOBEHDb
IJIIOKO3BI B KPOBY HEOOXOIMMO Pery/sipHO KOHTPOIUPO-
BaTbh BO M30e)KaHe TMIOITIMKEMIY IPY MICTIONIb30BaHUI
HPEe>XHUX 103 MHCY/IVHA, Ha3HAUYeHHbIX IIepeJ] Ha4aIoM
HpUMeHeHUA MofynATopoB. HeoTno)xHble cuTyanum
OIMCAHBI OYTU MCKIIOUUTEIbHO A mTyMakadTop-
nBakadTop. JJaHHBIE PETUCTPOB CBUAETEILCTBYIOT
0 67TarONpyATHBIX TEHAEHIMAX Ha PACIIPOCTPAaHEHHOCTD
CFRD y nanuentoB MB Ha MoHOTepanuu uBakadTo-
poM B TedeHIe Hortee 5 JIeT 0 CPaBHEHMUIO C IPYIIIION
CpaBHeHMsI, He MONTy4aBleli nedenns. Heobxomumel
JasbHeIINe NCCTIeJOBAHNA 1A M3y YeH A MeXaHU3Ma
Y1 IONITOCPOYHOTO BIIMAHMA BEICOKOI(PEKTUBHOI TPOIi-
Holi Tepanuu (ETI) Ha HapyLIeHUA IIMKEMITYECKOTO
npoduns u nporpeccuposanue CFRD.

B PykoBopicTBe paccMaTpUBalOTCA BOIPOCHI Bapu-
abenpHoro BausiHus Mopynstopo CFTR Ha kapau-
oMeTabomuecKue apaMeTphl, BKII0Yasd U3MEeHeHU
apTepMabHOTO JaB/leHNs, ITTMKEeMIIO U JIMIIMATHBII
npoduIb I1a3Mbl.

Vudopmanus o kapguoMeTabonmueckux apdexrax
ETI mony4eHa B OTHOLICHTPOBOM 06CEPBALIIOHHOM pe-
TPOCIIEKTVBHOM aHanmm3e 134 B3pocibix c MB nocrne ropa
nedyenns [67]. HekoTopble U3 3TUX M3MEHEHMI TPaJULii-
OHHO CUMTA/IMCh 6/1aTONIPUATHBIMMU AL KapAUOMeTabo-
JINYECKOTO 37J0POBbSI, HAIIPUMEP, CHIDKEHME CTyJalfHbIX
HOKa3aTesIell I/II0KO3bI B KPOBY U IIMKO3WIPOBAHHOTO
remorno6buHa Al1C (y nanuenros 6es CFRD). Opnnaxo,
TaK>Ke ObUIM 3aperNCTPUPOBAHBI HEOTaronpysITHbIE
3¢ deKThI, BKII0YasA yMePeHHOe IIOBBILIeHNE CHCTOMNU-
YeCKOTO U IIaCTO/MNYECKOTO apTePUAIbHOTO JJaBIIeHN A
(B IIOZTHOII KOTOPTe), IOBBIIIEHVIE 0OIIEr0 X0MecTepuHa
u xonecrepuHa JIITHII (y naunentos ¢ CFRD). Xota
HOBBIIIEH)E aPTEPUATBHOTO JaBIEHNUs MOIIO ObITH
YaCTMYHO CBA3aHO C yBe/INYEHNeM MacChl Tea, TaKkkKe
BO3MOJKHO, YTO yMeHbLICHE ITI0OTePb COMN Ha oHe
nprema moaynstopa CFTR cioco6cTBoBano Habmo-
JaBIIEMYCS yMEPEHHOMY IIOBBILIEHIO APTEPUATbHOTO
maBnenus. Ycrapepmas gueta (“Legacy diet”) mpu MB
HOOLIpsAET YIOTpeOIeHue COMY, IIO3TOMY MOXET OBITb
oIpaBAaHo 6ojee MpUCTaNTbHOE BHUMAHIE K TOTpebie-
HMIO HATPUA B KOHTEKCTE BO3HMKAIOIIE) TUIIePTOHUM.
ST JaHHbBIE YKa3bIBAIOT, YTO IIAIVIEHTBI, IOy Yalolye
mopynaropbl CFTR (ocofeHHO Ha TPOItHOI Tepanmun)
MOT'YT [IOfiBEPraThCsl PUCKY PA3BUTHA TUTIEPIUIIALEMUI
Y TUIIEPTOHMY, YTO TPebyeT Pery/iapHOro KOHTPOIA 3a
apTepyaabHBIM JIJaBJIeHUEM: Yepe3 TPY MecsAla Iocye
Hayaja Tepaluu 1 flajiee He peke OJHOTO pasa B rof,
J Ha3HaYeHVe COOTBETCTBYIONIErO JIeYeHN A IIPU Ha/lu-
YUY KIMHNYECKUX TTOKasaHmit. ¥ manueHTos ¢ MB, mo-
ny4aroiux repanuio MopynatropoMm CFTR, Heo6xonnmo
€KETOfIHO IIPOBEPATD TUIUHBLI IPOQUIIb 1 TONTyYaTh
COOTBETCTBYIOILYE PEKOMEHAALIVM TI0 JVeTe, a IPY He-
06XOAMMOCT — MEFULIMHCKYIO IIOMOIIIb.

