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PekomeHgauum ESPEN-ESPGHAN-ECFS no guetotepanumn npy MykoBUCLMO03€ Y MIaAEHLEB, AETEN U B3POCHbIX

PEKOMEHOALIMN ESPEN-ESPGHAN-ECFS
Nno AMETOTEPANUUN NPU MYKOBUCLIMOOSIE
<« Y MINAOEHUEB, OETEN U B3POC/bIX
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ELSEVIER

Ob6ocHoeaHue. HepocTaTouHOCTb NMUTaHMS 4YacTo conpoBoxaaeT MykoBucumaos (MB) n MoxeT ObiTb Kak eronpuaHa-
KOM, TaK 1 COMyTCTBYIOLLEW naTtonornen. HyTpuTuMBHbLINA CTaTyc NaumMeHTa TeCHO CBA3aH C (PyHKLUMEN Nerkux u BbhKu-
BaeMOCTbl0, MO3TOMY AMeToTepanus BXxoaut B ctaHaapT nederHuss MB. PekomeHpaumm ESPEN, ESPGHAN n ECFS
MOCBsILLeHbl Pa3fnnMyHbIM acnekTam guetotepanun npy MB.

Memoodbi.HacToswwme pekomeHgaLmmn paspaboTaHbl MexayHapoaHOW MeXancumniMHapHon paboyer rpynmnov B co-
OTBETCTBUM C Op1LMaNbHO YTBEPXKAEHHBIMU CTaHAapTaMy. YpOBeHb L0OKa3aTeNbHOCTU U Cuna pekoMeHaaLmm onpe-
aenanuckb ¢ noMolbto cuctembl GRADE. Bee yTBepxxaeHust obcykaanuch 1 aKCnepTHble OLeHKM obpabaTbiBanunch
C nomMoLbo Metoaa cornacoBaHus «denbdu» (Delphi). 3atem yTBepxaeHusa paccmatpusanmce ESPGHAN n ECFS.
OkoHuaTenbHoe pelleHne 06 yTBeEpPXOeHUM pekoMeHaauum npuHumanuy yneHsl ESPEN ¢ nomoLLbio MHTEPHET-romno-
COBaHus.

Pe3ynbmamel. Paboyas rpynna pekoMeHOyeT HauvMHaTb OMETOTEPANnUIO Kak MOXHO paHbllue Mocfe YCTaHOBMEHMUS
OmarHosa, ¢ MnocregyrlmMm perynsipHbiM HabrniogeHvem u obyvyeHneM naumeHTa/poacTBEHHUKOB. ONTMMarbHbIM
nuTaHveM Ans MNaeHLEeB CHATAETCH UCKMIOUYUTENBHO rpygHoe BCKapMivBaHUE; eCN OHO HEBO3MOXHO, PEKOMEH-
OyeTcsa cTaHgapTHas MOJoYHasi CMECh A1 UCKYCCTBEHHOMO BCKapMIMBaHus. MoTpebnexHne sHeprum JOmkHO ObiTb
afanTMpoBaHO Tak, YTOObI AOCTUIHYTb HOpMarbHbIX (4119 COOTBETCTBYHOLLErNO BO3pacTa) nokasartener Macchbl Tena
n pocta.B psage crnyyaeB nokasaHO paHHee Havano 3aMeCTUTENbHOW Tepanun naHkpeaTudyeckummn depmeHTamm u
BUTaMUHOTEPAnuu, C NOCMeayLWmMM perynspHbiM KoOHTponeMm. pu coxpaHHOM (PYHKLMK MNOMKENYOOYHON Xenesbl
peKkoMeHAyeTCs exerogHas oLeHKka ee COCTOSIHUSA MO COAEPXaHUIo NaHKpeaTuveckonanacTasbl B kane. PekomeHnay-
eTcs AononHuTenbHoe NoTpebneHne HaTpUs N OLEeHKa COOTHOLUEHUS] HAaTpUA:KpeaTMHUH B MOYe, B COOTBETCTBMM C
dopaKkUMOHHOW 3KcKkpeumer HaTpusi. MNpu nogo3peHnn Ha AedpnumnT xenes3a HeobXoaAMMO UCKMUYNTL POHOBbLIN BOCNa-
nuTenkbHbIN Npouecc. Y naumeHTos ctapiie 10 net HeoOXO4MMO OLEHMBATbL TONEPAHTHOCTL K IMioko3e. MuHepanbHyo
NMOTHOCTb KOCTEN OLleHMBatoT y naumeHToB ctapiue 8-10 net. Mpu HapyweHun r3n4eckoro passuTUs UM HU3KOM
HYTPUTUBHOM CTaTyCe CHadana pekoMeHAylTCsi nepoparnbHble Ao0aBKku K NuLle, 3aTeM—30HA0BOE 3HTEparibHoe
nuTaHve nonMMeEpHbIMU cMecsiMu. B psae criydyaeB nokasaHo AOMOMHUTENbHOE BBeAeHue LnHKa. [penapaTtbl no-
NNHEHCBILEHHbIX XUPHbIX KACMNOT, CpeacTBa AN Ne4YeHns 0CTeonoposa, npenapaTbl rOPMOHa pocTa, CTUMYNSTOPbI
annetuTa n NpobnOTUKN HE PEKOMEHAYIOTCSH, A0 NPOBEAEHUS AOMNOMHUTENbHBLIX UCCIEeS0BaHNNA.

3akniroyeHue. ,D,I/IeTOTepaﬂMﬂ N HYTPUTUBHAA nogaepiXKa OO0JTKHbI ObITb HEOTbEMEMbIM KOMMNOHEHTOM neyeHns MB.
ObecneunBarb HOpMarlibHOe d)VI3I/I‘-IeCKOG pasButTune aeten nnoaaepXxXmBaTb y,EI,OBJ'IeTBOpVITeﬂbeIIZ HyTpVITI/IBHbIVI CTa-
TYC B3POCJIbIX— OCHOBHbI€ Lelnn MexancumniimHapHbIX LEHTPOB Mo JIe4eHUo MyKoB/CLUMO03a.

1. BBEAEHUE

Ilocnennue KOerfIHOBCKPIC CHCTEMAaTHYECKHUE00-

1.1 PaspaboTka pekomeHgaumm no ametorepanum
npu MyKOBMCLMO03€E

PazpaboTka OOHOBIEHHBIX PEKOMEHAALUWH TO MH-
TAHUIO ¥ HYTPUTHBHOM MOIAEPIKKE OOJBHBIX MYKOBHC-
LIU1030M (MIIaZICHIIEB, AE€TE W B3POCIHBIX) OblIa Hayara
EBponeiickoii accouranye KIMHUYECKOTO IHUTAHHUS U
metabomm3ma (European Society for Clinical Nutrition
and Metabolism, ESPEN). B paGouyro rpynmny Bxoxuim
BpavH, AUETONIOTH, MEeNarork, o0aaJalonne SKCIePTHbI-
MU 3HaHUSMH B 00J1aCTH MYyKOBHCLIMI032, & TAKKE KOOP-
nuHatop (SMS); Bce OHHU SIBISIIOTCS aBTOpaMy HACTOS-
LIMX PEKOMEHIAINH.

30pbl MOKA3alH, YTO PAHIOMHU3UPOBAHHBIX KOHTPOJIU-
PYEMBIX HCCIICIOBAHUHN, MOCBSIICHHBIX 3PdeKTaM au-
erorepanuu npu MB, nemocrarouno [1-8]. ITostomy
MHOTHE KJIMHUYECKHE PYKOBOACTBA MO HYTPUTHUBHOU
MOAJIEPKKE OCHOBAHBI HA COIVIACOBAHHBIX MHEHUIX
skcnieptoB [9-11]. Ilpu cocTaBneHun pexkoMeHAAIUN
skcnepTeiucnonb3oBaiu cucremy GRADE, mosBoms-
IOLIYIO OINPENENHTh YPOGeHb QOKAZAMENbHOCIIUN CUTLY
pexomenOayuy; METOJUYECCKUAE MPUHITUIBI OMHCAHbI B
otnenbHOM nokymente [12]. B anpene 2012 roga 6buta
npoBeaeHa Berpedya B Crokronbme (IlIBenus). Hactos-
[IMe PEKOMEHIAIUY MPEACTABISIOT COO0H OOHOBIICHUE
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EnunbIx eBponeicKuX peKOMEH AUl 10 MUTAHUIO JIJIs
00JBHBIX MyKOBHCIIHI030M [11].

[Touck nmuTeparypbl OCYIIECTBISUICS B 0a3e JaHHBIX
PubMed, a raxxe B KokpeiinoBckoii 6nbnmorexe (Iry0imu-
karuu 10 2014 rona). Mcmonb3oBaicscieayoninon-
cKoBhIi3anpoc: cystic fibrosis AND (nutrition® OR diet*
OR nourishment OR nutrient OR nutriment OR malnutri-
tion OR malnourishment OR undernourishment OR cal-
orie* OR lipid* OR trace OR vitamin* OR protein* OR
taurine OR pancreatic enzyme replacement therapy OR
PERT OR fatty OR micronutrient® OR antioxidant* OR
probiotic* OR supplement* OR insulin OR enteral OR
parenteral OR EN OR TPN OR PN).

Yposenv ooxazamenvnocmu onpenensics ¢ MOMO-
B0 psiia (PaKTOPOB, B YACTHOCTH, MO KOJIUYECTBY U
TUIly Hay4YHBIX uccnenoBanuii [13-17]. KauecTBo noka-
3aTeJIbCTB, HAa KOTOPBIX OCHOBaHA PEKOMEH/IAINS U YPO-
BEHb JOCTOBEPHOCTH 3P (eKTa OLIEHUBAIIUCH OT 8bICOKO-
20 110 ouens HU3Ko2o (Tabnuuya 1) [15]. JlokazarenbCcTBa,
OCHOBaHHbBIC Ha JOCTOBEPHBIX pe3yJIbTaTaX MeTa-aHa-
MU3a00JIBIIOTO YKMCIIa PAHIOMU3UPOBAHHBIX KOHTPOJIH-
PYEMBIX UCCIIECIOBAHUMN, CYMTAINCH JOKA3aTelIbCTBAMH

TABJIULUA 1. Yposnu gokasatensHocTu

BBICHICTO KadyeCTBa. CHC,Z[yIOH.II/Iﬁ YPOBCHbL KadyC€CTBa
npucBanMBalJIiCd  A0OKa3aTcJbCTBaM, OCHOBAHHBIM Ha
pe3yabTataXx Kak MHUHHMYM OJHOTO XOpOMIO CIUIaHU-
POBaHHOTO PAHAOMU3UPOBAHHOI'O KOHTPOJIHUPYEMOTI'O
HUccijIeg0BaHusA. I[OKZBB.TGJ’ILCTBEI CpEAHECTO MW HHU3KOIo
YPOBHS KaueCcTBa ObUIN MOJYYEHBI B X0/I€ KOHTPOJIUpYe-
MBIX I/ICCJ'IG).'[OBaHI/II‘/'I, MMPOBEACHHBIX oe3 panagoMusanuu,
B KOTOPTHBIX UCCJIICAOBAHUAX UJIU UCCIICAOBAHUAX TUIIA
«CJ'Iy‘lElﬁ-KOHTpOJ'IL», a TaKX€ B HECKOJIBKUX HCCICOO-
BaHUAX CCPUHU CIIYUACB. I[OKaBaTCJ'ILCTBa, OCHOBAHHBIC
Ha KIIMHUYCCKOM OMNBITC JKCICPTOB WM IMOJTYYCHHBIC
B OIIUCATCIIBbHBIX HCCICAOBAHHAX, CUHUTAJIUCHh JOKasa-
TEJIIbCTBAMHU OYC€HbL HU3KOI'O KadyecCTBa. HpI/I HaJIUu4nu
OFpaHquHHﬁ, CBsA3aHHBIX C KAQY€CTBOM HCCJIICAOBAaHHUA,
a TaKKC€ MPOTUBOPCUUBLIX PE3YyJIbTATOB, HETOYHOCTEH B
JAaHHBIX WJIN MMOMYCKOB HAHHBIX, WUJIK KE€ MPHU BBICOKOI
BCPOATHOCTH CHUCTCMATHUYCCKUX OIINOOK COO6H_ICHI/I$I
I/IH(l)OpMa]_[I/II/I YPOBCHL NOKA3aHHOCTU MOHMKAJICA. ITo-
CTOAHCTBO U COMTaCOBAHHOCTD PE3YJILTATOB WUJIN y6CI[I/I—
TCJBHBIC JOKA3aTCJIbCTBA, IMOATBCPKAAOIMINC HAJINYUC
CBs3U, MPUBOAWIN K IOBBIIICHUIO YPOBHS JOKAa3aHHO-
ctu (Tabnuya 1).

YpoBeHb OnpepgeneHve foKasatenbCTs'®

Bbicokuia ManoBepoATHO, UTO JanbHeNLwe NCCIef0BaHNA NOBAKAIOT Ha Hally YBEPEHHOCTb B oLieHKe ddeKTa.

e EcTb BEpPOATHOCTb, YTO AanbHelLne NccnefoBaHya CePbe3HO MOBAUAIOT Ha Hally YBEPEHHOCTb B OLieHKe
P 3¢ deKTa 1, BO3MOXKHO, UMEHAT 3TY OLIEHKY.

Huzkuin EcTb oueHb 6osbluas BEPOATHOCTb TOFO, YTO AaSibHENLWne NCCNefoBaHNA CEPbe3HO MOBAMAIOT Ha Hally

QOueHb HU3KUN

Cuna pexomenoayuu OTMpeNeNsIach Mo pe3yiabraraM
o01ero o0cy)eHusl, B X0[e KOTOPOr'0 BBICKA3bIBAIHCH
1 00CyXIanuch MHEHHS SKCIEPTOB, OLIEHUBAJIOCH COOT-
HOILIGHUE TIOJIb3bI M PUCKA ISl PEKOMEHJIAIINY, a TaKXKe
CBsI3aHHBIC C HEell 3aTparhl. Takke paccMaTpUBaIKCh MO/~
TBEPXKAIOIINE JaHHBIE, TOCIIE Yero MPUMEHSIICS METOJ
cornacoBanus «lensdu» (Delphi) u mpoBogunock rono-
coBanue. O0Cyx1eHre PeKOMEHIalH TPOAOIHKAIOCh 10
TEX I0p, [I0KA HE IOCTUTAJIOCH comtallenue (Tabnuya 2).

TABJINLUA 2. Cuna pekomeHaaLmm

Cuna pekomeHaauum

CunbHasa Mbl pekomeHAyeMm / He peKkomeHayem

Cnabas Mbl npegnaraem / He npeanaraem

HaxkoHern, mofHBIA CIMCOK YTBEpKIEHHN OBbLT pazo-
cnad BceM wieHam ESPEN (2 639 wenosek) mo smek-

Jio6as oueHKa apdeKTa HefOCTOBEPHA.

YBEPEHHOCTb B OLleHKe Bd)d)EKTa N, BEPOATHO, NUBMEHAT 3TY OLIEHKY.

TPOHHOM moyTe B BUJE (paiina; MMCbMO COMPOBOXKIAIOCH
npoch00il TOATBEPAUTH KaXKI0€ yTBEP)KACHUE WM OT-
KJIOHUTH €ro (B MOCIEIHEM Cilydae HEeoOXOOUMO ObLIO
IaTb000CHOBaHUE). YHOMSHYTBIH (aitn 3anonHmmm 50
yyieHoB ESPEN, nosst omoOpeHHbBIX YTBEPKICHHIA COCTa-
Buia ot 61 1o 100 %. KommeHnTapum, ocHOBaHHbIE Ha JIH-
TepaTypHBIX UCTOYHHUKAX, OBLIN YUYTCHBI B HTOTOBOM BEp-
cuH pykonucu. EBporieiickoMy o0LIecTBy CHEIHATHCTOB
B 00JIaCTH JETCKOW racTpOIHTEPONIIOTUH, TeNaToI0Tuu 1
nutanust (ESPGHAN) u EBponeiickomy o0miecTBy crie-
nuanucToB B oonmactu mykosucuugos3a (ECFS) — coaBro-
paM IaHHBIX PEKOMEHIAIMI — AJIsl OLIEHKHU ObLIa Mpeio-
cTaBieHa uToromas Bepcusi pykonucu; st ESPGHAN
MIPOM3BOINIIACH BHEIIHSS OIIEHKA.

Crnenyet OTMETUTB, UTO JaHHBIN IPOEKT OCHOBBIBAJICS
Ha mpaBuiax g pekomenganuit ESPEN [12], Toraa xak
ESPGHAN u ECFS, npuaep:xuBaromiecss COOCTBEHHBIX
MIPaBUJI, OTHECIN JAaHHBIA MPOEKT K YCTAHOBOYHBIM J10-
KyMEHTaM.
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1.2 MNoTpebHOCTM B NUTaTENbHbIX BELLECTBaxX Npu
MYyKOBMCUMAO3€e

1.2.1 OnncaHne npobnemsi:

MyKOBMCUMOO03 N HEQOCTATOYHOE NMUTAHNE

MyxkoBucimno3 (MB) — yrpoxaroiee )KHU3HU T€HETH-
Yyecku-o0ycioBieHHoe 3a0oneBanue. MB pacrpoctpanen
MIPEUMYIIECTBEHHO CpEeNN TpeiCTaBUTENEH €BpONEOn]-
HOW pachl, OJTHAKO MOXKET BCTPEUaTbCsl U Y MPeCTaBUTE-
Jel Apyrux pac wim 3THu4Yeckux rpynn [18, 19]. B Espo-
e ypoBeHb 3a0oneBaemoct MB cocrasnsier 1 Ha 3 500
HOBOPOXKJICHHBIX eBponeougHoit pacel [20]. Cpenusis
pacmpoctpanennocts MB B CIIA u ctpanax EBpomneii-
CKoro cotosza ujaeHrtuyHa u cocrasister 0,74 u 0,80 nHa
10 000 nacenenust coorBeTcTBeHHO[21].

XapakrepHblii 111 MB ¢enotun o0ycnoBieH myTa-
uusMH B TeHe, kopupyromem 6enok CFTR (MBTP) (My-
KOBHCIHIO3HBIN Oenok-perynsarop — MBTP). Pesynb-
TaT 3TUX MyTauui — AeQUUUT WM AUCHYHKIMs Oenka
CFTR, xotopslii HapyIIaeT TPaHCIOPT UOHOB HATpUs U
XJIopa 4epe3 MeMOpaHy pa3iIM4HbIX KJIETOK, B TOM YHC-
e snuTennanbubixX [22, 23]. Kak cienctsue, U3MEHsETCs
TPaAHCTIOPT KUJKOCTEH, U CIIN3UCThIE CEKPETHI CTAHOBST-
cs Oosee BsI3KUMH. B pesynprate Hapymaercs: GpyHKuus
JIETKUX M TOJKETyAOYHOM JKenle3bl, a TakkKe IEeYeHH,
JKEITYHOT0 My3bIps 1 KuieyHuka [18, 23]. B nerkux Bss3-
Kas CIM3b «IPUKIEHBACTCS» K MOBEPXHOCTH JIbIXaTElb-
HBIX MyTEeH, YTO yXYALIaeT MYKOLMJINAPHBIM KINpEHC U
YBEJIMUMBACT PUCK BOCHalleHHs M WH(eKuuu. Bsskuii
CEKpEeT IMOKETyA0UHOM Kene3bl 3aKylIOpUBAET €€ BHY-
TPEHHHE TPOTOKH, YTO 3aTPYIHSAET MMOCTYIUIEHNE MHUIIe-
BapUTENBHBIX (DEPMEHTOB B TOHKYIO KHIIKYH HapyIllaeT
BCachIBaHUE MMUTATENIbHBIX BellecTB [23].

MyKOBHCIM/I03 CBSI3aH C HU3KUM HYTPUTHUBHBIM CTaTy-
COM Kak Hanpsmyto ((haxTopbl, 00yCIOBIEHHbBIE MyTaLHsI-
MH, JISKAIIUMIA B OCHOBE 3a00JIEBaHMs), TAK U KOCBEHHO
(BBICOKHE SHEpreTHUecKre MOTpeOHOCTH, MOTEpPU IHEp-
I'MH, YCKOPEHHBIH OOMEH HE3aMEHUMBIX JKUPHBIX KHUCIOT
[HXK], a Takoke CHIPKEHHOE IOTPEOICHNE U HAPYILICHHOES
BCachIBaHHE MUTATENBHBIX BemiecTB) [18, 23-26]. Y nereit
HU3KHIM HYTPUTHUBHBIN CTAaTyC MPUBOAUT K 3aJEPIKKE pO-
cta ¥ pa3Butus [27]. Y nereit u B3pocibix ¢ MB yxyn-
nieHue (QyHKIMU JIETKUX CBSI3aHO CO CHHXKCHUEM HYTPH-
TUBHOIO CTaTyca, YTO COIPOBOXAAETCS YBEINYEHHUEM
cMeptHoctH [28, 29]. C mpyroii CTOPOHBI, MEKIY XOPO-
LIMM HYTPUTHBHBIM CTAaTyCOM M YIIydlICeHHUEM (YHKIHH
JIETKUX TOKE €CTh HEMTOCPEACTBEHHAs CBSI3b; B PE3YJIbTa-
Te KIMHUYECKUE MCXOJbl CTAHOBATCS OnarompusTHee, a
BBDKUBAEMOCTH moBbImaercs [18, 24, 28]. XoTs 3a mo-
CIIeJTHUE IBAJLaTh JIET HyTPUTUBHBIN CTAaTyC MAlMEHTOB
¢ MB 3HauMTENnpHO YIy4IIMJICS, B HEKOTOPBIX CIydasx
ONTUMAJIbHOE TTUTAHKE Bee elle He HanmaxkeHo [30]. Panee
HayaJlo Je4eHus (Hanpumep, eciu nuario3 MB ycranas-
JUBaeTcsa NMPU CKPUHUHIE HOBOPOXKIEHHBIX) UMEET P

MPpECUMYIICCTB. TaK, OHO Ja€T BO3MOXKXHOCTb MUHHUMU3H-
pOBaTh }_'IC(I)I/II_[I/IT MUTATCJIbHBIX BCUICCTB U COIMMPOBOXKAA-
CTCA YIYUHICHUEM HYTPUTUBHOI'O CTATyCa.