TpaHCIUTaHTAaLMM HIDKe 18,5 Kr/M?* yallje BCTpedaeTcs
y HalM€eHTOB, YMEPIINX B IUCTE OXXMUJAHNA, TaKue
HaIVeHThl MMEIOT IOBBIIEHHBIN PUCK yMEPETh B CPOK
90 pHeit mocne TpaHCIUIaHTaL UK. VIMEHHO TO3TOMY,
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BK/II0YeHNe B TUCT oxkupianus T/l MeHee BepoATHO A/
MalMEHTOB C TAXenbIM uctoiennem (MMT <17 kr/
m?). Takxe ¥ M36BITOYHBIN BeC JO TPAHCIIAHTALIAA
(t.e. IMT > 25 kr/m?) cBsA3aH ¢ 607ee HU3KOI BBIXKI-
BaemocTsio nocie TJI. IlpaBpa, aTo HabnofeHe He
[IOATBEPXK/IEHO B IIE[UATPUY, Tfie He OBIIO BBISBIEHO
3HAYMTEIBHOIO HETATUBHOTO BAMAHMSA U30BITOYHOTO
Beca Ha BBDKMBaeMOCTb fieteit mpu MB noce TJI.
ITocme TpaHCIIAHTAIMY JTETKUX HYTPUTUBHASA
nmojAepKKa JJOIDKHA ObITh HallpaBjieHa Ha paHHee
BoccraHoBnenne VIMT (tr.e. VIMT 2>18,5 kr/m?) unn
ysemmuuenue VIMT (1.e. +1,9 kr/M?) 4epe3 1 rop mocine
TJI, Tak KaK 9TO CBA3aHO C Iy4llell BBKMBAEMOCTHIO.
ITepen TpaHCIIAaHTALIVeN IETKUX CIefyeT YAEIUTD
0co00€e BHIUMaHMe Ha3HAYEHMAM IS ONTUMU3ALIUN
3/I0POBbS KOCTEll C UCIIONb30BaHMEM JJOCTYITHBIX
METOJIOB JIEYeHN A B Ka)XKTOM KOHKPETHOM CIydae.
VY 60nbIIMHCTBA TALMEHTOB HAOMIONAETCS CHIDKEHIE
MMHEPaIbHOI IIOTHOCTY KOCTHOJ TKaHY 1 Cy6OnTH-
MaJibHble ypoBHM BuTaMuHa K 1 Kanpums, Kak f10, TaK
U nocse TpaHcanTanuu. Kpome toro, yposens gedu-
uuta BuTamuHa [l nocturaer 33% u 71%, npu ucnomnb-
30BaHUM ITOPOTOBBIX 3HAYEHUII JI/I1 CBIBOPOTOYHOTO
25-OH-ButamuHa Il <50 HMOB/N 1 <75 HMOJIB/TT, COOT-
BeTCTBEHHO. 30% UMEeIOT coueTaHye OCTEOEeH NN U T -
nosurtaMuuosa [I. loctynHoe ynedeHue (afjekBaTHOe
[MTAaHMe, CUIOBbIE YIIPAXXHEHNUs, JOOABKY KaabLy,
BuramuHa D, ButramuHa K, 6ucdocdonaTos) fOMKHBI
IIpeJIaraTbCs Ha MHAMBUAYA/IbHON OCHOBE [76,77].
CFLD cunTaeTcsa TpeTbeit 10 3HAYMMOCTHU IPUIN-
Hoit cMepTy npy MB u tpancnnanranus nedenn (TIT)
MOXXeT ObITb CIIACUTEIBHOI IPOLefYPOI A/Is MaLiy-
e"ToB ¢ CFLD, 0co6eHHO C TaKMMM OCTIOKHEHUAMU,

19. 3aknouyeHune

IInTanme ocraeTcsa O4YeHb Ba)KHOM YacCThIO )KU3HU
nmanyeHToB ¢ MB. PazpaboTka mpaBuIbHBIX IIO/IXO/{0B
K IMTaHNUIO Obl/Ia ¥ OCTAeTCsA OJHUM M3 OCHOBHBIX
CIIOCOOOB TOBBIIIEHN A BBKMBAEMOCTH M Ka4ecTBa
>KU3HU IPU 9TOM 3a00/IeBaHMUM.