1.2.2 AKTBHas TakTuKa

YroObl MaKCUMAIIBHO YAYYIIUTH UCXOA 3a00JeBaHus,
JUTSL KayK/10To nanuenTa ¢ MB, B xoze neuenns HeoOxomu-
MO YIeNIATh BHUMaHME JueToTepanuu. s 3toro rpym-
na skcneproB, npeacrasieHHas ESPEN, ESPGHAN u
ECFS, cucremarnyecku aHaau3upyeT MEIULUHCKYO JIH-
TepaTypy ¥ 0000IIaeT COBpEMEHHbIE JaHHbIE 00 dMHIe-
MHOJIOTUH, NaTO()U3NOTIOTHH, MTPOPUIAKTHKE U JICUCHUIO
HEJOCTATOYHOCTU INUTaHus, cBa3aHHOM ¢ MB. I'pymnmna
ESPEN-ESPGHAN-ECFS pekomeHyeT npuiepKuBaThb-
Cs1 OCHOBaHHBIX Ha JI0Ka3aTeNIbCTBaX PEKOMEHAIN, 1o-
CBSIILIEHHBIX TUTAHUIO U HYTPUTHUBHOM MOJAEPKKE OOIb-
HBIX MYKOBHCLUI030M (MJIaJICHLIEB, ETEH U B3POCIBIX).

1.3 MNpuynHbl HegocTaTouHOCTU NUTaHUs npu MB

Henocrarounocts nutanus npu MB Bo3HHKaeT us3-
32 HECOOTBETCTBHSI MEKIY SHEPreTHUECKUMH TOTped-
HOCTSIMH M (PAKTHYECKUM MOTPEOJICHUEM IHIIH; KPOMe
TOT0, OHA OCIIOXKHAETCS Manbabcopobuueit. Ha cerogusim-
HUI JIeHb CTaHAAPTOM auerorepanuu npu MB saBister-
Cs1 BBICOKOKAJIOpHUITHAs JUETa ¢ BBICOKUM COAEpKaHUEM
JKUPOB B COYETAHUHU C 3aMECTUTEIBbHON Tepamueil maH-
kpearnueckumu pepmentamu (3TIID) n npuemom xwu-
popacTBOpUMBIX BUTaMUHOB [27]. CornacHo mociaeaHuM
UCCIIeIOBAaHUSIM, TaK)Ke HEOOXOOUMBI PEKOMEHIAINH TI0
YBEJTUUYEHHOMY MOTPEOIeHNIO OENTKOB, YTOOBI MTOACPKH-
BaTb 0E3KUPOBYIO MAaccy Teja U yIy4lIUTh JOJITOCPOY-
HbIe HUCXOnbl 3a0oneBanus [24]. AHaIOTHYHBIC HaHHBIC
ects u ana HXK: nmpenmonaraercsi, 4to yBenuueHHOE
notpebnenne HXK (nanmpumep, NHHONEBOW KHCIOTHI)
MOXET YIYyYIIUTh BBDKHBAEMOCTh U (PU3NYECKOE PA3BH-
tue [31].

1.3.1 CtaHgapTHasa xapakTepucTuka
[0CTaTo4HOro nutaHusa npu MB
[Turanue mianenues u aereu, crpagaromux MB, cun-
TaeTCsl JIOCTATOUHBIM, €CJIA UX MOKA3aTeIu (PU3NICCKOTo
pa3BUTHS HE OTIMYAIOTCA OT HOPMATHUBHBIX 3HAUYCHMM
JUI 3I0POBBIX CBEPCTHHUKOB. /[ B3poOCIbIX, cTpanaro-
mux MB, «1moporoBoil BEIMYMHOW» SIBIAETCS LEJIEBOE
3HaueHne uHuekca maccel tena (MMT), paccunranHoe
OTJIEIBHO TSI SKEHIIUH U MYK4UuH [32].
Tem He MeHee, 1ieneBbiX 3HaueHuit UMT HegocTaTou-
HO JUIsl TIOJIHOLUEHHOW XapaKTepUCTHKHW HYTPUTHBHOIO
cTaryca cTapimux Jeteid m B3pocibix ¢ MB. Engelen n
COaBTOPBI YKa3bIBAIOT Ha BCe 0o0Jiee BBICOKYIO PacIpo-
CTPaHEHHOCTh M30BITOYHOTO BeCa U OXHpEHHUS — (hak-
TOPOB, 3aTPYAHSIOIIMX OLEHKY HYTPUTHUBHOIO CTary-
ca [24, 33]. Ipyrumu cioBaMH, YBEIUUYCHUE MACCHI Tela
He 00513aTeNIbHO KOPPENHUPYET C yIydileHueM (YHKIUU
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JIETKUX; Ha CAMOM JIeJIe BBICOKasl )KMpOBasi Macca (Ho, co-
OTBETCTBEHHO, HU3Kasl OE3:KMPOBasi Macca Tena) yxyauia-
et nporHo3 MB. Takum o0pa3oM, B OyayIInX peKOMeH-
Janusax 1o nutaHuio npu MB HeoOxoamMo cooTHecTH
noporosble 3HaueHuss UIMT, xapaxrepusyromue nocra-
TOYHOE MHUTAaHUE, C TOPOTOBBIMHU 3HAUCHHS OE3KUPOBOM
MAacChlI Tella.

1.3.2 PacnpocTpaHeHHOCTb
HeOoCTaTOYHOCTU NuTaHms npn MB

Hecmotps Ha To, 4TO BCe Ooblie narueHToB ¢ MB mo-
CTUTAIOT YIOBJIETBOPUTEIHLHOIO HYTPUTHUBHOIO CTaryca,
HEJO0CTAaTOUYHOCTh MUTAHUS MO-NPeKHEMY BCTpeuaeTcs. B
COOTBETCTBUU C TIOCIEAHUM peructpoM nanueHToB ECFS
(mannbie 2010 roma) [34], B OOJBIIMHCTBE €BPOMEHCKIX
CTpaH MPaKTUYECKH MOJIOBUHA BCEX ACTEH U B3POCIHBIX C
MB COOTBETCTBYIOT KPUTEPUAM JOCTATOYHOIO MUTAHUSL.
OpHako 3TO 03HAYAET, YTO OKOJIO MTOJIOBUHEI MAIIUECHTOB HE
JOCTUIVIN YIOBIETBOPUTEIHLHOTO HYTPUTUBHOTO CTaTyca.
Amnanornunsle TeHaeHnuu Hadmomarorcs u B CILIA, e
MenuaHa Bo3pactHoro MUMT (mo mikane mporieHTHIIeH )
y aereir ¢ MB yBenuuunacs ¢ 41,0 B 2001 . 1o 51,3 B
2011 r, a meguana UMT nnsa B3pocneix ¢ MB yBenuuu-
nace ¢ 21,2 o 22,1 xr/m? (HOpMasibHbIC 3HAYCHUS IS
3I0POBBIX B3POCIBIX COCTABISIIOT OT 18,5 10 25) [35] Ipu
9ToM 1o naHHbBIM Ha 2005 rof, mpeAcTaBICHHBIM B OTYE-
Te 1o peructpy nanueHtoB ®onaa mykoBucimaoza CIIA
(CFFoundationPatientRegistryReport), mnpubnusurensHo
YeTBEpTh JeTed Haxoawiauch Hmwke 10-ro mpoueHTHis
(Macca Tena B COOTBETCTBHUH C BO3PACTOM U IIOJIOM), U
22% B3pocabix B Bo3pacte 18-30 meT uMmenu HemoCcTaTou-
Hy!0 Maccy Tena [29].

1.3.3 TNpuynHbI HE4OCTaTOYHOrO NUTaAHUA

IIpu MB k HeEmocTaro4HOMY IUTAHUIO MPUBOIUT
KOMITJIEKC MPHUYMH: MOTEPU SHEPTHH, BBHICOKHE JHEpre-
THYECKHE MOTPEOHOCTH W HApyLIEHHOE TMOCTYIUICHHE
nutatenbHbIX BemecTB [18]. OcHoBHAs mpuUYMHA MOTE-
PH dHEPrHUH— MasibabcopOLUsl, KOTOpas 4acTo SIBISETCS
CJIEJICTBHEM HApyIIEHHOTO MuuieBapeHus. B cBoro ode-
pelnb, HapylIeHHOe MUIeBapeHre 00yCIOBICHO HeJ0CTa-
TOYHBIM MOCTYIJICHHEM MaHKpeaTHuecKux (pepMeHTOB B
MIPOCBET KHIIEYHHKA (HEAOCTATOUYHOCTh SK30KPHHHOMN
(GyHKIMH MOpKENTyIouHON skene3bl) [23]. B ciyuasx,
KOIJla HapyLIeHHs MHILEBAapEeHUs COIMPOBOXKAAIOTCA Me-
TaOOMMYECKUMHU HM3MEHEHHSMH, TOTEPH SHEPrHU yCy-
ryomsitores. [IpumepaMu TakuX COCTOSTHHN MOTYT OBITH
BOCTIAJIUTENBHBIA MPOLECC B KUIICUHUKE, M30BITOYHBIN
pocT OakTepuil B TOHKOM KHIIKE, HeJOCTaToyHas ce-
Kpenusi OukapOoHaTa, HapylIEHHAs CEKpelHs HWHCYIH-
Ha B COYETAHHUU C MHCYJIMHOPE3UCTEHTHOCTHIO PA3JINy-
HOW cTemeHHW (caxapHblii nuabeT, acCOMMPOBAHHBIA C
MB) [36] 1 HapyieHHe QyHKIIMY NTeueHH (3a0o0eBaaHme
e4eHH, acconuupoBanHoe ¢ ¢ MB) [37, 38].

Bonee Toro, sneprernueckre noTpeOHOCTH y MalyeH-
TOB, cTpaaaromux MB u nankpearudeckoil HerocTaTod-
HOCTBIO, BBILIE, YEM SHEPreTHUECKUe NOTPEOHOCTH 3110-
POBBIX Jtofied. P m3amepeHuii moATBepKIAI0T ITO: TaK,
y manueHToB ¢ MB ormeuaetcst Ooiee BBICOKHI pacxon
SHEPrUHOCHOBHOTO oOMeHa [39]. Takue mokazareiu Cy-
IIECTBEHHO KOPPETUPYIOT C MaHKpeaTHYeCcKol HeJocTa-
TOYHOCTBIO, XOTSI MEXaHU3M 3TON B3aMOCBSI3U OCTAETCS
HesicHBIM [ 18]. Taxke BBICOKHE YHEPTeTUYECKUE MOTPEO-
HOCTH MOXXHO OOBSICHUTH XPOHMYECKHM BOCHAIUTEb-
HBIM IIPOLIECCOM B JIETKUX M MH(EKLUHUSIMH, KOTOpPBIE CO-
nposoxkaaror MB [38, 40, 41].

[ToTpebnenue snepruu y nanuentos ¢ MB, B ocoben-
HOCTH JIeTel M MOAPOCTKOB, 4aCTO HEJOCTATOYHO MAJIS
KOMIICHCAIMK JIe(PUIMTOB, BO3HUKAIOIIMX H3-32 Hed(-
(eKTHBHOTO YHEPrOOOMEHA 1 MTOBBILICHHBIX JHEPreTHYe-
ckux noTpedHocrel. [lcuxocouuanpHble aCIEKThI, TAKHE
KakK CTpecC M HEBBIITOJHEHHE METUIIMHCKUX PEKOMEHa-
LU, MOTYT ycyryOnsiTh sHeprerudeckuii nepuuur [18].
CHMXaTp anmneTuT U 3aTPyAHATh NOCTYIJICHHE TUTATENb-
HBIX BEIECTB MOTYT M JIpyTue AOTIOJHUTEIbHbIE (PaKTO-
PBI: BOCTIAJHUTENbHBIE IPOLIECCHI B JIETKUX; TUCKOM(OPT,
CBSI3aHHBIM C HApyHICHUSIMH PaOOTHl JKEITyIOYHOIO-KH-
HIEYHOTO TpakTa (ractpod3odarcanbHblii peduioke, 3a-
MOp, CHHAPOM JUCTaJbHOM HMHTECTHHAJILHOW OOCTpYK-
UM, N30BITOUHBIN POCT OakTepHii); moOouHbIE 3P(EeKThI
JIEKapCTBEHHBIX Npenaparos [18, 23, 42].

1.3.4 KakoBbl nocneacTaus
HEeAOoCTaTO4HOro nutanus?

Henocrarounoe nuraHue BAMSET Ha (YHKIMIO JIbIXa-
TEJILHON MYyCKYJIaTypPbl, CHU)KACT TOJISPAHTHOCTH K (hU3UUe-
CKUM Harpy3KaMm U yXy/auaeT ()yHKIHIO UMMYHHOW CHCTe-
MbI [43]. B To Bpems kak naropusuonorust MB Hanpsimyro
CBsI3aHA C HU3KUM TOTPEOJICHUEM SHEPTUH, 110 CPABHEHUIO
C DHEPTreTUYECKUMH MOTPEOHOCTAMH, CYILIECTBYIOT U JpY-
THe MaTO(PU3HOIOTMISCKHE MEXaHU3MBI, 32 CYET KOTOPBIX
nipu MB nopakarotcst pa3iiuuHbIe OpraHbl TAKKMM 00pa3oM,
4T0 (PyHKIUM JIETKUX YXY/IIAKOTCS, HApyIICHUE (r3nde-
CKOTO Pa3BHUTHsI YCYryOJsIeTCs, KaueCTBO JKU3HHU CHHYKA-
€TCsl, € MPOAOIKUTEIBHOCTh XU3HU cokparmaercs [44].
VY MiazieHIeB U IeTei MIIAIIEro BO3pacTa, CTPaJarolIinX
MB, HM3KHII HYTPUTUBHBIA CTATYC PUBOAUT K 3aJEPIKKE
pocTa. ITO MOATBEPKAACTCS HU3KUMU BO3PACTHBIMHU TTOKA-
3aTeIIMU MacChl TeJla ¥ pOCTa IO IIKaJe MPOoLeHTIIeH [29,
45, 46]. be3 neyeHusi Takas HEAOCTATOYHOCTH MUTAHUS,
cBsizanHas ¢ MB 1 BO3HUKIIAS B pAaHHEM JETCTBE, MOXKET
MIPUBECTH K CEPHE3HBIM MOCIEACTBUSAM — HAPUMED, HApY-
HICHUSIM KOTHUTUBHOW (yHKumn [47]. Tspkenas Hemocra-
TOYHOCTh MUTAHUS B MJIAJCHYECKOM U JETCKOM BO3paCTe
XapaKTepU3yeTCsl 3HAUUTEIBHBIM YXY/IILICHUEM (YHKIHA
nerkux [46] 1 HU3KOM BEDKHMBAEMOCTHIO [48].

ITo mepe mporpeccuposanuss MB y nereil crapuiero
BO3pacTa W B3POCIBIX BO3HUKAIOT pa3jMdyHbIe MeTabo-
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JMYECKUE OCIIOKHEHHUS, KOTOPhIC MPHUBOIAT K JICPHUIIUTY
MUTATEeIbHBIX BEIIECTB. DTO, B CBOIO OUEPEb, CILE CUITb-
Hee yXy[IllaeT Ka9ecTBO XKU3HU [49] U yBeIMUUBACT PUCK
cmeptu [50]. Hanpumep, acconupoBanHslii ¢ MB caxap-
HBII TUa0eT (He0CTATOK UHCYIMHA U/WITH UHCYITMHOPE3H-
CTEHTHOCTb) MPOBOIIUPYET U YCHIIUBAET HEIOCTATOUHOCTh
[UTAHUS 33 CUET YMCHBIIICHUS aHa0onmmyeckux 3(hdexron
uHcynuHa [51-53]. AHaANOrU4yHO, AacCCOIMUPOBAHHOE C
MB nopakeHue Ne4eHu UM CTearo3 MEYCHH CBsI3aHbI C
OT/ICIIbHBIMU BUIaMU JIe(DUIIMTA TTUTATEIBHBIX BEIECTB —
HampuMmep, >KkupopacTBopuMbix ButamuHoB, HXKK u kanb-
uws [37, 54, 55]. DToyXynuiaetT HeJOCTaTOUHOCTh TUTAHUS
B IICJIOM U BHOCHUT CBOM BKJIaJ B Ipyrue HapylICHHUs, Ta-
KM€ KaK OCTEOINEHUsSI U 0cTeonopos [56-58].

Takum 00pa3om, HEOIArONPHUSATHBIC MOCIICACTBHS HE-
JIOCTATOYHOCTHU OTJENbHBIX MUTATEIBHBIX BEIIECTB y Ma-
HUEHTOB ¢ MB — mnaieH1IeB, 1€TEM U B3pOCIBbIX — MHOTO-
00pa3Hbl U BECh KOMILIEKC TAKKX MOCIICICTBUH SIBIISCTCS

OCHOBaHUEM JIJIsl PaHHEH U arpeCCUBHON JTUETOTEPAITHH,
KOTOpasi JIOJDKHA HAYMHATHCSI B pAHHEM JIETCKOM BO3pac-
T€ U IPOAOIIKATHCS MOKU3HEHHO [59, 60].

1.4. O6Lme pekomeHgaLUMm
no anertorepanunun npn Mmykosmcumnaose
B mactosmemM nOKyMeHTE AaHbl HIECTb OCHOBHBIX
PEKOMEHJAIUK 0 CKPUHUHTY M OLIEHKE HEIO0CTaTO4-
HOCTHU MHUTAHMS, a TAKXKE MO JUETOTEPANUU MPU MYKO-
Bucuuao3e (Tabnuya 3). JlomomHUTENLHBIE UCCIEA0BA-
HUSl U YCUJICHHE JIOKA3aTeNIbHOW 0a3bl HEOOXOIUMBI ISt
MHOTHX PEKOMEHJAIUI; TEM HE MEHEE, Mbl MPU3bIBAEM
UCCIIeZIoBaTeNel yaenuTh 0c000¢ BHUMAHUE W3YUCHUIO
HOBBIX CIIOCOOOB KOPPEKIIUU HApYIISHUH, CBSI3aHHBIX C
nutanueM npu MB. B niepByto odepens k 3TUM criocodam
OTHOCSTCS TpEenaparhl >KUPHBIX KUCJIOT, Ipernaparsl Ajs
JICYEHUS 0CTEONOPO3a, MPOTUBOBOCTIATUTEIbHBIC MTpena-
parbl, aHaOOJIMYECKUE CPENICTBA M TPOOUOTHKHU.

TABJINLA 3. Knununueckne pekomeHAaLUM No NUTaHMIO NPY MyKOBUCLMAO3E

O6Lme yTBEPXKAEHNA PEKOMEHAALNI

Paznen

1. PekomeHayeTCA MacCOBbIN CKPMHUHT HOBOPOXKAEHHbIX Ha MyKOBUCLIMA03; AueToTepanuio npyu MB pekomeHayeTcs Ha-
UYMHATb Ha PaHHKX 3TaMax.

2. PekomeHayeTca perynsapHas OLeHKa aHTPOMNMOMeTpUYeCKMUX MoKasaTesieil, XapaKTepu3yowWwmx HYTPUTUBHBIA CTaTyC:
Macca Tefa U pocT (BO3pacCTHble MOKa3aTeNM Mo LWKane NpoLeHTUNen) Ansa aeten < 2 NieT; Macca Tena, poct n MMT (Bo3- 1
pacTHble NoKasaTenu no wKasne npoueHTunen) ana geten > 2 net; UMT gna B3pocnbix.

3. PekomeHayeTcA peryssapHoe onpefeneHmne cneynduueckrix MapKepoB, CBA3aHHbIX C HYTPUTUBHBIM CTaTycoM, GyHKL-
OHasbHbIM COCTOAHNEM 1 OBLLYMM TeUeHMeM 3a60/1eBaHNA, KakK NPEANKTOPOB pricKa HeJOCTaTOUHOCTN NUTAHNA.

4. inA npepoTBpaLLeHA HEAOCTAaTOYHOCTUN NUTAHMA MW AS1A OTCPOYKHM €€ Hauyasla PeKOMEHAYETCA COOTBETCTBYHOLLEE 00-
yuyeHue nauMeHToB/poanuTenen; TakKe peKoMeHyeTcs COOTBETCTBYIOLLEee BO3PACTy NoTpebrieHre S3Heprum, [OCTaTouHoe

LA NoaAepKaHusA HoOpManbHONM Macchl Tena (MoTPe6bHOCTb B SHEPrnW KpaliHe MHAMBUAYaAbHA Y MOXKET NpeBblLlaTh HOP-

Mbl, PEKOMeHZyeMble AN 3A0PO0BON nonynauun, B 1,1-2 pasa). Heo6xoanmo KOHTPONIMPOBaTb MOCTYMIEHNE 31EKTPONN- 2
TOB C nuwen (Mpu HeO6XOANMOCTI— COOTBETCTBYIOLLAA HYTPUTUBHAA MOALEPKKA); MOKa3aH MPUEM XNPOPACTBOPUMbIX
BMUTAaMVHOB; NPW NaHKpeaTUyeckon HeOCTaTOYHOCTI MOKa3aHa 3aMecTTeNlbHaA Tepanus NaHKpeaTuieckumm GepmeH-

Tamun (3TMNO).

5. MaurieHTam Heob6XoaMMO AaTb pekoMeHAauny o 6anaHce MaKpO3MEMEHTOB B MUTAHMM, 0CO60e BHMMaHUe yaenss no-
TpebneHno 6ENKOB 1 XNPOB, KOTOPOE AOIKHO OblTb JOCTATOUHBIM AN NPeLOTBPALLEHUSA WY 3aMeSSIeHNS NOTepy Mbl- 2
LeyHol Macchl 1 GyHKLMK.

6.[ina 3¢¢EKTVIBHOI7I KOoppekunn HeJoCTaTOYHOCTU MUTaHUA peKoOMeHOYeTCA NPUHNMAaTb TepaneBTUYeCKmne mepbl B COOT-
BETCTBNW C YCTAaHOB/IEHHbIMN KPUTEPUAMUN; TaKXKe B COOTBETCTBYIOLEM pa3aenefaHbl peKoMeHdaun no oueHkKe n Kop- 3
peKkunn nepBoHayYasibHbIX MPUYUH 1 ONKUCaHDbI Croco6bl neveHnn Aed)mu,ma Pa3nnyHbIX NUTaTENbHbIX BELLECTB.

Mbl npunsbiBaem nccnegoBartenen n3y4yaTb HOBble crnocoo6bl Koppekunn HaprJEHVIVI, CBA3aHHbIX C NUTaHMEM npun MB. B
nepeBylo ovyepenb K 3TUM crnoco6am oTHOCATCA npenapartbl XXKMPHbIX KNCNOT, Npenapartbl AnA neyeHMAa oCcteornoposa, npo- 4
TUBOBOCMaNuUTENIbHbIE NMpenaparhbl, aHabonunyeckme cpeactea n FIpO6I/IOTI/IKVI.

@ KoHKpeTHble pekoMeHZaLuy Nno guetotepanuv Npy MyKoB/UCLIMA03e NpeAcTaBfieHbl B COOTBETCTBYIOLWMX pa3fenax.

2. CUCTEMATUYECKMUU noaxon
K OUEHKE W MOHUTOPWUHTY
HYTPUTUBHOIO CTATYCA INPU MB
BHe 3aBucMMOCTH OT BO3pacTa MAIHEHTOB, MYKO-
BUCIU/I03 CONPOBOXKIACTCSI PUCKOM HEIOCTaTOYHOCTU

nUuTaHusA, TaKHM 06pa30M, AJId YIy4YHICHUA HCXOOO0B
3a00JIEBaHUS H€O6XO£[I/IMI>I peryjidpHbiC U ACTAJIbHBIC
OIICHKU HYTPUTUBHOI'O CTaryca. B Clly4dasaX, Korga
JuardHo3s MB YCTAHOBJICH IMpU HCOHATAJIbHOM CKpHU-
HUHTC, NUCTOTCPpAINA IMO3BOJJACT HNOAACPIKHUBATH HOP-
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MaJbHbIE TOKa3aTenu (HU3NYECKOro Pa3BUTHS Naxke 10
TOTO, KakK MpOsBIseTCs XapakrepHbld ans MB ¢deno-
tum [59, 61, 62].

B atom pasnmene oOCYXIAlOTCS METOABI, KOTOPOE
MO3BOJISIFOT BBIIBUTH MapKepbl HU3KOTO HYTPUTHBHOTO
craryca (Tabnuya 4). Kak ObU10 CKa3aHO BBIIIE, TPAJIU-
LIMOHHO HU3KUI HYTPUTHUBHBIN CTaTyC JUarHOCTHPOBA-
JU C TIOMOINBIO HOPMAaTUBHBIX aHTPOMOMETPUYECKHUX
rokasareseil: Macca M JiIMHa Tesa (BO3pacTHhIE MOKa-
3aTeNu MO IIKaje MPOUEHTHIICH) Y MIIaJieHIIeB U JeTel
miaame 2 net [62, 63], UMT y nereit crapiue 2 net u
B3pocibIX [29]. MexayHapogHble HOPMBI pOCTa U Mac-
CBI TeJIa WJIN CCBIJIKM Ha COOTBETCTBYIOIINE UCTOUYHUKU
JIOCTYIIHBI Ha caiiTe BceMupHoi opranuzaunuu 31paBo-
oxpanenus (BO3) [64]. Kpome Toro, HU3KHA HY TPUTHB-
HBII CTaTyC COMPOBOXKIACTCS YXyAIIEHHUEM (QYHKIHH
JETKUX W TMaHKpeaTHYeCKON HeZ0CTaToOuyHOCThIO. Jlis
OIIEHKH U KOHTPOJISI HyTPUTHBHOTO CTaTyca MOXKHO HC-
10JIb30BaTh CHIBOPOTOYHBIE MAapPKEPHI U aHAJIHN3 COCTaBa
Tena.

2.1 OueHka hunsn4eckoro passuTud
n MMT B 3aBMCMMOCTU OT BO3pacTa

Ilutanue mnaneHues u Aerei, crpaxaromux MB,
CUYUTACTCSl JOCTATOYHBIM, €CIIH UX MOKa3aTeau (usu-
YEeCKOI0 Pa3BUTHUS HE OTIUYAIOTCS OT HOPMATHUBHBIX
MoKaszaTesie MJisl MOMyNISIUK 3JJ0POBBIX CBEPCTHUKOB
(Tabnuya 4). B uneane tadbnunbl GU3MIECKOTO pa3BU-
THSI JOJKHBI OBITh CKOPPEKTUPOBAHBI B COOTBETCTBUU
C HAIlMOHAJTBHOM M ATHUYECKON MPUHAIIEHKHOCTHIO
nanuenTa. Eciau Takas kKoppekius HeBO3MOXKHA, Clie-
JIyeT WCIIOJIB30BaTh CTaHAAPThl (PU3MYECKOTO pa3BHU-
tugs BO3 (www.who.int/childgrowth/standards/en/).
Hdna minazeHuneB U aeTed MIalIIero Bo3pacTa Iejb
— IOCTUYb K JIBYM TOJaM >KU3HU MOKa3aTelell MacChl
U JJUHBI Tela, COOTBETCTBYIOMUX 50-My MPOLIEHTHU-
JII0 3J0pPOBOM MONYJISIUMU CBEPCTHUKOB. Jliisi nereit
CTapIIero Bo3pacra U moapoctkoB (ot 2 mo 18 ner)
LIEJIEBBIM MOKA3aTeIeM SIBIISICTCS MHAEKC MAacChl Tela
(UMT), cooTBeTCTBYIOIMIMHI Kak MUHUMYM 50-My TIpo-
LICHTUIIIO 3I0POBOM Momysauu. s B3poCabIxX (cTap-
me 18 net) nanuentos ¢ MB nenessie 3nauenust UMT
COCTABIAOT > 22 Kr/M? [2] 17151 KeHIWH U > 23 Kr/m2
[32] nas MyK4uH.

2.2 OueHKa HYTpUTMBHOrO cTaTyca
N PYHKUUIA, CBA3AHHBLIX C MUTaHNEM
B stom pazaeiie aaHbl pCKOMCEHAAWU IO KOHTPOJIHO
HYTPUTUBHOIO CTaTyca U CPOKaM ero oueHkH (Tabnuua 5).

2.2.1 CbIBOpPOTOYHbIE MapKepbl,
XapakTepusytoLine HyTPUTUBHBINA CTaTyc
K ¢akropam pucka m OHOXMMHUYECKMM MapKepam,
XapaKTepU3YIOIUM HYTPUTHUBHBIA CTaTyC, OTHOCSTCS

o0mui aHanu3 KPOBH, COACPIKAHHE IKeje3a, YPOBEHb
JKUPOPACTBOPUMBIX BUTAMHUHOB B IJIa3Me€ KPOBH, CBIBO-
POTOUHBIE MTOKa3aTeN (PYHKIHH IIEYCHU U YPOBEHb dJICK-
TpoauToB [9, 11, 65-67]. Takxke MOKHO KOHTPOIUPOBATH
ypoBeHb (HOCHONUMUIOB B TUIA3ME KPOBU WM COACpIKa-
HUE JKUPHBIX KHCIIOT B OPUTPOLUTAX, €CIIH COOTBETCTBY-
IOILIME UCCIEI0BAHUS JOCTYIHBI [32, 65].

2.2.2 CoctaB Tena

CocTtaB Tena MOXHO OLEHHUTH C MOMOILIBIO Pa3iIny-
HBIX METOJOB: JBYXdHEpreTuueckass pPEHTTeHOBCKas
abcopoumometpus (DXA), anTponiomeTpusi, bnonume-
JaHC, BO3AYIIHAs TUIeTU3MOTrpadus, U30TOMHBIN METOA
(«MeTox IBaXKIbl MEUEHOW BOIBI») M OILICHKA CHJIBI 3a-
xBaTa KMCTH. OJTHAKO HE BCE MEPEUHCIECHHBIE METObI
ceprupunuposansl ans1 MB. besxuposas macca Tena
(BMT) u crenenp munepanuzanuu kocreit (CMK) sB-
JS0TCsl OoJiee YYBCTBUTENBHBIMH WHAMKATOPAMH Jie-
¢unura nuTarenbHBIX BemecTB, yeM MMT; Hu3kue
3HAYEHUs 3TUX MOKa3aTesled — NPeaUKTOPhl HapyIIeHus
(GyHKUIMU JerKuX Kak y Aeteld [68], Tak U B3pOCIBIX C
MB [68, 69]. CornacHo EBpomeiickum pexoMeHIalu-
M 10 MHUHEpaIu3allMi KOCTeH HpH MYKOBHCIHI03€,
BceM nanueHTam crapuie 8—10 et mokaszaHo mpoBene-
nue DXA(nencuromMmeTpun) UIsl OLEHKHW MUHEPaIbHON
mIoTHOCTH Koctedt [71]. DXA pekomeHayeTcs: mpoBO-
JIUTh C UHTEpBaJoM B 1—5 JIeT, B 3aBUCUMOCTH OT BO3-
pacTa maiueHTa, pe3yJbTaroB IPEIIIECTBYIOIIHUX HC-
cienoBaHui 1 (aKTOPOB pUCKa (HAIpUMeEp, OTCYTCTBHE
¢u3NIeCcKOll aKTUBHOCTH, Tepamus TITIOKOKOPTHKOMIA-
mu) [70, 71]. Jns naruenToB muamie 20 JeT, 4ei poct
OoJblIe YeM Ha OJJHO CTaHAapTHOE OTKIOHEHHE OTJInYa-
ercsl (B CTOPOHY YMEHBIIEHHS) OT COOTBETCTBYIOIIETO
10 BO3PACTY M MOJIy 3HAYE€HHUS JUIsl 30POBOM KOHTPOJIb-
HOM rpynmnsl, Z-noka3areab UMT HeoOXoanMo Koppek-
THPOBATh MO POCTY WIJIM BO3PACTY, COOTBETCTBYIOIIEMY
(akTHUECKOMY POCTY. DTO MO3BOJSIET M30€kKaTh 3aBbl-
HICHHBIX PE3yJabTaToB MpH ouneHke neduuura UMT y
MAlMEeHTOB C HU3KUM pocToM [71].

2.2.3 OnekTponuThbl
KOHTpOJ’IL CoACpsKaHusl HATPUA B COOTBETCTBUU C PC-
KOMCHOaAlUsAMU U3 pa3aeciia 2c.

2.2.4 AHanuna nutaHusa

AHanu3 nuTaHusi HEOOXOANM MAIlMSHTaM U3 TPYTIIIbI
pUCKa HYTPUTUBHOW HEIOCTATOYHOCTH, OCOOCHHO -
TSM IIKOJIBHOTO BO3pacTa, KOTOPbIE MOTYT MPOITYCKaTh
OCHOBHBIC WJIM JOTOJIHUTEIbHBIC MPUEMbl NMUIIH (Ha-
MpUMED, U3-3a NIKOIbHBIX 3aHITHI). YIOOHBIM UHCTPY-
MEHTOM JIJIsl KAYECTBEHHOM OIICHKU SIBIISICTCS aHAIIN3 CY-
TOYHOTO (PAKTUYECKOTO MUTAHUS. [|JIsl KONMHMUeCTBeHHON
OIICHKH MOTPEOICHIS YHEPTUU U TUTATEIIbHBIX BEIICCTB
MOKET MOTPeOOBaThCs OoJIee UTUTENbHbIHaHAIN3 (paK-
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TUYECKOT0 MUTaHUs — Hanpumep, 3a 3—5 aueit [9]. Ilo-
CKOJIBKY JOCTaTOYHOE U MOJTHOLEHHOE MuTaHue npu MB
KpaiiHe Ba)KHO, PEKOMEHYEeTCsl, YTOOBI JETH MJIaALIero
BO3pacTa M MOAPOCTKH MPOXOANUIH OLEHKY MUTaHUS HE
pexe uem pa3 B 3 mecsua [9, 11], a B3pocibie — He pexe
4yeM pa3 B 6 MecsILeB, BKIOYas BOIPOCH O TOM, Kak Ma-
LMEHT BBINIOJIHIET PEKOMEHIAIMH 10 MUTAHUIO.

2.2.5 OYHKUMA Nerkmx

@DyHKIHA JETKUX OIIEHMBAETCS B MPOLIEHTaX OT pac-
4yeTHOro o0beMa (POPCHPOBAHHOTO BbLIOXA 32 | CEeKyH-
ny (O®B,); HOpManbHbIE 3HAYEHMs MOKa3aTeled mMacca
Tesla — BO3pacT/UIMHA TeJla — BO3pacT y JeTed Miajiie
2 net unu ontuManbHblil UMT y nereit crapiie 2 net u
B3POCIBIX KOPPENUPYIOT ¢ O0Jiee BBICOKMMHU 3HAYCHUSIMH
O®B, [29]. Takum 06pa3oM, MPEANONATaeTCs, YTO AH-
eToTepanus, HalpaBlIeHHAsl Ha YIydyllIeHHE MPHOaBKU B
BECE U HOPMAIMU3ALUI0 POCTA, MOXKET YIIyUIINUTh [T0KA3a-
tenmn ODB, y manueHToB ¢ AeGUIUTOM MacChl Teja M
HEOCTaTOUYHBIM NHUTaHUEM. UTOOBI MOATBEPAMTH 3TO,
HEOOXOOMMBI IeJICHANpaBIeHHbIE HCCIeI0BaHus. MbI
pEKOMEeHAyeM OLICHUBaTh (DYHKLHUIO JETKUX HE PeXkKe, YeM
pa3 B 3 mecsua [32, 44].

2.2.6 OyHKUMS nooXenyao4HON Xernesbl

Hapymenne QyHKOUM TMOMKEITYIOYHON KeIe3bl —
OJlTHa U3 OCHOBHBIX NPUYMH HEJOCTATOYHOCTH MUTAHUS
rpu MB. [Ipu3Haku naHKpeaTUu4eCKOU HEI0CTaTOYHOCTH
(T. e. neUIHT NHIIEBAPUTENBHBIX (PEPMEHTOB) 00yCIaB-
JMBaIOTMaIbaOCOPOLUIO MUTATENBHBIX BEIECTB KaK Y
Jerel, Tak Uy B3pocaslx ¢ MB. ITankpearnyeckas He-
nocrarounocts (IIH) pasBuBaercs, korga BeiOpoc dep-
MEHTOB B OTBET Ha MpueM numu coctasisieT < 10% ot
Hopmbl [72]. dns neuenus [IH y mmanenues, geteit u
B3pocibix ucnonb3yt 3TIID [29, 62, 63]. Ho3sl dhep-
MEHTOB 3aBHUCST NPEUMYILECTBEHHO OT COAEPIKAHUS KH-
POB B pallioHe U OT HEOOXOIUMOT'0 KOJMYECTBa JINTIA3hl.

ITH nat6monaetcs y 85-90 % manueHTOB U JAWArHO-
ctupyercs 1o Hu3koMy (< 100 MKI/T) comepkaHuto da-
cta3pl-1 B kazne [38]. IIH uvacto pa3BuBaeTcst B paHHEM
Bo3pacte [62] u sBIsIeTCS OCHOBHON MPUYMHON OTCTa-
BaHUs B (DU3NYECKOM PAa3BUTUHU Ha TIEPBOM TOIY JKU3HH,
KOTJla M3-3a HeloCTaTKa Jumnasbl 1o 80% mocTynarommx
B OpPraHu3M XHpOB BBIBOAATCA co cTyiaoM [38]. Jlyure
OLIEHUTH (PYHKLHUIO MAaHKPEaTH4eCKUX (PepPMEHTOB MO3BO-
JSIET OlleHKa OallaHca KUPOB: B TeUeHUE 3 IHEH moTpe-
OJieHHE KUPOB COOTHOCST C UX dKCKpenuer [11] u pac-
CUUTBHIBAIOT KOA(P(PHULUEHT BCACHIBAHUS KUPOB.

B cnyuasx, koraa u3Ha4aabHO QYHKLHUS MOAKETY10Y-
HOM Jkene3sl coxpaneHa, [IH moxeT pa3BuThCs no3aHee,
110 Mepe TOro Kak mporpeccupoBanre MB nocreneHHo
HapymaeT QyHKIHIO MOMKEeTyI0YHOH Keme3bl. Y aeTeit
C COXpaHEeHHOW (pyHKUMEH MOMKEeTyIOYHOH Kenes3bl ee
COCTOSIHME PEKOMEH/IYEeTCsl OLIEHUBATh €3KET0JJHO C TIOMO-

IIbIO TE€CTA ONpeNeeHNs MaHKpeaTHuecKkoil anacrasbl-1
B kaine. [Ipu 3agepikke GU3NUECKOro pa3BUTHS TECT IPO-
BOJIAIT MOBTOPHO [62, 63]. MBI pekoMeHlyeM KOHTPOJIH-
poBaTh (PU3MUYECKOE PA3BUTHE W/WIIM HyTPUTUBHBIN CTa-
TYC PEryJasipHO, YTOOBI OLICHUTh HeoOxomumocTh 3TIID
WINM aJIeKBaTHOCTh JIEUEHMS; IETAM 10 1 roja COOTBET-
CTBYIOILIME OLCHKH HEOOXOIMMBI MPH KaXKIOM BH3HUTE K
Bpauy, CTapIIUM AETAM U IOAPOCTKAaM — KaxJiple 3 Mecs-
112, B3POCIBIM — KaX/ible 6 MecsIIEB.

2.2.7 OyHKUMSA neYeHn

Tspkenoe mopakeHue MeYeHH BO3HHKAET MPUMEPHO
y 10% mnaunuentoB ¢ MB. Ilopaxenue mneuenu, acco-
nuupoBaHHoe ¢ MB, yacto conpoBokIaeTcsi HegOCTa-
TOYHOCTBIO IMUTAHUS,. TaKUM 00pa3oM, HYTPUTHBHAS
MOJ/ICP)KKa — HEOTbeMJIeMas 4acTh TEpaluu Ipu Mo-
pakeHUM TMedeHHu. B xome yieueHuss HEOOXOAUMO KOH-
TponupoBatk ¢yHkuuio nedeHu [73]. Ilopaxenue me-
YeHH, cBsi3aHHOE ¢ MB, TMarHoCTUPYIOT NpU HATUYUN
KaKk MHUHHMYM JBYX U3 IEPEUUCICHHBIX MPHU3HAKOB:
MaTOJIOTUYECKUE M3MEHEHUs], BBISBIsIEMble MpH (Hu3u-
KaJbHOM 00CJIeJOBaHUHU (TemaToMeraius); MOCTOSHHO
MPHUCYTCTBYIOIEE HW3MEHEHHEeNa0opaTOPHBIX MTOKa3aTe-
JeH, XapaKTepu3yomux QyHKUUIO MeYeHH, UIH MaTo-
JIOTHYECKHE MPU3HAKHU MPH YABTPa3ByKOBOM HCCIIENO-
BaHUHM. B COMHHTENIBHBIX cly4asx BO3MOXHa Ouorcus
neuenu [37]. CornacHo onpexenenuto Debrayetal., mo-
pakeHUe TeYeHH XapaKTepU3yeTcs MOBBILICHHBIM (T. €.
MPEBBIIAIONIIM BEPXHIOI TPAHHULYHOPMBI) YPOBHEM
amuHOTpaHcdepas (acnapraTaMuHOTpaHcdepas3a u ana-
HUHAMHMHOTpaHc(epa3a) ¥ ramma-nryTaMmuiaTpancde-
pas3bl KaKk MHHHMYM TpU TpPeX MOCIEI0BATEIbHBIX H3-
MEpeHHUsAX B TeueHHe 12 MecsIeB, Mocie MCKIIOYeHUs
JpyruX NpUYMH NTOpakeHus nedenu [37].

Jns BeIABIEHHUS] OECCHMIITOMHOTO MOPaKEHHS Iie-
YEHH PEKOMEHIYETCSl €XETOAHBI CKPUHHHI, BKIIIO-
Jaronmi (U3NKaIbHOE 00CIeqoBaHue, aHaIU3 OHO-
XUMHUYECKHX TIOKazarened ((epMeHTHl IMeYeHH) W
yasTpa3BykoBoe uccienoanue [37]. Ilpu BeisBneHUH
pPaHHMX NPU3HAKOB MOPAXKEHHUsS MEYeHH OOpaTuTech K
COBPEMEHHBIM PEKOMEHAALMAM M0 JIeUeHUI0 Oone3Hen
neuenu [37].

2.2.8 KoHTporb nutaHus
BO Bpemsa 6epeMeHHOCTH

Y OGepeMEHHBIX MAIlMSHTOK U MAIUEHTOK, IaHUPYIO-
X OEpeMEHHOCTh, KOHTPOJb MUTAHUS PEKOMEHyeTCs
npoBoauTh vaiie [16, 74]. Ilocne pomoB peKOMEHTyeT-
cs TpUCTalbHOE HaOmrofeHWe. [pymaHOE BCKapMIIMBa-
HUE YBEIMYMBACT MOTPEOHOCTh MaTepPH B MUTATEIBHBIX
BEIL[ECTBAX, MOATOMY MPU HEIOCTATOYHOCTU ITUTAHUS
WJIU IOTPAHUYHOM HYTPUTUBHOM CTaTyCE *KEHILUHBI MO-
JKET BO3HHKHYTh HEOOXOJAMMOCThH MPEKPATHTh TPYIHOE
BCcKapMiuBaHue [16].
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TABJINLA 4. Pekomenaauum no oueHke 1 MOHUTOPUHIY HYTPUTMBHOTO cTaTtyca npu MB

PekomeHpavuun

PekomeHpyeTca nsamepATb Maccy Tena 1 pocT BO BPeMsA KaxXAoro B13nTa nauveHTa K Bpayvy. (YpoBeHb JOKa3aTeIbHOCTW: HU3KUI).

Ona XapaKTeEPUCTUKN YyOOBNETBOPUTENIBHOIO HYTPUTUBHOIO CTaTyCa peEKOMEHAYETCA NCNONb30BaTb cneAyrwme Luenesble NnokKasa-
Tenu:

+  MnageHubl 1 AeTn < 2 NeT: HyfieBoe CTaHAAPTHOE OTKIOHeHMWe (50-11 MPOLEeHTb) NOKa3aTesien Macchl U AJIMHbI Tefa OTHOCK-
TeIbHO HOPMATMBHbIX 3HaUYEeHWI AS1A 3[0POBOI NOMYAALMN, COOTBETCTBYIOLEN NO BO3PACTY.