B o6noBnenHOM PykoBoncrBe ESPEN-ESPGHAN-
ECFS 2024 r. npeficTaB/eHbl COBpEMEHHbIE NIPEICTAB-
neHus B obmacty nutaHus npu MB. B HacTosiiee Bpe-
M IPOUCXOJUT OYepeJHOE U3MEHEHNE TPUOPUTETOB
B OpTaHM3aL Uy Hy TPUTUBHON MOAEPIKKY TTAL[IEHTOB
¢ MB, Ba)XHOe MeCTO yHenAeTCA MHANBULYaTbHOMY
MIOAXONY, YTO B IIEPBYI0 OYepe/b CBA3aHO C BBEIEHN-
€M IaToreHeTudeckoit repanuu MB mogynaropamu
CFTR. [TauueHTsl, He TPMHMUMAIOLIME MOJYIATOPDI
CFTR, no-npexxHeMy HY>K/[Jal0TCA B MHTEHCUBHBIX
YCUTUAX IO ONTUMMU3ALNN KaIOPUIHOCTY PallMOHA.
na rex, kro npranMaeT MopynaTopsl CFTR, Tpagu-
I[MIOHHA BBICOKO>KMPOBas1/BbICOKOKAIOPUITHAA V€T
npu MB MOXXeT MMeTh HeraTMBHbIE ULIEBbIE IIOCIE]I-
cTBUA. KIMHMIMCTHI JOMKHBI 3HaTh O IOTEHIMATIb-
HBIX CEeP/IeYHO-COCYAMCTHIX OCTOKHEHNAX, CBA3AaHHBIX
C TPafiMIIIOHHO BBICOKOXMPOBOJ/BHICOKOKATOPMIi-
HOJt fueToit mpyu MB, 0co6eHHO y4nTBIBas yBeInye-
HIe TIPOJOKUTENbHOCTH XXU3HNU. VIMeHHO o3TOMY
M3MeHeHMe KOHIeNI MY TUTAHNA B 9Py TapTeTHON
Tepanuy OT IUIEPKATOPUIHOI BBICOKOXXUPOBOI M-
etbl BCEM 10 «310p0OBOro NUTaHUA» CTAHOBUTCA OC-
HOBHOJI peKOMeHIal11ell 00HOBIeHHOTo PyKkoBozcTBa.

KaK IOpTajJbHas IMIEPTeH3NA UM UMPPO3 MeUeHN.
Iepen npoBeneHneM TpancmmantTayuu nedenn (TII)
HYTPUTUBHBIIL CTATYC JOMKEH OBITh ONTUMU3MPOBAH
IJIsL BCeX MAIjMeHTOB, C 0COOBIM YXOJ0M 32 TSXKeJI0
JICTOL[EHHBIMM MaI[VieHTaMU.

HyTpuTtupsHbIii cTaTyc OKa3blBaeT BAMAHME HA II1a-
uueHToB, oxuparomux TII. 3agep>xka pocra cBsA3a-
Ha ¢ 60jIee BBICOKMM PUCKOM CMEPTHOCTY B JIUCTE
oxupanus TII, u MokeT OTpUIIATENIbHO BIMATH Ha
BbDKMBaeMocTb nocse TTI. OTo moguepkuBaet GpyH/ja-
MEHTa/TbHYI0 PO/Ib HY TPUTUBHON IOAEPKKN Y leTelk
u B3pocnbix ¢ CFLD, oxxmpaomux uin nepeHecunx
TIL. Y Bspocnpix IMT coxpaHscs Ha HpeXKHEM YPOB-
He yepes 1 u 5 ner nocie TII, B To BpeMs Kak y fieTeil
OIMCAaHbI CEpUM C/IyYaeB C IPOTUBOPEYUBBIMU pe-
3y/IbTaTaMMU.