«  [etn 2-18 neT: HyneBoe CTaHAAPTHOE OTKIOHEHUe (50-1 MpoLeHTUb) NokasaTtens MMT OTHOCMTENbHO HOPMATVBHbIX 3HAYEHWIA
[N 300POBO MOMyNALNUYM, COOTBETCTBYIOLLEN MO BO3PACTY. TakKe HEOOXOAMMO YUMTbIBaTb OTKIOHEHWA MOKa3aTenen pocTa/
CTaHOAPTHOE OTKJIOHEHVe, MOCKOJbKY NMPU 3aflepKKe pocTa y pebeHKa MoXeT 6biTb HopMasbHbii IMT. Bce nokasaTtenu pocta
WHTEPMPETUPYIOT C yUETOM POCTa POAUTENEN.

. B3pocnble > 18 net: UMT = 22 kr/m? [2] AN »KeHLWmWH 1 = 23 Kr/M? [2] ona my»unH. (YpoBeHb AOKa3aTeNbHOCTV: HU3KUR).

BHe 3aBucMmMocCTy OT Bo3pacTa Bcem 6051bHbIM MB pekoMeHAyeTCsA perynapHbI 1 YacTbll KOHTPOJb CeayoLrX NokasaTenei: poct/
Macca Tena, Macca Tena — BO3pacT M ANMHa Tena-Bo3pacT (WkKana npoueHTunen), nnm AMT.

PekomeHpyemasn yacToTa KOHTPOJIbHbIX BU3MTOB AJ1A AeTell MEPBOro roAa »KM3Hu: pa3 B 1-2 Hefenu 4o Hopmanu3auumn nuTaHna u
OOCTVXKeHMA ONTUMaNbHOIo HYTPUTYBHOIO CTaTyCa, 3aTeM — eXXeMeCAYHO Ha MPOTAXKEHUN NMEepPBOro rofia Xmn3Hu 1, o BO3MOXHOCTY,
B TeYEHe BCero nepuofa paHHero AeTcTBa.

Y peTen cTapliero Bo3pacrta 1 B3pOC/biX peKOMeHAYeTCA KOHTPONMpoBaTb ¢pusmyeckoe pasBuTre (Macca Tesla — BO3pacT U PoCT-
BO3pacT no wkane npoueHTtunen) n UMT He pexe yem pa3 B 3 mecaua. [Tpn HU3KOM pocTe U HeJOCTaTOYHOM NMUTAHUK COOTBET-
CTBYIOLLME MOKa3aTeNv KOHTPONMPYIOT Yalle, YeM NPV XOPOoLLeM HYTPUTUBHOM cTaTyce. (YpoBeHb AOKa3aHHOCTV: HUSKUR).

Y Bcex naumeHToB cTaplue 8-10 neT peKoMeHAyeTcA OLeHNBaTb MUHePasibHY0 MIOTHOCTb KOCTEN C MOMOLLbIO iBYX3HEPreTnyeckom
peHTreHoBcKom abcopburometpun (DXA). (YpoBeHb [OKa3aTENbHOCTU: HA3KWNI).

Y BCcex MauyeHTOB peKoMeHayeTCA oLleHrBaTb COCTaB Tesla ¢ momollblo DXA, aHTpornomeTpun, 61osaneKkTpuyeckoro nmrnepaHca, Bos-
JyWwHoW nnetuamorpadpun, N30TOMHOro MeToAa («<MeToA ABaXAbl MEUYEHOW BOAbI») Y MbILLUEYHOW CUibl pPyK. (YpOoBEHb foKa3aTesb-
HOCTW: HU3KWNN).

Y peteil, NOAPOCTKOB 1 B3POCSIbIX C COXPaHeHHON dyHKLMeN NoaXKenynoUYHON Xene3bl ee COCTOAHNE pPeKoMeHayeTcA OLeHMBaTb
eXerofHo C NMoMoLLblo onpefeneHmnsa NaHKpeaTnyeckon dnacTasbl 1 B CTyfe; Npu 3agepkke GpU3nyeckoro pasBuUTa U/Unu yxyaLue-
HUW HYTPUTMBHOTO CTaTyca TECT NPOBOAAT NOBTOPHO. [1N1A OLIeHKM afleKBAaTHOCTY nevyeHus u notpebHoctu B 3TMNQ y geten, noapocT-
KOB 1 B3POCJIbIX PEKOMEHAYETCA KOHTPONMPOBaTb Gpr3MUecKoe pasBUTUE, HYyTPUTUBHDIA CTaTyC U CUMNTOMbI CO CTOPOHbI »Keslya0uy-
HO-KUMLIEYHOro TPaKTa; feTAM COOTBETCTBYIOLLME OLLEHKN HeoOXoAMO NPOBOANTL €XeMeCAYHO, MOAPOCTKaM — KaxKkable 3 mecaua,
B3POC/bIM — KaXkfble 6 MecALeB. (YpoBeHb fOKa3aTeNbHOCTA: HUSKUM).

Y peteit 1 B3pOCsibIX peKOMeHIYeTCA eXerofHo OLeHNBaTb HYTPUTUBHBbIN CTATYC C MOMOLLbIO J1abopaTOPHbIX McCiefoBaHNiA (00K
aHanu3 KpoBU, coepxKaHue »enesa, ypoBeHb »KMPOPaCcTBOPMMbIX BUTaMHOB B Mia3Me KPOBM, CbIBOPOTOUHbIE MOKa3aTenu GyHK-
LU MEeYEHUN 1 YPOBEHb INEKTPONINTOB). TakXKe »enaTelbHO KOHTPONMpPOBaTb YpoBeHb Gochonnnmnaos B Niasme KpoBy Uim cogep-
XKaHue XMPHbIX KNCNOT B 9PUTPOLINTaX, €C/IM COOTBETCTBYIOLME NCCIeA0BaHMA AOCTYMHbI. (YPOBEHb AOKa3aTeNIbHOCTU: HU3KURA).

Bcem naumeHTam = 10 neT pekomeHAyeTCA NPOBOANTb €XXErOAHbIN CKPUHWHT ANA onpefeneHnsa TonepaHTHOCTY K FioKo3e. (YpoBeHb
[OKa3aTeNIbHOCTU: HU3KWN).

PekomeHayetca oueHusaTb dyHKUuio nerkux (OOB.); B 60nbLINHCTBE C/lyYaeB OLEeHKa MPOU3BOANTCA KaxAable 3 mecaAua. (YpoBeHb
[OKa3aTeNlbHOCTW: HU3KUR).

PekomeHzyeTcs, 4To6bl AeT MIaALLIEro Bo3pacTa v MOAPOCTKM MPOXOANN aHaM3daKTUUYeCKOro NUTaHnA (CM. pa3fen HIKe) He pexe
yem pas B 3 MecsALa, a B3pOCsible — He pexe Yem pa3 B 6 MecALIEeB, BK/OYas BOMPOChI O TOM, KaK MaLMeHT BbIMOMHAET peKoMeHAaLUN no
nuTaHuto. (YpoBeHb JOoKa3aTeIbHOCTU: HU3KUMN).

MoTpebneHne KanbLumsa peKoMeHAYyeTCA OLeHMBaTb MUHMMYM Pa3 B rof. (YpoBeHb foKa3aTeNlbHOCT: HUSKUI).

EEPGMEHHbIM nayneHTkam c MB wnnn naynMeHTKam, niaaHNpyrLwmnm 6epeMeHHOCTb, KOHTPOJIb NMUTaHNA pPeKOMEeHAYEeTCA NPoBOAUTb
yalle; B NOCNIEPOLOBOM Nepuofe HabniogeHre pekoMeHAyeTcsi NPOAOIKITb (YPOBEHb AOKa3aTeNbHOCTY: HU3KUIA).
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TABJINLA 5. OueHka HyTputmBHoro ctatyca npu MB

Bospact

MeToga v CPOKM OLIEHKM

Poct/macca Tena/KOHTPOJIb COCTOAHNA KOCTen

O6LMe NonoXxeHna

MnageHubl ©n  getn
Mmiagwe 2 neT; [etm
CTaple 2 fieT 1 B3pocC-
nble

Bce nauuneHTbl > 8 net

PekomeHayeTca nsmepATb Maccy Tefia U AnvHY Tenla/pocT BO BPEMA KaXkAoro BU3KTa K Bpayy.

PekomeHfyemasn yacToTa KOHTPOMbHbIX BU3UTOB AJiA AeTell NepBoro roga *usHu— pas B 1-2 Hefenv Ao
HOpManv3auuy NUTaHUA U AOCTVPKEHUA OMTUMANbHOrO HYTPUTUBHOrO CTaTyca, 3aTeM eXeMeCAYHO Ha
NPOTAXEHNM NepBOro rofa »m13Hun nnu gosblue (Mo BO3MOXHOCTN). [1na feTen ctaplue 2 feT U B3POC/bIX
peKoMeHAyemas YacToTa KOHTPOJIbHbIX BU3WTOB — Kak MUHMMYM pa3 B 3 MecALa.

Bcem naumeHTam ctapiie 8-10 fieT peKoMeHAYyeTCA OLeHNBaTb MHEPabHYH MAIOTHOCTb KOCTE C MOMO-
wbto DXA c nHTepBanom B 1-5 neT, B 3aBUCMMOCTY OT BO3pacTa NaLlMeHTa, pe3ynbTaToB NpeaLlecTBYOLWNX
nccnefoBaHUN 1 GakTopoB pricka. [nsa nauneHToB mnagwe 20 neT, Yeir pocT 60sbLie Yem Ha OLHO CTaH-
JapTHOe OTKJIOHeHVe OT/IMYaeTca (B CTOPOHY YMEeHbLUEHWs) OT COOTBETCTBYIOLEro MO BO3PACTy M Mosy
3HAYeHUA 1A 340POBOI KOHTPONbHON rpynnbl, Z-nokasatens IMT Heob6xogMmo KOpPEeKTMpOoBaTh Mo
pOCTy Wy BO3PACTY, COOTBETCTBYIOLEMY baKTMUYECKOMY POCTY. OTO MO3BOJNSAET M30€XaTb 3aBblLEHHbIX
pe3ynbtaToB Npu oueHke aeduumta IMT y naumeHToB € HA3KUM pocTom [71].

Y BCex NauMeHTOB PEKOMEHAYETCA OLEHMNBATb COCTaB Tesla ¢ momolubto DXA, aHTponomeTpun, 61uosanek-
TPUYECKOro MMNeAaHca, BO3AyLHOW nieTnamorpadum, M30TONHOro MeTola («<MeTof ABaX[bl MeUYeHOoM
BOZbI») U MbILIEYHON CUSTbl PYK. (YpOBEHb AoKa3aTeslbHOCTV: HU3KURA).

KOHTPOﬂb HYTPUTUBHOIO CTaTyCa

[etn n B3pocsnble

OueHKa NUTaHnAa

[etn n B3pocnble

PekomeHzyeTcA exerofgHo OLeHMBaTb HYTPUTMBHbBINA CTaTyC C NMOMOLLbIO TabOPATOPHbIX UCCIef0BaHNIA
(06w aHanM3 KPOBK, COAEPKAHME »KeNle3a, YPOBEHb XKMPOPACTBOPVMbIX BUTaMVHOB B Mjla3me KpOBU,
CbIBOPOTOYHbIE NoKa3zaTeny GyHKLUMY NeYeHr 1 YPOBEHb SNIEKTPOSIUTOB).

3amecTuTenbHyo Tepanuio naHkpeatnyeckumm depmeHtamu (3TMN®) 1 cogepkaHre BUTaMUHOB pPeKo-

MeHJAyeTCcA KOHTPONMpoBaTb Yepe3 3—-6 mecaALeB nocne Hayana 3TMd/BrTammHoOTEPanv U N3MEHeHNA

[03bl.

B KauecTBe MapKepoB HEAOCTAaTOUHOCTN NUTAHNA PEKOMEHAYETCA NCMONIb30BaTb CleaytoLe OLeHKN:

«  OueHka dyHKUMK Nerkunx (obbem GpopcrpoBaHHOTO Bbijoxa 3a 1 cekyHay, OOB,); He pexe uem pas B
3 Mecsua Ans 60/bLUNHCTBA NALMEHTOB.

« Y petell 1 B3pOC/bIX C COXPaHeHHON GyHKLVEe NoaKenyaoUYHON »efe3bl ee COCTOsHUE peKoMeHAY-
eTCA OLeHMBaTb EXXEroiHO C MOMOLLbIO OnpefeneHnsa NaHKpeaTnyeckor dnacTtasbl 1 B cTyne; Npu 3a-
JepKe Gpr3NYeCcKoro pasBUTUA U/UN yXyaLEeHU HYTPUTBHOIO CTaTyca TeCT MPOBOAAT MOBTOPHO.

«  [lnA oueHKM afeKBaTHOCTM neyeHms 1 notpebHocTy B 3MTO pekomeHAyeTCss KOHTPONMPOoBaTb Gr3n-
yeckoe pasBUTME U/WUAN HYTPUTUBHDIN CTAaTyC; MOAPOCTKaM COOTBETCTBYIOLUVE OLIEHKN HEOOXOAVMO
NPoBOANTb Kax<able 3 MecALa, B3POC/biM — KaXkable 6 MecALEeB. B COMHUTENbHbIX CllyYasx OLEeH/BaOT
cofepkaHune NMNUAoB B Kase (3a 72 yaca) 1 paccunTbiBaloT KO3OULIMEHT BCacbiBaHWA XUPOB.

(YpoBeHb foKa3aTeNlbHOCTU: HUSKUIA).

PeKOMeHnyETCﬂ, yTobbl feTn npoxoavsin OUeHKY NMTaHUA HE peXxe YeM pa3 B 3 MecsAua, BKJtoYasa BOMpocChI
O TOM, KaK MauneHT BbIMOJIHAET peKomMmeHAaunn no nnTaHuio. PeKomeH,qyemaﬂ 4acCToTa OUEHKN NMNTaHnA
0715 B3POCJIbIX — HE peXe Yem pa3 B 6 mecsLeB. (yPOBEHb [OKa3aTeNIbHOCTU: HU3KUN).
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3. NMPOPUNAKTUKA HEMNOJIHOUEHHOIO
NMUTAHUA: NTUTAHUE NIOOEN C MB
Hanuuune cBA3u Mexay CTarycoM yLOBIIETBOPUTEIb-
HOTO THMTaHHWsI W OJAarONpUSATHBIMH HCXOJAMH 3aCTaB-
JsieT Bpadell yAensaTh BHUMaHHUE Je4eOHOMY MHUTaHHIO,
Kak ocHOBe jeueHust MB. Ota cBs3b Takke MOTHUBHPYET
MAMEeHTOB U UX POAMTENEH COOMONaTh PEeKOMEHAANH
10 MUTaHUIO, T.€. MPUMEHEHHIO cOaTaHCUPOBaHHOMN BbI-
cokokanopuiinoit nuetsl 1 PERT (3amectuTtenbHOU Tepa-
Uy naHkpearnyeckumu Gpepmentamu, 3TTIDK).

3.1 lNuTtaHne pebeHka paHHero Bo3pacTta
C TOIMbKO YTO BbIsiBNIEHHbIM MB

Junarno3 MB Ba)kHO yCTaHOBUTbH B IEPBBIE JHU KU3-
HU peOeHKa ¢ MOMOIIBI0 CKPHHUHTA, YTOOBI HEMEJICH-
HO HayaTh JIeYe€HNE, Ha3HAYUTh NIPaBUIbHOE MUTAaHUE U
HE JIOMYCTUTh 3a/iepKKu pocta. HecmoTps Ha To, uTO Y
Jgered ¢ MB MOryT oTCyTCTBOBaTh KIIMHMYECKHE IIPO-
SIBJICHUSI, HE3HAUUTEIbHbIE U3MEHEHUSI MOTYT TOSBUTh-
Csl y’)K€ Ha paHHMX dTamax, 4To TpeOyeT TILATeIbHOro
KOHTPOJISI U CBOEBPEMEHHOIO aJIeKBATHOTO JIEYEHUS
[62, 63]. Ha ceronHAmHuN AeHb OTCYTCTBYIOT JOKa3a-
TEIbCTBA BHICOKOTO KAa4eCTBA B IMOAJEPKKY PEKOMEH-
Jlalui 10 MUTAHMIO y JIeTell paHHEero Bo3pacTa ¢ TOJb-
KO 4TO BhIIBICHHBIM MB [75]. B cBs3u ¢ 3TuUM umeer
CMBICJT BKJIIOUEHHE JeTell paHHEro BO3pacTa C TOJIBKO
YyTO BbIsIBIEHHBIM MB B pannomMmu3npoBaHHbIE KOHTPO-
JUpPyEMBbIE UCCIIEI0BAHUS C IIEJIbIO MOBBIIIEHMS T0Ka3a-
TeNbHOUN 0asbl [UIsi Hambonee ajeKBaTHOTO Je4eOHOTo
nuranus y gerei ¢ MB.

V neteii paHHEro Bo3pacTa C TOJIBKO YTO BBISIBICHHBIM
MB MBI peKkOMeHTyeM HUCKIIOYUTEIBHO TPYIHOE BCKapM-
nuBaHue [62, 63]. Pe3ynbrarel peTpOCNEKTHBHOTO aHa-
JM3a, IpoBeIeHHOTo y Aetelt ¢ MB, cBUAeTEeNbCTBYIOT O
JydIlIeM cOoXpaHeHUH (QYHKLUUH JETKUX U 0ojee HU3KOH
4acToTe pa3BUTUS MH(PEKIUH Ha (JOHE TPYIHOTO BCKapM-
JIMBaHMs, 110 CPABHEHHUIO C UCKYCCTBEHHBIM [76]. Cornac-
HO MIPEATIONOKEHUIO aBTOPOB, 9TO MOKET OBITH 00YCIIOB-
JIEHO MOBBIIIEHHBIM UMMYHHUTETOM M HEMIOCPEICTBEHHON
JOCTaBKOHM Jtoko3arekcaeHoBor kucnotsl (JI'K) B opra-
HU3M pebeHka. [Ipyn HEeBO3MOXKHOCTH TPYIHOTO BCKapM-
JUBaHMUA MBI PEKOMEHIyeM INPHUMEHEHUE CTaHAAPTHBIX
MOJIOUHBIX cMecel. JlokazarenbctBa 3()(EeKTHBHOCTH
MTOCTOSTHHOTO MPHUMEHEHUs BBICOKOKAJIOPUMHBIX cMecei
WK OENKOBBIX THAPOIU3ATOB OTCYTCTBYIOT, XOTSI B HEKO-
TOPBIX CIIy4asX T CMECU MOTYT OKa3aThCsl TOJIE3HBIMH,
HampuMep, y JIeTeil ¢ 0TCTaBaHUEM B pOCTE WM C CHH-
JIpOMOM MaltbabcopOIu, He cBsi3aHHbIM ¢ MB [63]. Kak
IIpU TPYAHOM, TaK U MPU UCKYCCTBEHHOM BCKapMJIMBa-
HUHM MOXET MOTPeOOBaThCs IOMOTHUTENBHOE BBEICHHE
HaTpust (CM. HHXKeE).

Teepayto numy (IpUKOpPM) clenyeT BBOAMTH B pa-
LIMOH B T€ € CPOKH, YTo U y nerel 6e3 MB. B pamkax
MEXAUCLIUIUIMHAPHOTO MO/1X0/1a K BefieHno MB, MbI pe-

KOMEH/IyeM MOIYy4YUTh KOHCYIBTALMIO MO MUTAHUIO BCEM
ceMbsM JieTeit ¢ MB, 4To0bl U3y4yuTh HEOOXOIUMBIC ME-
TOJIbI BCKapMInBaHus [63].

Pexomenoayuu: Bckapmaueanue oOemeil pannezo

eo3pacma ¢ moabko 4mo eviaeneHnvim MB

e  Mpbl pekoMeHAyeM MpPOBEACHHE CKPUHUHTA Y
HOBOPOXKJICHHBIX M HAuajo JICUCHUS Ha pPaHHUX
JTamax ¢ LEeJbI0 COKPAIICHUsS pUCKa OTCTABAHUSA
B (pu3mueckoM pa3BUTHH(YPOBEHbD JI0Ka3aTEIbHO-
CTH: HU3KHIA).

*  HoOBOpOXIEHHBIM C TONBKO YTO BBHISIBICHHBIM
MB MBI pekoMeHIyeM HCKIIOUUTEIBHO TPYIHOE
BCKapMJIMBAaHUE WIM MPUMEHEHHE CTaHIAPTHBIX
MOJIOYHBIX CMECEN NPHU HEBO3MOKHOCTH I'PYIHO-
ro BCKapMJIMBaHUs (YPOBEHb JIOKA3aTeIbHOCTH:
HU3KHI).

*  MbsI pekoMeHTyeM BceM ceMbsiM 0onbHBIX ¢ MB
MOJIYYUTh KOHCYJIBTAIUIO C IEJIbI0 00y4YeHHS pa-
[MOHATILHOMY MUTAHUIO (YPOBEHbB JI0Ka3aTeIbHO-
CTH: BBICOKHIA).

3.2 lNutaHne geten
cTapLuero Bo3pacTa 1 B3pOcCrbIX

3.2.1 KoHcynsTupoBaHue
no paunoHarbHOMY NMUTaHUKO
KoncynsrupoBanue no panuoHaabHOMY TUTAHUIO HE-
00X0IMMO MPOBOJHTH B TEUCHHUE BCETO MEPUO/a AETCTBA,
KOTJIa MPOUCXOAUT (OPMHUPOBAHHE JIOJTOCPOYHBIX ITH-
IeBbIX mpuBbIuek [32]. Jlueronor JOMKEH OaTh UHIUBU-
JlyaJIbHbIE PEKOMEHIAIIMU B COOTBETCTBUU C BO3PACTOM
MAIMEeHTa, ero 3aBUCUMOCTBIO OT TOCTOPOHHEN MOMOIIU
Y KIIMHUYECKOM KapTUHOM, C MOAEPKaHUEM CTPEMIICHUS
K CaMOCTOSITEIbHOMY OOCITy:)kuBaHuto [77]. Maenbkue
JISTH, KaK MPaBUIIO, HE JIFO0AT IpoO0BaTh HOBBIE OJIrOA U
HE CIIyLIAIOTCs poAuTeNnel Bo Bpems npuemMa nuuiu. [Ipu
OTCYTCTBHU KOPPEKIIUU MOTYT BO3HUKHYTh IMPOOJIEMBI B
MUTAaHUU, YTO MOXKET OKa3aTh OTPUIIATEIbHOE BIUSHUE
Ha nocTtymieHue kanopuil [78-81]. B cBsa3u ¢ 3TUM MBI
TaK)K€ PEKOMEHAYEM IIOBEIEHYECKYI0 MCUXOTEPAIUIO
JUISL TOCTHOKEHUS U TTOAJICPKaHUS 30POBOTO MTUTAHUS U
MUIIEBBIX MPUBBIYEK Y AeTeil u3 rpymmbl pucka. Hapy-
IICHHUE THUIIEBOTO TIOBEJACHHS OBLIO TAKKE 3apETUCTPH-
POBaHO y B3POCIIBIX, YTO TAK)KE MOXKET IMOTPEOOBATH KOP-
pexkuuu (cM. pasznen «[loBepeHueckas ncuxorepanus» B
maBe «Jluera y maneHToB ¢ MB ¢ MOHMKEHHBIM MHUTA-
HUEM).
Pexomenoayuu: Koncynomupoganue no payuoHaib-
HOMY RUMAHUIO
e Msbl pekoMmeHayeM OOydYeHHE pPalUOHAITBLHOMY
MUTAHUIO U TIOBEICHUECKYIO IMCHUXOTEPANHIO IS
nanueHToB ¢ MB u ux cemeil 1y1s JOCTHIKECHUS U
MOJICPKAaHMUsT  30POBOTO MUTAHUS U THIIEBBIX
MIPUBBIYEK (YPOBEHB JIOKA3aTEIbHOCTH: BBHICOKHIA).
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3.2.2 DHeprnga n MakpoaremMeHTbl

PykoBoacTBa MO MUTAHUIO Yy AE€TEH U B3POCHBIX Tpa-
JTUIIOHHO KOHIEHTPUPYIOTCS HA COOTBETCTBHUU 1EJIEBHIM
nokasaressiM maccel Tena win UMT 3a cuet yBenuueHus
MOTPEOICHHS KUPaA ISl JTOCTHIKCHUST SHEPTETHUSCKOTO
paBHOBECHsI M yIyudllleHHs KadecTBa *u3HU [18, 29]. ¥
MOAPOCTKOB U B3pocibiXx ¢ MB mpoucxonut cHukeHue
0e3KUpOoBOI Macchl Tena [24], a s IeTeil paHHEero u
CTapuIero BO3pacTa XapaKTepHO HapylleHHe OallaHca
He3aMeHUMBIX KUpHBIX kKucinoT (HXKK) [11]. YuutsiBas
MOCJICIHHUE IOCTHIKCHHSI B OOJIACTH JICYSOHOTO TTUTAHHUS,
B2XHO COOJIIONATh PEKOMEHJAIMH 10 YIOTPEOICHUIO
OEITKOBBIX U JKUPOBBIX JOOABOK.

3.2.3 Pac4yeTHoe noTpebneHune kanopui

BoneHbiM ¢ MB MoxeT norpeboBaThbest moTpeliieHue
OOJIBIIETO KOMMYECTBA KaJOpHUH, YeM B OOLIeH MOIyIs-
LMY, TS TOCTHKEHHSI HOPMAJIBHOTO poCTa 'y IeTel 1 moA-
JiepKaHMsl aJJleKBaTHOTO CTaTyca MHUTAaHUS y B3POCIHBIX.
ComnacHo pexkoMeHAanusaM EBponelckux pyKOBOJCTB,
norpeodisiemMast KaTOpPUHHOCTD y 00JIbHBIX ¢ MB 10MKHBI
cocraBisATh oT 120 1o 150% sHepreTnyeckux moTpedHo-
CTeH 3I0POBBIX JIOAEH TaKoTo ke Bo3pacTa u mona [11].
PyxoBonctBa CILIA Takke peKOMEHAYIOT BBICOKYIO Ka-
nopuiiHocts ntutanus (110-200% notpednocteit 310po-
BOTO YeJIOBEKA) JUIsl MOBBIMICHHSI Macchl Tena [29]. s
MoJAepKaHNS aJIeKBaTHOTO HYTPUTHUBHOIO CTaTyca Mo-
JKET TOTPeOOBaThCs M MUTAHUE C KATOPUHHOCTBIO, OIH3-
KOH K HOPMaJIbHOH. JIeHCTBUTENBHO, Y PA3HBIX MMALMECH-
TOB UMEIOTCS pa3Hble NOTPEOHOCTH B KAJIOPUMHOCTH, YTO
3aBHCHUT OT CTETNEHU HApYyLICHMs BCACHIBAHUS, (QYHKIUH
JIETKUX, YPOBHSI XPOHUYECKOTO BOCHAJICHUS W HAJIUUYUSA
o0ocTpeHuil peciupaTopHbIx 3a0oaeBanuii [11].

VY 6onpHBIX ¢ MB KOMIIeHCaTOpHBIE MEXaHU3MBI UTPa-
10T OTIPENIEICHHYIO POJIb B BHICBOOOXKICHUHU SHEPTUH U3
HWCTOYHHUKOB mNuTaHus. K HUM OTHOCATCS, Hampumep,
JieficTBHE aMUJIIa3bl CIIFOHBIL, JINTIA3bl ¥ ENICUHA JKeTy104-
HOTO COKa M MHKPOOHOTHI KutieyHuka [23]. OqHako oHU
o0namaT MeHbled 3PQeKTUBHOCTHIO, YeM OOBIUHBIC
MeXaHHU3MBI, YTO 00yCJIOBIMBAET NOTPEOHOCTH B MOTpE-
OJIeHNU OOJIBILIETO KOJMMYECTBa KaJopui.

Pexomenoayuu: nompeodnenue kanopuii (Tabnuya 6).

e Mpl npeyiaraeM MOBBICUTH KaJOPUHHOCTH MUTA-
HUS AJIS TOCTH)KEHUS] HOPMAJbHOTO poCTa U Hy-
TPUTUBHOTO CTaTyca, u30eras Ipu STOM Pa3BUTHUS
OKUPEHUS.

*  MpI pekoMeHIyeM cOONMOnaTh IieJeBble MoKa3a-
TEJIM MOTPEONICHHUs KaJIOPHid, B 3aBUCUMOCTH OT
BO3pacTa.

*  Mpm pekomeHayeM cobmomaTh OalaHC Makpod-
JIEMEHTOB, OCOOCHHO OEKOB M KUPOB. (YPOBEHb
JIOCTOBEPHOCTH: BBICOKMIi /ISl TTOBBIIEHUS Ka-
JOPUHHOCTH THIIM;, HU3KUH JUIA COOMIOnEeHUs
OanaHca MaKpOIJIEMEHTOB)

3.3 KoHKpeTHble LeneBble 3Ha4YeHust NoTpebneHns
MaKpO3fIEMEHTOB

3.3.1 banaHc notpebneHns 6eNKOB N XNPOB

EBporneiickum ymnpaBieHreM N0 0e30MacHOCTH MUILe-
BbIX poaykToB (European Food Safety Authority, EFSA)
PEKOMEH/TyeTCsl MTOMYJISIIMOHHASATAIOHHASIBETMYHHATIOTD
eonenus(I1OBII) Genka, paBHas 0,83 r/kr mMaccel Tena, y
B3pocibix [82]. ¥ nanuentoB ¢ MB nmotpeGHOCTS B IoTpe-
Onenuun Oelika, MO-BUAMMOMY, TPEBBIIIACT MOTPEOHOCTH
y 3J0pOBBIX JIFOjIeH, T.e mpeBbiiiaeT Ha 20% wim Ooree
NOTPEOHOCTH 37I0POBOTO YEIOBEKAa M COOTBETCTBYET IIO-
TpeOHOCTAM B OTpeOIeHNH OemKa y OONBHBIX C APYTUMH
BOCHAJUTENBHBIMU 3a0oseBanussMu [24]. CoBpeMEeHHBIC
PYKOBOICTBA peKOMEHAYIOT feTsiM ¢ MB, utoosr 30-40%
paumoHa coctaBisi Kupbl, 20% — Genxu u 40-45% —
yrieBoabl [24, 27, 83]. AnekBaTHOE TOTPEOJICHUE Kalo-
pHii HeOOXOIMMO JIsl CHIKSHHS paciiajia Oeirka 1 KOMITCH-
caluu oOMeHa JINHOJCBOW KHUCIIOTHI [26].

OTnaneHHble MOCIENCTBHS B BUAE N30BITOUHOTO Beca
Y O)KUPEHHSI CBUIETEILCTBYIOT O HEOOXOIUMOCTH COXpa-
HEeHMs OajlaHca MEXAy MoTpeOieHreM OElIKOB U KHPOB
Ha (hoHE OOIIETrO MOBBIMICHHUS KAJTOPHUUHOCTH MHUTAHUS.
HccnenoBateny npearnoararoT, 4To moTpedieHne HeKo-
TOPBIX HACHIIICHHBIX JKUPOB BIIOCICACTBHH MOXET yBeE-
JIMYUTH PUCK PA3BUTHSI CEPACYHO-COCYAUCTHIX 3a00eBa-
Huil [17, 84]. Kpome Toro, HoBBIIIEHNE MACCHI XKUpa IpU
HU3KOH 0€3’KHUPOBOIl Macce He 00s13aTeNIbHO KOPPEIUPYeT
C ynydiieHHeM (YHKIWHU JISTKUX W YXyAIlaeT MPOTHO3
npu MB [24].

B Hacrosiee BpeMst Mbl He MOKeM C(HOPMYITUPOBATh
OCHOBaHHbBIC Ha JIOKA3aTeIbCTBAX PEKOMEHIAI[MH OTHO-
CUTEJIBHO CYTOYHOTO MOTpeOsieHus Oenka y ManueHTOB
¢ MB [24, 29]. HeoOxomumo mpoBeaeHHE NaTbHEHUIITIX
WCCIIeIOBaHUM Uil pa3pabOoTKH pEeKOMEHIAHMH Mo IMo-
TpeOnenuto Oenka y aereil u B3pocnbix. Engelen ¢ co-
aBTOpaMH PEKOMEHAYIOT YCTaHaBIMBATh ONTHMAJbHBIC
NOTPeOHOCTH B MOTpeOIeHNU OeNka, B 3aBUCUMOCTH OT
COCTOSIHUS TTAIIMEHTAa B KAJKJIOM KOHKPETHOM ciiydae [24].

3.4 MuHeparnbl, MUKPOSNIEMEHTbI 1 BUTAMUHbI

3.4.1 3neKkTponuThl,

MUHeparsibl U MUKPOIJNEMEHTDI

VY nanuenToB ¢ MB MOXeT OTMEUaThCsl MOBLIILICHHUE
MOTPEOHOCTH B COJIH, KAJIBLIUS, XKeJe3a, IMHKA U CeJIeHa
BCJIEICTBUE NOBBIIIEHHOTO NOTOOTAEIEHUS, HAPYLIEHUS
BCACHIBAHUS B KUILIEYHUKE U XPOHUYECKOTO BOCTIAJICHUS,
XapakTepHbIX 11 MB.

3.4.1.1 Hampud.

W30bITOuHAs MOTEpst CONEH MPH MOTOOTIEICHUN MO-
JKET MPUBECTH K CHYDKEHUIO YPOBHS HATPHsl y OOJBHBIX C
MB B nro6om Bozpacte [85].

Puck motepu HaTpus NPUCYTCTBYET B KAPKUX KIUMa-
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THUYECKUX YCIOBUSX, Ha ()OHE MOBBIILICHHUS TEMIIEPATYPHI
TeNa, yYalleHUs JbIXaHHUs U ITOTEPH JKUIKOCTU TIPU JTUa-
pee, pBoTe win Hamuuuu ctoMel [25, 63]. OcobeHHO ce-
pBE3HYI0 MPoOIeMy AeDUIIUT HATPHUS TPEACTABISET IS
JeTel paHHero BO3pacTa, MOCKOJIbKY OH MOKET IPUBECTH
K 3aMeJIeHUI0 pocTa [62, 63, 86, 87]. Kpome Toro, B rpya-
HOM MOJIOKE M CTaHAAPTHBIX MOJIOYHBIX CMECSX HATPHi
COZICP)KUTCA B OYEHb HU3KOM KOJHUYECTBE (<7MMOJIB/T B
rpyZHON MOJOKe U <15MMOJIB/ B CTAaHAAPTHBIX CMECSX)
[87, 88]. IlepBrle Oiroma mpUKOpMa JUIsl IE€Tel paHHETOo
BO3pacTa TAKXKe XapaKTEePU3YIOTCs HU3KUM COJCpIKaHU-
eM HaTpus. [62].

3.4.1.2. [leTn paHHero Bo3pacTa.

B enunom pykoBoactse B EBporie u BenukoOpuranuu
1o nedenuro nanueaTos ¢ MB 3a 2002 1. 66110 OTMEYEHO,
YTO y AeTell paHHero Bozpacta ¢ MB Bo3MOXKHO Hann4me
0c000i1 TOTPEOHOCTH JOMOJHUTEIBHOM IOCTYIICHUN
HaTpHsl C MUIIEH, OJHAKO PEKOMEHIAUU OTHOCHTEIBEHO

JIOTIOJTHUTENILHOTO BBEJCHUSI HATPUS B MUTAHUE B PYKO-
BozactBe orcyTcTBytoT [10, 11]. B CeBepoamepuxanckoM
PYKOBOJICTBE IO JIEUCHHIO JAETEH paHHEro BO3pacTa ¢
MB, OCHOBaHHOM Ha J0KAa3aTelbCTBAX, PEKOMEHIYET-
Csl pyTHMHHOE MPUMEHEHUE T00aBOK HATPHsI BCEM JETAM
panHero Bo3pacta ¢ MB 10 MakcMMaabHOTO COAEPKaHUS
4MMOJIB/KT MacChI Tella B CyTKH [62].

B »TOoM pykoBOACTBE pEKOMEHIYETCS OICHUBATh
MOTPeOHOCTH peOCHKA B HATPUU HA WHMBUAYaJIbHOU
OCHOBE C y4YETOM KJIMMAaTHUUYECKUX YCIOBHUH U MOTEPh
HaTpus. B OOJBIIMHCTBE Clly4aeB JOMOJHUTEIBHOC
BBEJICHUE HATPUS B KOJUYECTBE |—2MMOJB/KT B CYTKH
MO3BOJIICT CKOPPEKTUPOBATh ero aepuuut [63], XoTs
MOXKET MOTPeOOBaTHCS U OOJIbIIIEE KOJIMUECTBO MPHU 00-
nee xapkoi morozae [25, 86]. Conp (HaTpusa XJIOPUI)
cleAyeT JaBaTh HEOOIBIIMMHU TOPHHUSIMU B TECUCHHUE
BCEro JIHs, Pa3BECHHON B BOJE WU MOJIOYHOM CMECH.

TABJIULA 6. Notpebnenne kanopwin y noaeii ¢ MB: eauHble pekoMeHaaLumm

Bospact LleneBble 3HaueHMA KanopuUMHOCTA

MoppobHocTy

[letn paHHero Bo3pac-

Ta u getm < 2 net 3[10POBbIX A€TEV STOTO e BO3pacTa

[etn B BO3pacTe

2-18 net 3[00POBbIX AETEN TOrO e BO3pacTa

110-200% OT 3HepreTnyecKol MoTpebHOCT
3[10POBbIX JIOAEN 3TOro »e Bo3pacTa AnA Noj-

B3pocnblie >18net
JepXaHuA ueneBblx 3HaveHun VIMT.

110-200% OT 3HepreTnyecKom NnoTpebHOCTH

110-200% OT 3HepreTnyecKolr MOTpebHOCT

MoTpebneHne Kanopui AomKHO ObITb aAaNTUPOBaHO AJiA
OOCTUXKEeHMA HopMaJibHbIX MOKa3aTenel Beca 1 pocTa
[ANA fjaHHoro Bo3pacrta [29, 63, 82].

MNMoTpebneHne Kanopui AomKHO ObITb afaNTUPOBaHO AiA
OOCTUXKeHUA LeneBblx 3HaueHnn UMT ana nHtepsana 1
rog [27,29, 82].

MoTpebneHne Kanopuin AOMKHO ObITb aAaNTUPOBAHO AJiA
OOCTKEeHMA LieneBblx 3HaveHun MMT [29, 82].

TABJINLUA 7. No6asku HaTpust (B BUAE HaTpusa xnopuaa) y noaeit ¢ MB: eauHble pekomeHaaumm
(YypoBeHb foKasaTerbHOCTU: YMEPEHHbIN)

Bospact [ob6aBKa HaTpus?

MoapobHocTK

[etn B BO3pacTe 0-6 mec.
Ha rpyAHOM BCKapMan-
BaHUN

1-2MMONb/Kr B CYTKM
Ccoke.

[etn paHHero Bo3pacTta
npwv 0cobbiX YCIIOBUAX
(cm. npmevaHue B rpade
«MogpobHOCTNY)

10 4MMONb/Kr B CYTKM

ConeHble NpoAyKTbl,
Kancynbl unu GpnakoHbl
HaTpUA XNOPVAOM.

Letn CTapLuero Bo3pacTta
n B3podcCible

Hetam c PUCKOM pPa3BuUTUA ,qed)mu,ma HaTpWuA COoNb faeTcA HebobWMMN
nopuuamm B TeHeHmne BCero gHA paCTBOPEHHOVI B BOAe nin ¢pyKTOBOM

lMoBbILWEHHOE KONMMYECTBO HAaTPYA TPEOYETCA AETAM, MPOXIMBAOLMM B
XKaPKUX KIMMATUYECKMX YCIIOBUAX, U JETAM, Y KOTOPbIX OTMEYaeTcs
NOBbILLIEHHAsA NOTePs XXUAKOCTY Ha GOHE PBOTHI, IMXOPAAKY, Avapey,

TaxXWMHO3 WU NPV HAIMYMK CTOMBI.

[06aBKM HaTpKA HEOOGXOAVMbI B CTPECCOBBIX CUTYaLMsAX, CONPOBOXKAalo-
LUMXCA U3OBbITOYHBIM MOTOOTAENEHMEM (TMXOPaAKa, du3nyeckasn HarpysKka/
3aHATUA CMOPTOM, XapKas Noroaa).

24T06bI NepeBecT! MMOJIb B M HATPUSA, X1l0pa UK HaTpuA Xiopuaa, Heo6XoAUMO KONIMYECTBO MMOJTb YMHOXUTb Ha 23, 35
unu 38 (MonekynAapHasa Macca HaTpusA, XJlopa 1 HaTPKA XNopUAA), COOTBETCTBEHHO.
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3.4.1.3 leTn cTapLlero Bo3pacTta u B3pocCrible.

B To BpeMs kak 3amaiHbIi 00pa3 MUTaHHS C OOIBIINM
KOJIUYECTBOM MONTy(haOpHUKaToB 0OeCIeunBaeT aJieKBaT-
HOE KOJIMYECTBO HATPHs JUIsl OOJBIIMHCTBA JIETEH cTap-
IIEro BO3pacTa U B3pOCHbIX [89], MOBbIIEHHE TEMIIEpa-
TYphI Tena, pU3nYecKas Harpy3ka WIM jKapKas Ioroja
MOTYT BBI3BaTh €T0 JACQUIINT.

CormnacHO HaleMy IMPEIIoJIOKESHUI0, HEOOXOIUMOCTh
B JIOTOJHUTENIHHOM BBEACHUU HATPUSl B MUTAHUE MOXK-
HO OIICHHWTH Ha ocHoBaHuu mokasarenss FENa (Fractional
excretion of sodium, ¢pakIMOHHON PKCKpPELMH HATpPHs),
C HEOOXOIMMOCTBIO TOICPIKAHKS ATOTO TIOKa3areis Ha
ypoBHe 0,5-1,5%. B moBcenHeBHON NpakTUKE MpOIe
OTpENENSATh COOTHOIIICHUE HATPUS U KpEaTUHHUHA B MOYE,
kotopoe koppenupyet ¢ FENa (cooTBeTcTByIoLuii 1ese-
Boil auanazoH 17-52mmons/mMmons) [86]. Tlpu HeoOxomu-
MOCTHU MOTYT OBITh HCIIOJIB30BATHCS KaICYIIbl HITH (IIaKo-
HBI C HATPUSI XJIOPUAOM C TIPUEMOM HECKOJIBKO Pa3 B ICHb.

Pexomenoayuu: conv

IMumeBas nod6aBka:

*  MbI pekoMeHIyeM BBEICHUE OMPEACICHHOIO KO-
JUYECTBA COJIU, B 3aBUCUMOCTH OT BO3pacTa U CH-
tyaiuu (Tabnuya 7). YtoObl iepeBecTd MMOITb B
MI' HaTpUsl, XJIOpa WM HaTpUsl XJIOpuiaa, HeoOXo-
JIUMO KOJIMYECTBO MMOJIb YMHOXKUTH Ha 23, 35 wiu
38 (MonexynspHas Macca HaTpHs, XJIOpa U HaTPHs
XJIOpUJIa), COOTBETCTBEHHO. B Y4 waiiHOW JIOKKH
COZIEPIKUTCSI OKOJIO 25 MMOJIb WK 575 MI HaTpusl.

MOHUTOPHHT:

MeI nonaraeM, 94To He0OXOIUMOCTh B JIOTIOJTHUTEIb-

HOM BBEJICHHH HATPUS B TUTAHUE MOXKHO OI[CHUThH ITyTEM
onpenenenus nokasarens FENa (Fractional excretion of
sodium, pakIUOHHOW SKCKpPEIUH HATPHA), C HEOOXO-
JIMMOCTBIO TIOJIZICPIKAHUS ITOTO TIOKA3aTelisi Ha YPOBHE
0,5-1,5%. B moBcenHeBHOM MpakTUKE MPOIIE Ompese-
JISITh COOTHOIIICHUE HATPUS ¥ KPEaTUHUHA B MOYE, KOTO-
poe xoppenupyeT ¢ FENa (cooTBeTcTByIOMIMI 11€€BOM
nuana3oH 17-52 MMOIIb/MMOJB).