TII moxeT oka3aTh MONOXUTETbHOE BIAUSIHUE HA
MIIK nocne TII mo cpaBHeHMIO ¢ manueHTamu 6e3
TpaHCNaHTAlUY, B Pe3y/NbTaTe BOCCTAHOB/IEHN OT-
TOKa >Ke/TuM, MO3BO/AILIEr0 AyYllle yCBauBaTh M-
TaTe/bHbIE BEIECTBA, yAy4IIaTh aHab0/mmu3M 6eKoB
U YBE/IMYMBATh PU3NUECKYI0 aKTUBHOCTD U3-3a JTy4-
1ero KavecTna >xusuu [78,79].

B PykoBofcTBe 0TMEYEHO, YTO IOCKOIbKY TUTEPA-
Typa 0 KOMOMHVPOBAHHOI TPAHCIIAHTAI[MIL OPTaHOB
(meueHb-MIOMKENTYROUHAS JKe/le3a, TeYeHb-/IerKue)
OrpaHMYMBAETCA COOOIEHNAMN O eAMHUYHBIX CIIY-
qasIX MM HeOObLINX CePUAX, HEBO3MOXHO [JaTh 000-
CHOBaHHbIE PEKOMEH 1ALV,

B PyxoBopcTBe He NpUBeAeHbl KOHKPETHbBIE 0CO-
6GEeHHOCTV IMTAHNS TTALMEHTOB, IIEPEHECIINX TPAHC-
IJIAaHTALMI0 OPTaHOB U HaXOHALIMXCS BCIEHCTBUE
3TOT0 Ha UMMYHHOCYIIPEeCCUBHOI Tepanum.

B oTedecTBeHHBIX PEKOMEHAAIMAX 110 NUTAHNUIO
601pHBIX ¢ MB, chopmynuposannbix B Knnunyecknx
pexomenpanuax 2021 r. [80], mpescTaBieH TpaguLiu-
OHHBIII «KyIaccuvecknit» mopxop («Legacy CF diet»),
TIpefiyCMaTpUBAIOIINIT Ha3HAYeHe BHICOKOIHEePTeTH-
geckoit (120-150% 1o cpaBHEHMIO C HOPMATUBAMU 1A
3IOPOBBIX CBEPCTHUKOB) U1 BLICOKOXXMPOBOIL (30-40%
SHepPreTUIeCKOll MOTPeOHOCTH) AMeThl BCeM IaljyeH-
TaM. 9TO MO>KHO OO'BACHUTD CIeAyom My GaKToOpaMu:
o Haumnas c 2021 r., geTu ¢ pacIpoCTpaHEHHBIMU

MyTrauuAaMmyu B PO Hayany nomyyaTh e4eHNe MO-

nynaropamu CFTR; Bcero Takoe nedeHne cerogs

nonydaror 6onee 1700 feterr. OnHaKo, K HacToALle-

My BpEMeHH ellie He IPOaHaIN3MPOBaHO BANAHNIE

7ie4eHNA TapreTHbIMM IpenapaTaMy Ha HyTPUTHUB-

HBIJI CTAaTyC NalMeHTOB B PD.

o Jlo HacTOAIIEro BpeMeH! HeOCTaTOYHOCTD MNTa-
HIS SIBJISIETCSI HOCTATOYHO CePbe3HOI MpobreMoii
nns nanuedtoB ¢ MB B PO. Tak, cornmacHo oTeve-
cTBeHHOMY Peructpy 2021 . [5],45,2% neteit umenu
nepuenTnb VIMT Huxe 25 n 39,2% B3poc/ibIX -
VIMT numxe 18,5kxr/m*. Ho B Perncrpe He mpefycmo-
TpeHa ONIUsA OTPaKeHNA BO3MOXXHOI YaCTOTHI
U36BITOYHOTO MUTAHNA M OKUPEHNA Y TTaLEHTOB.

B oTeuecTBeHHDBIX KIMHNYECKUX PEKOMEHALINAX
[80], mpenmaraeTcs oLleHKa HYTPUTUBHOTO CTAaTyca

TOJIDKO IIO0 TPAAMIIMOHHBIM aHTPOIIOMETPUIECKUM
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mokasaresnsMm (Bec, pocT, B BUJie IIEPLEHTU/IBHBIX I10-
KasareJielt 1 feTelt 1 abconoTHOro sHaveHus IMT
/151 B3POCIIBIX), He IIPeyCMOTPEHBI METOABI OLIEHKI
COCTaBa Tejla M He OTPa)keHO BIMsHME U3OBITOYHOI
Macchl Tejla, OKMPEHN U T.H. «OXXVPEHU C HOP-
ManbHbIM VIMT», T.e. feduunra 6e3>XnupoBoit Maccht
Teja Ha IeroyHy1o GyHKIuIo 1 TedeHre MB B nenom,
XOTA pAJ, OTeYeCTBEHHBIX UCC/IeJOBAHNI YKa3bIBaeT
Ha 37O [15].