3.4.2 Kanbyut

Heduuut xampuusi, HEOOXOAUMOTO IS 310POBbS
KOCTe#, MOJKET BOSHUKHYTh y 0onbHBIX ¢ MB B cBsi3n
¢ HejocTaTkoM BUTaMHMHA D (5kMpOpacTBOPUMOIO BH-
TaMHMHA) U HU3KUM NOTpPEONeHUEM KaJlbLHs C MUIICH
[90]. K mpyrum ¢akTopaM, CrocOOCTBYIOIIUM pa3-
BUTHIO JIeUIHUTa KaJdblHs, OTHOCATCS HapylleHHE
BCAachlBaHUS B KHIIEYHUKE, HEJOCTATOUYHO aJeKBATHO
CKOPPEKTUPOBAaHHOE C TIOMOUIBIO 3aMECTUTEIbHON
Tepanuu naHkpearnueckumu ¢epmentamu (3TIID,
PERT), a TakXe MOBBIIIEHHOE BBIACICHUE KaJIbLHUS C
¢dexanmusmu [91].

[ToTpebnenne KanbLusi JOJKHO OLIGHUBATHCS MHHU-
MYM OJMH pa3 B rof [71] u yame y aeTei ¢ HapyleHHeM
pocTa, TJIOXMMHU NMPUOABKaMU WIJIM CHUXKEHHEM MAacChl
Tena. Ha ceropHsmHuil 1€Hb OTCYTCTBYET IOCTYITHBIN
TECT JUIsl OLIEHKU NoTpedneHus Kanbuus [71]. CyrouHoe
noTpeOIeHne Kaublys J0KHO, KAK MUHHMYM, COOTBET-
CTBOBaTh YpPOBHIO, pPEKOMEHJOBaHHOMY EBpomnelickum
yIOpaBieHueM 10 OE30MacHOCTH MHILIEBBIX MPOIYKTOB
(Tabnuua 8) [92].

TABJIULA 8. Motpebnenve kanbumusa y nogeii ¢ MB: pekomeHaaumn EFSA

Bospact PedepeHcHble NokasaTenu cogepxaHna Kanbuua B guete [92]
0-6 mec. 200mr

7-11mec. 280mr

1-3roga 450mr

4-10net 800mr

11-17net 1150mr

18-25net 1000mr

>25 net 950mr

VY HmanuMeHTOB CO CHMXKEHHBIM NOTPEOJICHUEM Kallb-
Ul YPOBEHb ATOTO MHKPORJIEMEHTa CJEIYET MOBBI-
CUTh, INIABHBIM 00pa30M, 3a CYET MOJIOYHBIX IPOAYKTOB,
Takux Kak ceip [90, 93]. IIpu HE0OXOOAUMOCTH MOKHO
HCIOIL30BaTh MHUIIEBbIC J00aBKU ¢ KanbiueM [71, 93].
Bonsmioe 3nauenue umeet agexksatHast 3TIID misa mox-
JICPIKaHUS JTUTIONN3a, YTOOBI KAJbIUWA HE BHIBOJWIICS C
MbLIIaMHU.

Pexomenoayuu: kanoyui

*  MBbI peKOMEHTyeM, YTOObI CyTOYHOE TIOTpeOIIeHue
Kanplus npu MB cooTBETCTBOBANIO HOPMATHHBIM
pedepeHCHBIM 3HAUEHUSIM Y 3JI0POBBIX JFOJICH
JIAHHOTO Bo3pacTa (ypOBEHb JIOKA3aTeIbHOCTH:
HU3KHI).

*  MbI peKOMEHAyeM Y MalMEeHTOB CO CHUKEHHBIM
MOTPeOICHUEM KaJIbLIUsl TIOBBIIICHUE YPOBHS 3TO-
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0 MHUKPODJIEMEHTa, INIaBHBIM 00pa3oM, 3a cueT
MOJIOYHBIX MPOAYKTOB, & TaKXKe MPH HEOOXOMIH-
MOCTH MPUEMa MMUIIEBBIX T00ABOK Kaiblus (Ypo-
BEHb JI0KA3aTEIbHOCTH: HU3KHIA).

MoHUTOpPHHT:

*  MBbI peKOMEH/yeM OIEHKY MOTPEOICHUS KaIbIIHs
MHUHHUMYM OJIUH pa3 B rojl (YpOBEHb J10Ka3aTeb-
HOCTH: HU3KHIA).

3.4.3 XKerneso

Jns manuentoB ¢ MB xapakrepen neduuuT xenesa,
yacToTa KoToporo Bapsupyercs oT 11% y aereit [94] no
OoJiee 4eM MOJIOBUHBI B3POCIBIX CO CTAOMIIbHBIM TEUCHH-
em 3aboneBanus [95]. YV GonbHbIx ¢ MB, uMeronux jie-
(unuT Kenesa B I1a3Me, OTMEYaeTCs TEHICHIINS K Pa3BH-
THUIO KeNe30¢PULIUTHON aHEeMUH, CHIDKEHHUIO (YHKIUH
JIETKUX M yXyALIeHUIo olmiero cocrosHus [95], a netn
TaKXe CTPaJaroT OT Myioxoro ammneTtuta [9]. Passuruio ne-
¢unmTa xKeneza MOryT CmocoOCTBOBAaTh MHOJKECTBEHHBIE
(hakTOpBI, BKIIIOYAsl HAPYILIEHHE BCACHIBAHUS B KUILICYHH-
K€, XpOHMYECKHE MHPEKIINU 1 BOCTIAJICHHE, XPOHUYECKHE
KpPOBOIIOTEPH M HEaJeKBaTHOE MOTpebdieHue xxenesa [96].
KoHTponbs ypoBHS Kene3a 3aTpyAHSIETCS MPH Pa3BUTHH
WHQEKIHHA, KOTOpbe BIUSIOT Ha YPOBHU (EeppUTHHA H

TpaHceppHHa B ChIBOpOTKe. OHAKO OHU HE OKA3bIBAIOT
BJIMSIHUS HA TpaHC(EepPPUHOBBIC PELENTOPHI B CHIBOPOTKE
(sTfR), xKoTopbIe B CBA3HM C 3TUM MPEACTABISAIOT COOOH
OoJiee TOUYHBINM METOJ OLIGHKH YPOBHSI 00ECIEYEeHHOCTH
xkenezoM. OpHako TecT Ha ypoBeHb STfR He siBisieTcs
UpPOKo nocTynHbM [9, 97, 98]. na nauuentoB ¢ MB
MBIl CUMTa€M HEOOXOIMMBIM JICYCHHE BOCHAIUTEIHHBIX
3a0oeBanumii [99] 1 BBeZCHUE MUIIEBHIX J00ABOK TOJIBKO
B Cllyyae COXpaHeHUs ae(uLuTa Kenesa.

Y nereii, MOAPOCTKOB M B3POCIBIX HEOOXOAMMO
MPOBOAUTH €KETOIHOE OOCIIeIOBAHME JUIS BBISIBICHHUS
AQHEMHM,B TIEPBYIO OUepeb C TMOMOIIBIO OIpeaesIeHus
YpOBHS kene3a B KpoBu. [Ipu oOHapyKeHnH HU3KUX 3Ha-
YeHUH ypOBHS *kKeJle3a He0OX0IUMO HCII0Ib30BaTh APYTHE
TecThl, YT0OBI AuddHepeHIpoBaTh kene301eQUIUTHYIO
anemuto (OK/IA) u anemuro, CBA3aHHYIO C XPOHUYECKUM
BocnasienueM (AXB). Kak nokazano B Tabnuiie 9, Takue
MOKa3aTes, KaKk YpoBeHb ()eppUTHHA B CHIBOPOTKE, 00-
miast xelne30cBs3biBaronias cnocoonocts (OXKCC) u Ha-
ChIlIeHUE TpaHc(epprHa MOTYT NoMOYb AuddepeHn-
poBatb XKJIA u AXB [96, 100]. ITpu nanuuuu kak KJIA
tak 1 AXB, yposens ¢eppuruna u OXKCC moryT ObITH
MOBBIIIEHHBIMH, CHUKEHHBIMU HJIM OCTaBaThCs B Tpesie-
Jlax HOPMBI H3-32 B3aMMHOTO BIMSIHUSI 000MX COCTOSIHUH.

Vicnonb3oBaHne JONOSTHUTESNbHbBIX NoKa3aTenen geduumTa xenesa ans

AHemus, cBA3aHHasA 06e dbopmbl aHemum

TABIALIA 9. anddepeHumanbHOM ANarHoCTUKN pasHbIX (OOPM aHEMUU
NMpumeHeHne HOpManbHOro XenesopedpuuurtHasa
pedepeHcHOro ananasoHa?® gna: aHemuA

C XpOHNYeCKNMm BocCnasieHnem

Kenesa cbIBOPOTKU Hwu>xe Hopmbl

DeppuTriHa CbIBOPOTKM Hwi>ke HopMbl

OO6Lel »kene3ocBA3blBaloLLEeN CNocob-

Bbiwe Hopmbl
HOCTU

HacbiweHuna TpaHchepprHa, % Hwvxe Hopmbl

Hwu>xe HopMbI Hwu>xe HopMmbl

Bbilwe HopMmbI Bapbupyertca

Huixke HopmbI® Bapbupyertca

Hwu>ke Hopmbl Hu>ke Hopmbl

2HopMarbHble pedepeHCHble 3HaueHKA Ans nabopaTopum, B KOTOPOI aHanu3npyeTca obpaseL Kposu
bJIn6o HXe pedepeHCHOro franasoHa, 6o B ero npegenax.

Pexomenoauuu: sceneso

IInmeBbie 100aBKH € JKeJae30M:

* B cnyuae BbissBIcHHs aeduIUTa XKene3a MbI pe-
KOMEHJyeM JICUCHHE BOCHAIUTENIBHBIX 3a00Iie-
BaHUM M BBEIEHHE MHUILEBLIX T00aBOK TOJILKO B
ciydae coxpaHeHus aeduuuTa jxenesa (ypoBeHb
JTIOKa3aTeIbHOCTH: YMePEeHHbI)

MoHuTOpHHT:

* V nereil, NOAPOCTKOB U B3POCHBIX MBI PEKOMEH-
JlyeM TIPOBOJMTH €XKErOJHOE OOCIEeIOBaHHE IS
BBISBJIICHUSI aHEMUU MYTEM OIPENEIEHUS YPOBHS
JKelie3a B KpOBH, ¢ nocieayronmm auddepenim-
aJbHBIM JIMATHO30M MEXY Kene30[ehUIIUTHON
aHEMHUEN M aHEMUEN, CBA3AHHON C XPOHUYECKUM

BocniasieHueM. [Ipu nmogo3peHun Ha Hanu4ue Je-
¢unmTa xene3a Mbl PEKOMEHIyeM YBEJINYHUTh Ya-
CTOTY IpOBeZICHNUs 00cIenoBanus (YpOBEHb JJOKa-
3aTeIbHOCTH: HU3KHUH).

3.4.4 LuHk

B paszmuuHbIX HCCIIeOBaHHUSIX OBLIU BBISIBICHBI
pa3Hble YPOBHH IIUHKA y O0NBHBIX ¢ MB, OT HH3KOrO
no "HopMmansHoro [101-103]. Oto, BO3MOXKHO, CBSI3aHO
C MPUMEHEHUEM METOJa M3MEPEHHUs] YPOBHS LIMHKA B
IJ1a3Me, KOTOPBIA HE SIBISETCS NOCTATOYHO YYBCTBHU-
TENbHBIM, U PE3yJIbTaThl KOTOPOTO MOABEP>KEHBI BIIH-
SITHUIO PA3JUYHBIX YCIOBUH. AOCOPOLHS ITUHKA MOXKET
YAYUYIIUTHCS Ha (JOHE 3aMECTHTEILHOU (hepMeHTOTEpA-
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rmuu [11]. JdeduuuT MuHKa MOXKET MPOSBISITHCS IIIUPO-
KUM CIIEKTPOM CHUMITOMOB, BKJIIOYAsl 3aJ€P>KKY POCTa,
MOBBIIICHUE BOCIIPUUMYHBOCTH K HHPEKIIUSM, 3a]1CPK-
Ky TOJIOBOTO CO3pEBaHMUs, 3a00JIEBaHUS TJ1a3 U aHOPEK-
CHUIO, CBSI3aHHYIO C MPUTYIUICHUEM BKYCOBOU UyBCTBHU-
TeabHOCTH (runores3ucii) [104].

BonbHbiM ¢ MB ¢ prckoM pa3BuTHs AeQULINTA LUHKA
MBI TIpejiaraeM MPUHUMATh MHUIICBbIC JOOABKHU C IHH-
koM (Tabnuya 10).

Jeduut 1MHKa MOXKET MPOSBUTHCS 33JICPIKKON PO-
CTa y JeTeld paHHEero wiM crapiuero Bospacra ¢ MB u
neUIUTOM BUTaMHHA A WK cTearopeeii y OOIbHBIX C

TABJIULA 10.

Bospacr

[leTn paHHero Bo3pacTa 1 JeT! B Bo3pacTe <2 fieT
C prickom aeduLmTa LHKa

et 2-18 net ¢ pruckom geduumTa UMHKa

B3pocnbie >18 net ¢ prckom gedbuunTa UMHKa

3.4.5 MymamuoH
Jannbie B monaepkKy d(pQGEeKTHBHOCTH TPUMEHEHHS
IyTatuoHa y 0onbHbIX ¢ MB otcyTerByrot [105].

3.4.6 CerneH

[loctynienue ceneHa ¢ numiel uMeeT OONbILIOE 3HA-
YEeHHE, MMOCKOIbKY OH BXOJIUT B COCTaB aHTHOKCHIAHTA
rIyTaTHoHnepokcuaassl [106] u urpaer BaxHyro poib B
HMMYHHOM OTBeTe. XOTS Y HEKOTOphIX OonbHBIX ¢ MB
ObUTI0 00HApYKEHO CHIKEHUE YPOBHSI CelIeHa, ATOT MH-
KpO3JIEMEHT XapaKTepU3yeTcsl Y3KUM TepaneBTUYECKUM
CIIEKTPOM, M OBUTM 3aperHCTPUPOBAHBI CIIydau JIeTajlb-
HBIX UCXOZIOB NPHU MPUMEHEHUH HEOPTaHUUYECKOT O CeJIeHa
B KaueCTBE MUIIEBHIX 100aBOK y narrenTo ¢ MB [38]. B
TO K€ BpeMsl HEKOTOpBbIE MpenapaThl, UCIONb3yeMble A
3aMEeCTHTENbHONW (DepMEeHTOTEepanu, COAEpKaT CeleH B
aZIcKBaTHBIX U Oe3omacHbIX kKoynmuectBax [107]. MbI He
pEKOMeHAyeM PYTHHHOE NPUMEHEHHE IMUILEBBIX a00a-
BOK C cesieHOM [62], 3a McKIItoueHHeM Treorpaduueckux
TEPPUTOPUNA C HU3KHUM COZEPKAHHUEM CeJIeHa B TOYBE U
CeNbCKOX03aHCTBEeHHBIX npoaykrax [11, 108].

Pexomenoayuu: cenen

InmeBble 100aBKHU € CEJICHOM:

MBI HE pekOMEeHAyeM PYTUHHOE NpHUMEHEHHE MuIlle-
BBIX J100aBOK C cejieHOM y OonbHBIX ¢ MB (ypoBeHsb J10-
Ka3aTeJIbHOCTH: HU3KHUI).

3.5 XKnpopacTtBopumble BUTaMuHbI (Tabruya 11)
HapyLueHI/Ie MEXaHn3Ma BCACbIBAHUS KUPOB, 06yCJ'IOB—

JICHHOC HEAOCTATOYHOCTBHIO HOZ[)KGJ'Iy,[[O'lHOﬁ KEJIEC3bI, MO-

JKET BbI3BaTh y 00NbHBIX ¢ MB neduuunt sxupopactBopu-

PekomeHpyemas fo6aBKa

TMI/Kr B CyTKM (MaKc. 15 Mr B CyTKK)
15 Mr B CyTKM

25 Mr B CyTKM

MB mo6oro Bo3pacta [11, 632]. Kak u Bce MuHepaibHbIe
JI00aBKH, LUHK JIy4IllIe BCETO MEPEHOCUTCS MPH €ro MpH-
eMe B TeUEeHHUE JHS paBHBIMU NopuusamMu [62].
Pexomenoayuu: yunk
IInmeBbie 100aBKH ¢ HUHKOM:
*  MpbI pekoMeHlyeM NpUMEHEHHE MHUILIEBBIX J00a-
BOK C IMHKOM Y OosbHBIX ¢ MB ¢ puckom pas-
BUTHS JepHUINTa UHKA (T.€. C 3aJIePX,KKOH pocra,
MOBBIILICHHON 4yBCTBUTENBHOCTBIO K HH(]EKIHU-
M, 3aJIep>)KKOI TOJIOBOTO cO3peBaHMs, 3a00jeBa-
HUSIMH T71a3, aHOpeKCHel) (YpOBEHb J10Ka3aTelib-
HOCTH: HU3KHH).

MpumMeHeHWe NuLLEeBbIX 400aBOK C LIMHKOM
y niogen ¢ MB: eguHble pekomeHgauum

PekomeHayembI Kypc

6 mecALeB
6 mecauLeB

6 mecALeB

MBIX BUTAMHUHOB, B yacTHOCTH BuTaMuHOB A, E u K. be3
a7ICKBaTHON MHCOJISIIMU Y ATUX MALUEHTOB TAKXKE MOXKET
pa3Butbes neduuut ButamuHa D [38]. O0HapykeHo, 4To
JIaXKe TIPU COXPaHHOU (DYHKIIMU TOKEITYIOYHOMN KeJe3bl
y marueHToB ¢ MB MoxkeT uMeThCst pUCK pa3BUTHS Jiehu-
LIUTA YKUPOPACTBOPUMBIX BUTAaMHHOB [109].

JeduuT xupopacTBOPUMBIX BUTAMHUHOB BCTPEYACT-
cs yacto, Bo3HuKas y 10-35% nerelt ¢ maHkpeaTnueckon
HegoctarouHocTeio [110]. Ognako y manuentoB ¢ MB
SIBHBIC KIIMHUYECKUE MPU3HAKU JSPUITNTA, KAK [TPABUIIO,
OTCYTCTBYIOT. [l03TOMY 1IE€NBI0 OOCTCIOBAHHS M JIeUe-
HUS SIBJISIETCS. KOPPEKIIHsI CyOONITUMAIILHBIX YPOBHEH U
JIOCTIKCHHE ONTHUMAIbHBIX OMOXMMHUYECKUX 3HAYCHUU
9TuX BUTaMHHOB [111]. ¥V Bcex manuenTos ¢ MB ypoBHH
>KHPOPACTBOPUMBIX BUTAMUHOB B IJIa3M€ CIEAYET OIMpe-
JIeISITh MUHUMYM ONMH pa3 B rox [11].

Y OONBHBIX C MAHKPEATHYECKOW HEJOCTATOYHOCTHIO
MBI PEKOMEHIYEM OIpEACNICHUE YPOBHEH KUPOPACTBO-
PUMBIX BUTAMHUHOB TIOCJIE Hadaja (PepMEHTOTEpanuu U
BBEJICHHSI BATAMUHHBIX JI00aBOK, uepe3 3-6 MecsIeB 1o-
CcJie Havasia Wi KOPPEKIUHU 103 BUTAMUHOTEPAINH U J1a-
nee oauH pa3 B rox [11, 65, 112]. BuramunHubie 100aBKH
clieyeT MPUHUMATh BMECTE C MUIIeH, OOraToil JKupamu,
U ¢ (pepMEHTAMH Ui YAYYIICHUS UX BcachiBaHus. llpu
oOHapyXeHUM OUOXMMHYECKOro jaeduiuTa, HECMOTPs
Ha aJIeKBaTHOE MOCTYIJICHUE BUTAMUHOB C MHILEH, Ie-
pen KoppeKiuel 10361 He0OXOAMMO UCKITFOYUTh HU3ZKYIO
MIPUBEPKEHHOCTh K JICUCHHUIO WM TUIOXYI0 a0CcOpOIuio
J00aBOK. Y MAallMEHTOB C COXPAaHHOW (DYHKIIMEH TOJIKe-
JTyAOYHOM KeJIe3bl MBI PEKOMEHAYEM BBITIOTHSTEH OLICHKY
YPOBHSI BATAMUHOB B TUIa3ME KPOBU OJAMH Pa3 B IO,
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3.5.1 BumamuH A

Hedunut Butamuna A npu MB Betpedaercs gacto, 06-
HapyxuBasich y 10-40% nammentos [113, 114]. On moxer
Pa3BUTKCS, HE3aBUCHUMO OT BO3pacTa, HyTPUTHBHOTO CTaTy-
ca, HaJIM4YKsl MEKOHHEBOTO MIleyca, TSHKECTH 3a00IIeBaHuMs,
TEHOTUIIA ¥ COCTOSHHS SK30KPHUHHOM (YHKLMH TOIKETy-
nodHou xenesbl [115]. YV GonbHBIX ¢ MB HH3KHE ypoBHU
BUTaMHHa A CBA3BIBAIOT C YXYALUIEHUEM KIMHUYECKOTO
craryca, HapylleHueM (YHKLUUM JIETKAX U Y4YallleHHEeM
o0ocTpeHwmii IerouHbIX 3a0oneBanuii [116]. Knuandyeckue
CHMITOMBI Je(hUIMTa BOZHUKAIOT YPE3BBIYAHHO PEIKO.

B nuteparype comepikarcsi cBeeHUsI 0 JA00OpoKade-
CTBEHHOM IOBBIIIEHUH BHYTPUYEPENHOIO JaBJICHUS
(IceBI0OMyX0NIM MO3ra), OJHO- WJIN JBYCTOPOHHEM IIO-
paKEHHMH JIMIIEBOTO HEpBa y peOeHKa paHHEro BO3pacTa
[117], kcepodTanbMum, KOTOpasi MOXET MPOrPECCHPO-
BaTh JI0 CyXOCTH KOHBIOHKTHB U B KOHEUHOM MTOTE JI0
U3bA3BICHUS POTOBUIILI U caenoThl. [118].

YpoBeHb BUTaMHHA A B IUIa3M€ MOXET CHU3UTHCS Y
MAIMEHTOB ¢ HEJOCTATOYHOCTHIO (DYHKLUH MOMKETY10Y-
HOM JKeJIe3bl, MONTyYarollnuX 3aMeCTUTEIbHYI0 (hepMeHTo-
TEpaInHuIo, a TAKKe y OOJIBHBIX C COXpaHEHHOH (QyHKLUeH
MOJKeNyouHON xkene3bl [115]. Dtor nedumur mMoxer
OBITH TMOCIENCTBHEM HapyUICHUS MOOWJIM3aLUU TIede-
HOYHBIX 3alacoB M3-3a CHUKEHUS YPOBHS PETHHOJ-CBSI-
3bIBaroniero Oenka [119],9To MOXeT BOSHUKHYTh y JAeTEH
C TSDKEIIBIM [TOpaKeHUEM MIEYeHH, TUMOTpodueH uim ae-
¢unurom nunka [118]. Tlpu TsHKeI0M OpaKeHUH Tede-
HU M CHIKCHUH YPOBHS PETHHOI-CBS3BIBAIONIETO OenKa
KOJIMYECTBO MUIIEBHIX J00aBOK C BUTAMUHOM A JIOJKHO
OBITH OTPaHUYEHHBIM H3-32 BO3MOXXHOCTH Pa3BUTHUS TH-
JKeJoro runepsutamMunosa [120].

Mpbl pekoMeHayeM MpUMEHEHHE MHIIEBBIX 100aBOK
C BUTAaMHUHOM A JUIsl JOCTUKEHUSI HOPMaJIbHBIX KOHIIEH-
TpalMii peTHHONA B CHIBOPOTKE, XapaKTEPHBIX Ul 3]10-
POBBIX JItOIEH; HOPMaJbHBIN AHaNa3oH ONpPEENseTcs B
COOTBETCTBHH C JJAHHBIMH J1TaOOpaTOpHH, B KOTOPOU PO-
BozATcs aHanusbl [114]. IIpu ucnons3oBaHuu peTHHONIA
HauMHAIOT C HU3KHUX J03, KOTOpBIE 3aT€M MOBBIIIAIOT,
COIIaCHO PEKOMEHAALIMSAM, B 3aBUCUMOCTH OT YPOBHS B
ChIBOpOTKE. bera-kapoTHH SABISETCS NpenlecTBEHHU-
KOM BHUTaMHMHa A M, B OTIMYHE OT FOTOBOTO PETHHOIA,
perynupyercsi o MexaHu3My OTPHLATEIbHON 00paTHOM
csizu [111, 121], u moaTomy MOXKeET OBITh O0Jiee Oe3omac-
HbIM A1 npumenenus [ 112]. [Tokazano, 4To 1032 npoBH-
TaMHHa 0eTa-KapoTHHA, paBHasi 1MI/KT MacChl B CyTKH B
TedyeHue 12 Henenb ¢ nocienyromei noaaepKuBaromen
no30it  (MakcumyMm 10Mr B cyTkm) sBisiercst 3hdexTHBs-
HOI u Oe3omacHo# mys aereit 12-18 met [122].

MBI pekoMeHyeM MOHUTOPHPOBAHUECBIBOPOTOUHOTO
YpOBHS BUTaMHUHA A JUIsl KOHTPOJIS HaUaJIbHOW U MOCIIeTy-
omux 103 ButamuHoma A [9, 11]. YpoBuu Butamuna A
B CBIBOPOTKE HE TOYHO KOPPETUPYIOT C COEPKAHUEM BU-
TaMHHA A B TKaHsX. [IX He cieqyeT olleHuBaTh B OCTPYIO

(ha3y uHpeKIMii, KOTrJa KOHIIEHTPAIIM PETUHONA B CHIBO-
POTKE CHIKAIOTCS B OTBET Ha Bocmanenue [45, 123].

Bricokue KOHIIEHTpalUK PETUHOJIA B CHIBOPOTKE YKa-
3bIBAIOT HA PUCK TOKCHUYECKOTO MEHCTBHUSA, YTO MOXKET
MPUBECTH K pa3BUTHIO (UOpO3a TECUCHH, CHIDKCHUIO
MUHEpaIU3aluyd KOCTHOW TKaHW U TOBBIIICHUIO PUCKA
nepenomoB [114]. B uccienoBanusx ObUIO TPOJIEMOH-
CTPHUPOBAHO, YTO y OOJNBIIMHCTBA ManueHToB ¢ MB, Ha-
XOJSAIIUXCS B CTAOWJIBHOM COCTOSIHUH, , OBbLI TIPEBBIIICH
PEKOMEHIyeMbIii BEpXHUH Mpenen MoTpeOlIeHus BUTa-
MUHA A W3 TUIIEBBIX A00aBOK W MPOIYKTOB TMHTAHUS.
Brenenue nuiieBbx 100aBOK He ObLTO HEOOXOAUMBIM B
20-25% cmyuaes. [114, 124].

[ToTeHMaNbHO TOKCHYECKOE NEHCTBUE BUTaMUHA A
MIPEJCTABIISET cephe3Hyo mpoonemy. [Ipu onpenenenun
JIO3UPOBKM BUTAMUHA A HEOOXOJAMMO YYHUTBHIBATH €r0O
Tokcuueckoe nericteue [111, 114, 124]. Puck runepsu-
TaMHHO3a BO3PACTaeT IMPU HUCIOIB30BAHUHI BOAOPACTBO-
puMBbIX ()OpM IpErnaparoB, B OTIMYUE OT MPEnapaToB Ha
>KUpoBOU ocHOBe [125].

AJleKBaTHOE MOCTYIUICHUE BUTAMHHA A UMeeT 00JIb-
I0€ 3HAYCHHE TIepe]] HACTYIUICHHEM OEpeMEHHOCTH U BO
BpeMsl Hee, OJJHAKO 0c000e BHUMAHUE CICAYET YICIUTh
HA3HAYCHUIO aJeKBAaTHOM MO3bI, MOCKOJbKY, KaK THIEp-,
TaK ¥ TUIMIOBUTAMMHO3 MOTYT OKa3aThb BPEIHOE ICHCTBUE
Ha OpraHM3M Kak MaTepH Tak u pedenka [126, 127]. Mbl
PEKOMEH TyeM OLIEHKY NOTPEeOJICHNs] BUTAMUHA A | OTIpe-
JIeJICHUE €ro ypoBHSI B KPOBH O 3auaTUsi U B PaHHUU
nepuoJi OEPEMEHHOCTH, C MOJCPKAHUEM ero moTpedie-
Hus Ha ypoBHe He Bbime 10000 ME B cytku [16]. Tlpn
HU3KOM YPOBHE CIEYET YUeCTh, KaK MOJb3Y, TAK U PUCKU
JIOTIOTHUTENILHOTO BBEACHUS BUTAMUHA A C MUILEH, KaK
JUTSL MATE€PH, TaK U JIJIsl peOCHKA.

Pexomenoauuu: sumamun A

IInmeBbie 100aBKM ¢ BATAMHHOM A':

*  Mbl pekOMEHyeM Ha3HAuYCHHE IUIIEeBBIX J100a-
BOK BUTaMUHA A JI0 AOCTHKEHHUS HOPMAaJbHBIX
KOHIICHTPALUK PETUHONIA B CHIBOPOTKE Yy 3I0PO-
BBIX JIMI] 3TOTO K€ BO3paCTa.

*  MBbI peKOMEH/yeM OLIEHKY MTOTPeOICHHS BUTAMU-
Ha A ¥ €ro YpOBHS B KPOBH Y JKEHIIIUH TEpe] 3a-
YaTUeM M B PaHHUU Tepuoj] OepeMeHHOCTH. MBI
CYMTaEM HEOOXOJUMBIM YUUTHIBATh MOJIb3Y U PH-
CKU TIpUMEHEHHsI J0OABOK BUTaMUHA A, Kak JJIs
MaTepH, Tak U Juisi peOeHKa, TPH HU3KUX YPOBHSIX
BATAMUHA A B TJIa3Me, ¥ CYUTaeM HEOOXOAMMBIM

MOCTYIUIEHUE BUTaMMHAa A Ha YpOBHE MeHee
1000 ME/cyTkn.

MoHTOpHHT:

e  Msbl pexkoMeHAyeM €KEroflHO€ HCCIIE0BaHUE

YPOBHSI BUTAMHHA A B CBIBOPOTKE KPOBH U KaXK-
IbIe 3-6 MECSIIEB IIOC/IC U3MEHEHMS J03bI WU Ha-
CTyIUICHUsI OEpeMEHHOCTH (YPOBEHb J0Ka3aTellb-
HOCTH: HU3KHH).
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TABJIMLA 11.

Butamun

MupopacTtBopumbie
BUTaMWHbDI
Butamnn A

ButamuH D

Ho6aBKa

KonnyecTBo 3aBUCUT OT YPOBHA B CbIBOPOTKE 11 GOPMbl
06aBKu:

PetnHon (rotosbii1)

HauaTtb ¢ HU3KOM [O3bI

bbicTpas aganTauma 4O HOPManbHbIX YPOBHEN B CbIBOPOTKE
beTa-KapoTuH (MpoBuTamnH A)

HasHauaTb 1 Mr/Kr B cyTKM (Makc. 50 Mr B CyTKM) B TeueHne
12 Hepenb

MoppepxurBatoLas fo3a Make. 10 Mr B CyTKMU.

3aBMCUT OT YPOBHSA B CbIBOPOTKE, KOTOPbIV BapbupyeT, B
3aBMCUMOCTY OT MOCTYMJIEHUA C MULLENA Y MHCONALMN:
CrapToBas go3sa D3 (xonekanbuudepona)

— [etn: 400 ME B cyTku (Bnnotb go 1000 ME B cyTKn);

— OctanbHble 800 ME B cyTkun (BnnoTb go 2000 ME y geten
1-10 net 1 4000 ME B 60nee cTapLiemM Bo3pacTe).
MoppepurBatoLlas fo3a: KOPPEKTMPOBATb [0
CpefHErofoBbIX YPOBHEN B CbIBOPOTKE, NMPEANOYTUTENIHO

PekomeHgaumn no I'IOTp66J'IEHI/IIO AKNPOPaACTBOPUMbIX BATAMUHOB Y 60/1bHbIX ¢ MB ¢
I'IaHeraTVI‘-IeCKOVI HeaJoCTaTOYHOCTbIO d)yHKLlVIVI I'IOA)KGHWJO‘-IHOI‘;I xenesbl: eqnHble pekomeHaaunm

Pe¢epeHCHb|e 3Ha4YeHuA n YacTtoTa
MOHUTOPWHIa

HopmanbHble pedepeHcHble 3HaueHNs
MO>KHO y3HaTb B flabopaTtopun,
BbIMOJIHAIOLLEN aHanm3.

MOHI/ITOpI/IHF eXerogHo un Kaxxable

3-6 MecALEB nocse U3MeHeHUs Jo3bl.
O6cnenoBaHvie NPW HACTYMAEHNUM
6epeMeHHOCT

YpoBeHb 25 (OH) D MuHUMYM 20HT/M1
(50HMmonb/n)

O6cneioBaHNe eXXerogHo, KOHTPOJIb
Kaxable 3-6 mecsALeB Noc/ie N3MeHeHNsA
[03bl.

MN3MEeHEHHbIX B 3UMHNE MeCALlbl.

[o3a anbda-Tokodepona:
100-400 ME/cyTKn

50 ME/cyTku geTtam <12 mec.
(1 mr =1,49 ME)

ButamunH E
(Tokodeponbl)

Butamut K|
ButamunH K

BogopacTeBopumbie
BUTaMMHbI
®onvieBas KucnoTa

et paHHero Bo3pacta 003-1,0Mr/cyTkn
OcrtanbHble geTu 1 B3pocnble 1-10Mr/cyTkn

CooTHoLLEeHe anbda-Tokodepona

K XoniectepuHy nnasmbl >5,4mMr/r.
O6cnepoBaHve exerofHo, KOHTPOb
Kakapble 3-6 MmecALeB nocsie U3MeHeHnn
f03bl.

PyTuHHOE 6rioXMMUYecKoe onpeaeneHmne
Mano AoCTyMnHO

YKeHLUVHbI, nnaHupyiowvie 6epeMeHHOCTb, 1 BO BpEMSA
nepBoro TprmecTpa 6epemeHHOCTI: 400 MKI/CyT.

Bo3morkHa I'IOTpe6HOCTb B NULLEBbIX noﬁaBKax nocne

06LWVPHO pe3eKUr NOAB3L0LHON KALLKU.

Butamnt B,
Mpwu peduunte: 100 MKr/mecAL, B BUAE BHYTPVMbILLEYHbIX
NHDBbEKL NN,
Muwesble fO6ABKM Ha3HAYaAOTCA TONbKO B Cllyyae
Butamunu C w A y

He[oCTaTOYHOrO NOCTYMIEHMSA C MULLEN.

CokpauieHue: 25 (OH) D = 25-rugpokcnsutamun D

3.5.2 BumamuH D

Burtamun D urpaer BaxkHyto poib B aOCOpOLMH Kalb-
LUsl B KUIIEYHUKE U JEQUIUT 3TOr0 BUTAMHHA SBISACTCS
OZIHUM U3 HECKOJIBKHX (DaKTOPOB, KOTOPBIE CIIOCOOCTBYIOT
CHIDKEHHIO MUHEpAIbHOW IIOTHOCTH KOCTHOW TKaHW y
oonbHbIx ¢ MB [128]. Jledurut Buramuna D BcTpeuaercs
noctatouHo yacto. OH oOHapyxuBaercs y 22% MiaaeH-
neB ¢ MB Bo Bpems ckpunuHra [113]. bonee uem y 90%
JIleTel cTapuiero Bospacra u B3pocibix ¢ MB yposeHb
25-runpokcuBuramuna D (25(OH)D) Ot cHmkeH [129].

OCHOBHOH HCTOYHHMK BUTaMuHa D — nHCoOmALIMsA — MO-
JKET PEe3KO Pa3InyaThecsl y pa3HbIX JIOIeH B 3aBUCUMOCTH
ot reorpaduueckoit mupotsl [130]. Jlyummm noka3zare-

neM craryca ButamuHa D siBnsiercs yposens 25(OH)D B
ChIBOPOTKE KpoBH [131].

EnnHoe MHEHNE OTHOCUTEIBHO ONTUMAIIBHON KOHIIEH-
Tpauuu BUTaMHHa D B CBIBOPOTKE OTCYTCTBYET. B BBINOI-
HEHHOM HeJaBHO 0030pe ObLIO 0OHApYKEHO MOBBIIICHHE
ypoBast 25(OH)D y narnmenToB ¢ MB, nomnomHHUTEIEHO
MONYYaOLIUX BUTaMUH D B BHe MUIIEBBIX JOOABOK, OA-
HAaKO JIOKa3aTeJIbCTB IOJIb3bl WM Bpela OT 3TOTO MOIy-
4yeHo He Obu1o [5]. Cnenuanuctsl PoHma MyKOBUCLUI032
CIIA pexoMeHIyIOT JOCTHKEHHE YpoBHEH BUTamuHa D
6onee 30 Hr/mi (75 HMOJIB/JT), TOCKOJIBKY TaKOH YPOBEHb
o0ecrieynBaeT JOTOMHUTENBHYIO TOJb3Y Ul 3I0POBbS
koctet [128]. ComacHo pexomenpanusm EBpormelickoro
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PYKOBOJCTBA IO MUHEPAIU3ALUN KOCTHOM TKaHU MPU My-
KOBHCIIM103€, MUHUMaJIbHBIN ypoBeHb 25(OH)D nomxen
cocranisath 20 Hr/mi (50 HMons/i) [71].
MBI pekoMeHTyeM BBOJUTH JTOTOJIHUTEIBHO BUTAMUH
D y 6onpabIX ¢ MB ans momnepkanus yposasi 25(OH)
D 6onee 20 ur/mn (50 mmoinb/n) [132-134]. Ipu pac-
4eTe J03bl CIIEAYeT YYUTHIBATh MOTpeOIeHne BUTAMHIHA
D c numei u ypoBeHb HHCOJIALNMN y Ka)KOTO MaIlUEH-
ta [130]. bepeMeHHBIM XEHIIMHAM MBI PEKOMEHIYEeM
JOTIOJHUTENbHBIN npueM BuTtamuHa D B moze 600 ME
(15 mxr) B cytku [134]. Hamum pexoMeHauu coriacy-
10Tcs ¢ EBponeiickumMu pekoMeHAausIMI OTHOCUTEIBHO
JIOTTyCTUMBIX IpeesioB BUTaMMHAa D U ¢ pekomMeHaalm-
SIMM IPYTHX PYKOBOACTB IO MykoBHcuuao3y [131, 132].
HecMotps Ha HEKOTOpBIE pa3HOINIACUs, IPUMEHEHHE BH-
TamuHa D, y 6ombHBIX ¢ MB siBnsercs 6omee npeanouru-
TEJILHBIM, 110 CpaBHEHUIO ¢ BuTamuHom D, [131, 135].
Mpbl pekoMeHIyeM KOHTpoIupoBaTh ypoBenb 25(OH)D
B CBIBOPOTKE KPOBH €XKETOIHO [25], MpenoYTUTENHHO B
KOHIIE TEMHOT'O BPEMEHH Toj1a, a Takke Kaxaple 3-6 me-
CALIEB MOCJe U3MEHEHUs 103kl Ipenapara [131].
Pexomenoauuu: sumamun D
IInmesbie 100aBKU ¢ BUTAMUHOM D
*  Mbl peKkoMeHIyeM JIOINOJIHHUTEIbHOE BBEJCHHUE
BUTaMuHa D ans mopnepskaHusl KOHLIEHTPALUU
25-runpokcuButamuaa D (25(0OH)D) ©Gomnee
20 ar/mi (50 HMOIB/MIT).
*  MpsI pekoMeHIyeM 0e30TacHbI YPOBEHb HHCOIS-
1Y,
* bepeMeHHBIM JKEHIIMHAM MBI PEKOMEHAYyEM
JIOTIOJIHUTENBHBIA TpueM BUTaMHHa D B 1o3e

600 ME (15 mxr) B cyTKH
MoHUTOpPHHT:
*  Mpbl pexkoMeHIyeM KOHTPOJIUPOBAaTh YpPOBEHBb

25(OH)D B CHIBOPOTKE KPOBH €KETOAHO, MpEe-
MMOYTUTEIIFHO B KOHIIE TEMHOTO BPEMEHU Toja, a
TaK)Ke Kaxaple 3-6 MECsIEeB MOCIe M3MEHCHUS
JI03BI TIperapara.

(YpoBeHb J10Ka3aTeNbHOCTH: HU3KHUI )

B Hacrosiiiiee Bpemsi MPOJOIHKAIOTCS CIIOPBI OTHOCH-
TENBHO ONTUMAJIBHOTO PEKMMA JO3MPOBAHUS M HAMOO-
nee »pdextuBHON Gopmbl ButammuHa D [136]. B mpo-
BEJCHHOM HEJABHO WCCICIOBAHUH PaCcCMaTPHUBAJICS
aJBTEPHATUBHBIA CHOCOO J103uUpoBaHUS BUTamMuHA D.
Shepherd ¢ coaBropamMrOOHAPY KU, YTO OTHOKPATHBIN
MPUEM BBICOKOH 03Bl XOJieKajbludepona (BUTaMHHA
D,) BHYTpb, U3BECTHBIH KakK METOJ JICYEHUs yIapHBIMU
no3amu (“Stosstherapie”) ¢ mociieayromIeH moxaepxKuBa-
FolleH Tepanuell NPUBOIWII K 0€3011aCHOMY TIOBBIIIICHUIO
25(0OH)D u ero coxpaHEHUIO Ha BEICOKOM YPOBHE Oolee
75 amonb/n B Teuenue 12 mecsies y pereit ¢ MB [136].

B BBINIOJTHEHHOM HEMTAaBHO 0030pe ObLIO OOHApyXe-
HO HAJWYHE CHIKEHHBIX ypoBHE#l BuTamMuHa D y MHO-
ruX nanueHToB ¢ MB, HecMOTpsi Ha €ro JONOJTHHUTEIb-

HBII TIpUeM. ABTOPBI TIPEATIOTIOKMIN HAapYLIEHHE Y 3TUX
OOJIbHBIX OMOAOCTYMHOCTH BUTaMHMHA D, MexaHH3M Ko-
TOPOTO BBIXOIUT 32 PAMKH COBPEMEHHOTO Mpe/CTaBiie-
HUSI O HapyIIEHUH MEePEeBapUBaHMS U BCACBIBAHUS JKUPA.
ABTOPBI TIOJIATAIOT, YTO CTAaTyCc BUTaMUHAa D MoeT oka-
3bIBaTh BIUSHUE Ha CUIIY JBIXaTeIbHOH MYCKYJaTyphbl,
CTPYKTYPY ¥ (PYHKIIHIO JETKUX, CTIOCOOHOCTH COMPOTHB-
JAThCS MHQEKLIUSAM U ceKpeluo naeynuna [137].