B oTedecTBEHHBIX KIMHNYECKMX PEKOMEHJALMAX
IIpMBeJieHa JOCTYITHAA Y IOHATHAA MHPOpMALus o pe-
KOMEH/IYeMBIX 103aX KM POPACTBOPMMBIX BUTAMUHOB
[ TAaLMeHTOB ¢ MB; ofjHako, yYMTbhIBasA BO3MOX-
Hble U3MeHeHMUs HOTPeGHOCTEN B XXUPOPACTBOPU-
MbIX BUTAMMHAX 1107 BIMAHMEM TapreTHON Tepanuu,
He00X0MMO IPeJyCMOTPETbh BO3MOXHOCTb MHAM-
BUJIya/IbHOTO ITOA60Pa JO3UPOBOK, /I Yero JO/DKHa
6BITH permaMeHTHPOBaHa KPATHOCTh MOHUTOPYHTIA
B cbIBOpoOTKe (1 pa3 B 3-6 mec.).

ITpu 06HOBIEHUY OTeYeCTBEHHBIX KIMHIUIECKUX
pexkoMeHpanuit 6yfeT He0OXOLMMO YAETUTDh BHU-
MaHMe BOIpOCaM NMUTAaHMA NMallMeHTOB IIPU acco-
MMPOBAaHHBIX CaXapHOM Auabere, 60TIe3HN II€YEH,

CokpalyeHuns:

experimental & clinical gastroenterology | N°228 (8) 2024

HapyLIEHUAX MUHEPA/IbHOM IJIOTHOCTYU KOCTEN, IIATa-
HUI0 6epeMeHHbIX U KOPMSILINX )KEHIUH, HY TPUTUB-
HOJI IOATOTOBKE ¥ MUTAHNIO IIOCTIe TPAHCIITIAaHTAl[ UK
JIETKUX U TIE9EeHN.

B snoxy npumenenns mogynaTopos CFTR neo6xo-
IVMBI Ja/IbHETIIINE MCCIIEOBAHM S /15 60TIee TOYHOTO
omnpejeneHNs ONTUMAIbHOTO BeJleHN s MaljMeHTOB
¢ MB Bo MHOTUX 00/1aCcTAX, BK/II0OYasl COCTaB/IeHNE
IVEeTHl, MOHUTOPUHI/[06aBIeH e BUTAMUHOB, I10-
TpeGHOCTM B HATPUM, KOPPEKLMIO PYHKLMM HOLKe-
JIYROYHOII JKeJe3bl, KOPPEKINI0 M30BITOYHOTO Beca
U OXKMPEHUS U fp.

MeauIMHCKUM COTPYAHMKAM, CIeLMaNTU3Upy-
IOLIMMCS B 06/1acTy MYKOBUCLML03a B Poccuiickoit
Denepanun, pelieHNA IO AMArHOCTMKE HapyLIEHU
HYTPUTUBHOTO CTaTyca M ONpe/le/IeHNI0 TAKTUKHA
HYTPUTUBHON MOAEPKKM NalMeHTOB ¢ MB nmomx-
HBI IPUHMMATHCS € YIETOM JAHHOTO OOHOBIEHHOTO
«Pykosozncrsa ESPEN-ESPGHAN-ECFS no nutanuio
U MOfiepXKaHNI0 GUSMIECKOTO CTaTyCa MalIeHTOB
¢ MB» o1 2024 ropa, c ydeToMm 0COOEHHOCTEN KJIMHUKO-
SMNJIEMUOIOTUYECKON U SKOHOMMYECKOI CUTYyaL UM
B Halllell CTpaHe.

ECFS — EBponelickoe 061UecTBO No 6opbbe ¢ MyKOBUCLMAO30M
ESPEN — EBponelickoe 06LeCTBO KAMHUYECKOrO NUTaHUs U MeTabonn3ma
ESPGHAN — EBponeiickoe 06LeCTBO AETCKOW raCTPO3HTEPONOr UM, FenaTonorvn 1 NuTaHua
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