3.5.3 BumamuH E

Anbda-Toxodepon (o-Toxodepon), IaBHOE COCTaB-
JSIOIIEee BEIIeCTBO BUTaMHHA E, sBifeTCS OCHOBHBIM
YTUJIM3aTOPOM CBOOOAHBIX pPaJUKalOB KHUCIOpOAa W,
TaKuM 00pa3oM, MOMOTaeT 3alIUTHTh )KUPHBIE KHUCIIOTHI
OT OKHCJIMTEIBHOTO TOBPEXKJICHUS U COXPAHUTh 1IEJI0CT-
HOCTB KJIETOUHBIX MeMOpaH. Kimanuecku neduuut Bu-
TaMuHa E MOXXET MPUBECTH K CEPbE3HBIM MOCIEICTBHSIM,
TaKUM KakK TeMOJHMTHYECKash aHeMHs, HeHpPOMBIIIeUHast
JereHepanusi, 3a00JIeBaHHsl CETYaTKH M KOTHUTHBHBIC
pacctpoiictBa [11]. Jlepunur Buramuna E Ha Ouoxu-
MHYECKOM YpPOBHE BCTpedaeTcsi npumepHo y 23% nereit
paHHEro Bo3pacTa ¢ TOJBKO UTO BhIABIEHHBIM MB [113,
115] n'y 14% neteii crapiero Bo3pacta [110]. 910 nena-
eT JUMUJBI TIa3Mbl KPOBH Y TaKUX OOJILHBIX BOCHPUHM-
YUBBIMU K OKUCJIUTENBHOMY noBpexaeHuto [11]. Muau-
BUAyaJbHbIE MOTPEOHOCTH B BUTamMuHe E moBbImaroTcs
M0 Mepe YCHJIEHUS] OKUCIIHUTENBHOIO CTpecca BO BpeMs
000CTpeHus JIETOYHBIX 3a00JIeBaHUI WM C BO3PacTOM
[138]. XpoHuueckue pecrnuparopHble U BOCHAINUTENbHbIE
3a00J1eBaHMs CIIOCOOCTBYIOT YCHUIICEHUIO OKHCIUTEIBHOTO
cTpecca, YTO JAOTIOJIHUTEIBHO TOAABISET (QYHKIHIO TeHa
CFTR [139], nenas emie 0osee BaXHBIM aJeKBAaTHOE T10-
cTyIuleHue BuTaMuHa E ¢ numei.

B dgetbipex uccnenoBaHMsIX, MOCBSIIEHHBIX MpHUMe-
HEHHIO MUILIEBBIX 100aBOK ¢ BUTaMUHOM E y O0nbHBIX ¢
MB, o0Hapy*KeHO, YTO JOMOJIHUTEIHLHOE BBEICHUE BU-
TamuHa E ¢ nuieit MokeT MoBBICUTh YPOBEHb BUTAMHMHA
E B cbIBOpOTKE KPOBH, OJHAKO MpPSIMBIE JOKA3aTENIbCTBA
ONaronpusTHOTO BO3ICHCTBUS HAa OPraHM3M IHIIEBBIX
nobaBok ¢ BuramuHoM E orcyrtctByror [123]. HeoGxo-
JIUMO TaKKe U3y4eHHE MOJIb3bl U PUCKOB JI0JITOCPOUHOTO
BO3/1€HCTBUS BEICOKOTO YPOBHS BUTaMuHa E B cbIBOpoTKe
B JaHHOW momynsunu 6onbHBIX [140]. MBIl pekoMeHy-
€M peryJsipHOe JONOJHUTENbHOE BBEICHNE BUTaMuHa E
(o-Toxodepona) ¢ numei manuentamu ¢ MB mist mon-
JepKaHusl YPOBHS 0-TOKO(epojia B CHIBOPOTKE B HOp-
ManabHOM auana3one [11]. B cBs3u ¢ Tem, 4TO sKeTUHbIe
KHCJIOTBI HEoOXOoauMbl i abcopOuum BuTamuHA E,
OOJIBHBIM C XOJIECTa30M HEOOXOANMO MPUMEHEHHUE BOJIO-
pacTBOpUMBIX Ipenaparos [141].

TpaauunoHHO ypoBeHb BUTaMHHA E B CBIBOPOTKE
meHee 300Mkr/mn ykaseiBaeT Ha ero aedunut [113]. B
CBS3M C T€M, YTO YpOBEHb BUTaMHHA E cooTBeTcTBYyeT
YPOBHIO JIUMH/O0B, OTHOLIEHHE 0-TOKO(epora K o0remMy

20


BF04
Выделение
На рус. языке чаще используется наименование действующего вещества "колекациферол" (первая буква "к" вместо "х") Это принципиальная разница или нет? 


PekomeHgauum ESPEN-ESPGHAN-ECFS no guetotepanumn npy MykoBUCLMO03€ Y MIaAEHLEB, AETEN U B3POCHbIX

YPOBHIO JIUMTUIOB OBLTO MPEJIOKEHO B Ka4eCTBE IMOKa3a-
TEeJsl UCTUHHOTO cTraryca Butamuna E [11]. OToT nmonxon
MO3BOJIIET NPEOAOJICTh BIUSHHE HEKOTOPBIX (HU3UOIIO-
THYECKUX COCTOSIHMM, Ha ()OHE KOTOPHIX YPOBEHb BUTa-
MuHa E MOXeT cHukaTbCs WM MOBBIIATHCA. YPOBEHb
BuTamMuHa E MOXeT 1oka3arbCsi CHHKEHHBIM Ha (DOHE T'H-
nonunuaeMuu. C 1pyroil CTOpoHsl, ypOBEHb BUTaMHHA
E MoxeT mokaszarbcst BBICOKUM Yy HEKOTOPBIX OOJBHBIX €
MB B cBfi3U ¢ yBEIHYEHHEM NPOJOIKUTEIBHOCTH JKH3-
HU TIpH 3TOM 3a00JICBAHUU U TOBBILICHHUEM YPOBHS He-
KOTOPBIX JIUIHUI0B y 00bpHBIX ¢ MB moxkuiioro Bo3pacra
[33, 142]. B Takux cutyauusx Oojee TOYHBIM OyneT Mo-
KazaTeJb OTHOLIEHHUs o-TOKO(eposa K 00eMy ypoBHIO
JUNUAOB (HATOIIAK) WIIM OTHOLICHUS o-TOKO(eposia K Xo-
JIeCTepHUHY HJIM OTHOLICHHUS 0-TOKO(epona K MoJMHEHa-
CBILIIEHHBIM KUPHBIM KHCJIO0TaM (He HaroIak). Torna kak
HWKHEH TpaHuiei OTHOIIEHHs o-TOKo(deposia K XonecTe-
PHUHY Y 3I0POBBIX JIIONIEH cunuTaercsi ypoBeHb 2,47 MI/T,
y mauueHToB ¢ MB 3TOT mokasarenb pekoMeHIyeTrcs
MOBBICUTH J10 YpoBHS 5,4 Mr/t [140]. Mbl pexomeHayem
OILIEHKY YpOBHs BUTaMMHa E MUHUMYM OJIUH pa3 B Iof
y Bcex OonmbHBIX ¢ MB [9, 11] u kaxasie 3-6 Mecsies
nocse Koppekuuu no3sl [143]. Mexny Tem mpoponxka-
I0TCS CITOPBI OTHOCHUTENBHO TOTO, KaKOW M3 TOKa3aresei
HCTIOJIb30BATh B Ka4ecTBE OMOMapKepa ypOBHS BUTAMHHA
E B kpoBu: ypoBeHb a-TOKO(Eposia B I1a3Me/ChIBOPOTKE
WM OTHOLICHHUE 0-TOKO(EpoIIa K XOIeCTeprHY.
Pexomenoayuu: sumamun E
IInmeBbie 100aBKU ¢ BUTAMHHOM E:
*  MBbI peKOMEHJyeM pEeryisipHOe MPUMEHEHHE IH-
LIEeBBIX 100aBOK ¢ BUuTaMuHOM E 1yt monaepika-
HUS OTHOLICHUS 0-TOKO(epoIa K XOJIECTEPHHY Ha
ypoBHE 5,4 MI/KT.
MoHuTOpHHT:
*  Mpbl pekoMeHAyeM OLEHKY ypOBHS BUTaMHHA E
MUHHMYM OJIMH pa3 B ToA Y Bcex 0oibHBIX ¢ MB
U Kaxapie 3-6 MecAIeB Mocie KOPPEKIUU A03bI.
(YpoBeHb JOKa3aTeIbHOCTH: HU3KHUI).

3.5.4 BumamuH K

Y 6onbHBIX ¢ MB oTMeuaeTcst, Kak MpaBUiio, TOHKESH-
Hoe conepkanue Butamuna K. Ero meduunt nabmonaet-
sy BceX OOJBbHBIX ¢ KIMHUYECKUMU TposiBneHusivu MB
[110, 144, 145]. Buramun K urpaer BaxHyo poib B CBEp-
TBIBAaHUH KpOBU 1 (hopmupoBanuu kocreii [ 108]; ero neu-
LIUT MOXET NMPUBECTH K PA3BUTHIO KIIMHUYECKH 3HAYMMBbIX
KpOBOTEUEHHH (HampuMmep, BHyTPHUUEPEHBIX KPOBOTEUE-
HUH y IeTell paHHero Bo3pacTa) U HU3KOH MUHEpaTU3alin
KocTHOM TKanu [71, 146]. Hanmuue neduuura BuTaMuHa
K cBsi3pIBatoT ¢ ManbabcopOLMeH, NTNTENbHBIM [TPUMEHE-
HUEM aHTUOMOTHKOB M TopaxkeHueM meueHu [145]. Bee
JIETH paHHero Bo3pacta ¢ MB, Haxozsecs Ha rpyIHOM
BCKapMJIMBaHWUM (KaK U 37I0pOBbIE JETH), JOJDKHBI JOTOJI-
HUTEIBHO NMoJy4yars BUTaMuH K ¢ nutanuem.

B Hacrosimiee Bpemsi OTCYTCTBYIOT CTaHJApTHBIE
OMOXMMHUYECKHE TOKa3aTelld, XapaKTepu3yloliue o00-
MeH BuTtamuHa K. Ero MOKHO OLIEHHTh Ha OCHOBaHUU
KOHIIeHTpauuu B cbiBopoTke BuTamMuHa K, PIVKA-II
(OenkoB, MHAYLUUPYEMBIX OTCyTcTBHEM BUTamMuHaK) u
HEKapOOKCHIMPOBAHHOTO OCTEOKANIbIMHA, OJHAKO 3TH
MapKepbl, Kak MPaBUII0, HE UCIOJB3YIOTCA B IOBCETHEB-
HOM KJIMHUYECKON NMPaKTUKE M3-3a BHICOKOH CTOUMOCTHU
ux aHanu3a. MOKHO U3MEPATH MPOTPOMOMHOBOE BPEMSI,
OJIHAKO 3TOT IOKa3aTelb ABJISAETCS MO UyBCTBUTEIb-
HBIM U MOBBIIIAETCS TOJIBKO MPH OUYEHB TSDKEIOM aedu-
uute sutamuna K [71].

Butamun K| (puromMenanuon, pumioxuHon), popma
BuTamuHa K, mpucyTcTByIOIIas B 3€JI€HOIMCTHBIX OBO-
I1aX ¥ OBOIIIHOM MacJiie, pEKOMEHIyeTCsl B KaueCTBEe Hau-
Oosee Oe3zonacHOi GopMBI MHUIIEBBIX JOOABOK BUTAMUHA
K, Gonee mpeanodTUTENBHOM, O CPABHEHHIO C COJSIMU
MeHaguoHa. B HeOomblmIoM, HO TIIATEIHHO MPOBEICH-
HOM HCCJIEAOBaHUH OBLIO 0OHAPYKEHO, YTO €XKEAHEBHOE
npumenenne surtamuna K| B 103e 50 Mr npuBoauT K 1o-
BBILIEHUIO YPOBHA BUTamMuHa K| B CHIBOPOTKE KPOBH Y
nereit ¢ MB [147].

B mnacrosmee BpeMsi HEIOCTAaTOYHO JaHHBIX IS
omnpeneneHus Haubonee dPPEKTUBHON O3B BUTAMHUH
K, [71]. Ha ceromnsumnuii 1eHb Mbl PEKOMEHIYEM pe-
IyJIIPHOE JOMOJHUTENBHOE BBeeHHE BUTaMuHa K| ne-
TAM paHHero Bospacta B no3e 0,3-1,0 mr B cytku. s
JIeTel cTapIiero Bo3pacTa U B3pOCIbIX Mbl pEKOMEHTY-
em 1-10 mr B cyTkn Buramuna K|, B 3aBUCHMOCTH OT
Bo3pacra (tabnuma 11), [71, 144]. Bonee Bricokue 1036l
MOYKHO PEKOMEH/I0BaTh MallMEHTaM C HU3KUM ypOBHEM
BuTaMuHa K WM ¢ MOBBIIEHHBIM PUCKOM €ro AeQHIIH-
Ta, HaNpuMep, Ha QOoHE [UIUTENBHOTO MpUeMa aHTHONO-
TuxkoB [148]. [IpeanouTUTENbHBIM SBISIETCSA €3KETHEB-
HBIA TIpHEM BHUTaMHUHA M3-3a HU3KOH €ro CrocoOHOCTH
K Hakomienuto [ 147, 148].

Ocoboe BHUMaHHUE CIEIyeT YAENATh HOBOPOXKIEH-
HbIM ¢ MB u 6onpHbIM ¢ MB, nonyuatomunm antuduno-
THUKH IIUPOKOTO CHEKTpa ACUCTBUS, a TaKKe MalleHTaM
C MOpaXCHUEM TEUEHU U TSDKEI0N Manbabcopouumei [ 11].
Tokcuueckoro aeiictBus Butamuna K (pumoxuHoHa) 3a-
peructpupoBaHo He Obu10 [108].

Pexomenoauuu: eumamun K,

IInmeBnie no0aBkyM ¢ BUTAaMuHOM K:

*  MBbI peKkoMEeHyeM perysipHOe NPUMEHEHHE M-
IEBBIX J100aBOK ¢ BUTamMuHOM K, B m03ax, 3a-
BUCSIIMX OT BO3pacTa M IPYMIbI pUCKa: y AeTei
panHero Bo3pacta 0,3-1 Mr B CTyKH, y AeTeH cTap-
Iero Bo3pacTa u B3pocibix 1-10 Mr B cyTkH (ypo-
BEHb JIOKA3aTCIbHOCTH: HU3KHIi).

3.6 BogopacTtBopumble BUTaMUHbI (Tabnuya 11)
Jeduuut BogopacTBOPUMBIX BUTaMHHOB (dosue-
BOHM KHCIOTHI, BUTaMuHa B , n Butamuna C) npu He-
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ocioxHeHHOM MB BcTpeuaetcs peako. Tem He MeHee,
BCEM JKCHIMHAM, TUIAHUPYIOIMIUM OepEeMEHHOCTb, MBI
peKOMEeHyeM IOoNoJHuTeNnbHOoe ynorpednenue 400 mr
(honreBoil KHCIOTHI B MEPHUO, MPEAIIECTBYIONINI 3a-
YaTHIO, U B TIEPBBIH TpUMeCTp OEpEMEHHOCTH ISl IPO-
¢unaktTuku pa3Butus n1edexToB HepBHOU TpyOKH [16].
Heduuur Butamuna B, MOKET BOZHUKHYTh Y MalUeH-
TOB, KOTOPHIM Oblja BBHITIOJHEHA OOLIMpPHAA Pe3eKLUs
TEPMHHAJIBHOTO OTJeJa MOJB3/A0IIHON KUIIKU B CBSI3H
C OCJIOXXHEHHBIM MEKOHUEBBIM HieycoM. HekoTopbim
13 3TUX OONBHBIX MOKET MOTPEOOBATHCS MOKU3HEHHOE
npuMeHenne ButamMuna B, B n1o3e 100 Mxr B mecsl,
KOTOPBIH OyzneT BBOAUTHLCS MapeHTepanbHo. JJomonHu-
TeJabHOE BBeAeHHE BUTaMuHa C MOXKET moTpedoBaThes
JUIaM C PUCKOM Pa3BUTHUS €ro AeQuIUTa M3-3a HU3-
KOTO MOCTYIJICHHUS ¢ MUILel (0COOSHHO ¢ OBOLIAMH H
¢pykramu). B 3TuX ciydasx ciemyeT OpueHTHPOBATH-
Csl HAa PEKOMEHJALUH, MPONUCAaHHBIX B PYKOBOJACTBAX,
U B ciiyvae neuuuTa MpUMEHsITh NUIIEeBbIe JOOABKH C
BuTamuHoMm C.
Pexomenoayuu: gonuesasn kucioma
*  JKenmmuawm, muaHUPYIOIIUM OEpeMEHHOCTb, MbI
PEKOMEHAyeM JIOTIOHUTENbHOE YHOTpeOiIeHne
400 mr QonueBoil KUCIOTHI B MEPUOA, Mpeslie-
CTBYIOILIMI 3a4aTHIO, M B IEPBBII TpuMecTp Oepe-
MEHHOCTH (YpPOBEHb J1I0Ka3aTeIbHOCTH: HU3KHH).

3.7 JleyeHune naHKpeaTU4eCKOM HEAOCTATOYHOCTHU

3aMecTuTeNbHAs Tepanus MaHKpeaTudeckuMu ep-
meHtamu (3TIID, PERT) sBiusercss xu3HEHHO HEOO-
XOIMMOMW JIJIsl MOJ/AePKaHusl aJJleKBaTHOTO cTaryca IH-
TaHus. D(PQPEKTUBHOCTH 3TOTO METOAA JieueHHUs ObuLIa
nokasaHa [8, 29, 62, 63, 97, 149-154]. 3TII® npexano-
JaraeT NpueM BHYTPb (EpPMEHTOB MOHKETYI0YHON Ke-
7e3bl, 0COOCHHO MPOTEa3bl U JHUIA3bl C EIbIO BBEICHUS
(epMEeHTOB B TPOCBET JBEHAALATHIIEPCTHON KHILIKU
JUI TIepeBapuBaHUsl OCJIKOB W KUPOB, MOMAAIOIINX
Tyaa u3 xemyaka [155].

[Tankpearnuyeckue GpepMeHTHI, KaK MPaBHUIIO, Ha3HA-
YaroTcsi BHYTPb B BUE TaOJNETOK, MOKPBITHIX KUILIEYHO-
pacTBOpUMOH 000JI0YKOH, WK B BUJE MUKpocdep, 4To
MpEeIoTBpaIlaeT UX WHAKTUBALMIO KUCIOTOH JKeIyqod-
HOTO COKa M 00ecreYnBaeT X JOCTaBKY B JBEHAALATH-
nepcTHyro KKy [156]. Mukpocdepsl, MOKpbITHIE KH-
LIEYHO-PACTBOPUMO 000IOYKOH, BOBMOKHO, SIBISIOTCS
0onee 3ppexkTUBHBIMU, YeM TaOJETKH, MOKPHITHIC KU-
LIEYHO-PacTBOpUMON 00070uKoi [8]. DddeKkTHBHOCTD
3TII® moxer ObITH MOBBIIIEHA HAa ()OHE MPUMECHEHUS
WHTHOUTOPOB TNPOTOHHON MOMIBL. PexomeHgyembie
HaMH JI03bI COINIACYIOTCS C J03aMH, PEKOMEH]IyEeMbIMH
PykoBonctBom CeBepoamepukanckoro (oHzma MyKo-
BHCLUA03a MO NOTPEONCHUIO JINMA3bI, B 3aBUCUMOCTH

OT BO3pacTa, MacChl Tejla U KOJIMYECTBA MOTPeOIsIeMbIX
kupoB (Tabnuya 12). [1ns nereit pannero Bo3pacta [62]
9TH /03Bl TAK)K€ COOTBETCTBYIOT PEKOMEHIALUAM JIPY-
TOro HEeJaBHO BBIMYIIEHHOTO pyKoBoAcTBa [63].

B knuHMYecKoll mpakTHKe Ha3HaueHHe (PEPMEHTOB B
BUJIe MUKpOcdep AeTsIM paHHETO BO3pacTa MpeICTaBIsIeT
omnpeeNeHHbIe TPyAHOCTH. Ecim pedeHOK oTKa3bIBaeTcs
NPUHUMATh MUKPOC(hEpBI ¢ BOAOH MM MOJIOKOM, MOYKHO
nonpo0OoBaTh AaTh €ro ¢ F0M0YHBIM mope. Eciu u Tak pe-
OCHOK OTKa3bIBaeTCsl OT IpUeMa MHUKpocdep, BpeMEHHO
MOXHO IPUMEHATH He3almueHHble hepMmeHTsl. [lankpe-
arndyeckue epMeHTHl He ceqyeT HUKOrIa J00aBsaTh B
nuTaHue. Y MalueHToB BCEX BO3PACTOB ()epMEHTHI B BUIE
MOPOIIKOB MOXKHO HCIOJIB30BaTh, /I YIyUIIeHHUsS IIO-
JIOCTHOTO TMHUIIEBAPEHUs, KOT/a, HalpUMep, Ha3HAYeHHE
(epMEHTOB BHYTPh HEBO3MOXKHO, MJIM KOTZHa Tpedyercs
MUTaHue Yyepe3 eroHocToMy. DepMeHThl, Ha3HAaYaeMble B
TaKkoW CUTyalllH, HE CIIeAyeT Ha3HayaTh ¢ MUTaHueM. Mx
CJIeyeT BBOIUTH OOJIOCHO Yepe3 TPYOKy AJISl DHTEPaAb-
Horo mnuTaHud. Ilpu McCHoOnb30BaHMM HE3AILMIIEHHBIX
(epMEHTOB OJHOBPEMEHHOE NMPUMEHEHNE WHTHOUTOPOB
MIPOTOHHON MOMITBI MO>KET TOMOYb HPEAOTBPATUTH pa3-
pYLIEHHE JIMIIA3bI )KEITYJOYHBIM COKOM. Y eTell paHHETo
BO3pacTa Oblja T0Ka3aHa 0e30MacHOCTb MPenapaToB MaH-
KpeaJunasbl, MOKPBITHIX KHIIEYHO-PACTBOPUMOH 000-
Jo4koil. PonuTenu mpeanoynTaroT MCHOIb30BATH UMEH-
HO 3TH npenapartsl [151, 157-161].

B Hacrosmiee BpeMsi OTCYTCTBYIOT JAaHHBIE O Haubo-
Jiee ONTUMAaJIbHOM BpPEMEHH Hauaja JeUeHHs WM MeTosia
KOppEeKIMH 103 (PepMEHTOB y OOJBHBIX C MaHKpeaTHde-
CKOW HEJ0CTAaTOUYHOCTHIO Pa3HOM CTeNeHu TskecTu. s
MOJTY4EHUs OTBETa Ha 3TH BOMPOCHI HEOOXOIUMO MPOBE-
JIeHHE TLIATeNIbHO pa3paboTaHHbIX HcciaeqoBaHui [§].

[Mauuentam, momyvatouum 3TIID, mbl pekomeHmy-
€M pETYISAPHBI KOHTPOJIb POCTa W/WIU HYTPUTHBHOTO
cTaTyca JUisl OLEHKH aJeKBAaTHOCTH JieueHus [32] — mpu
Ka)k/I0M ITOCEIEHUH Bpaya JUIsl IeTel paHHero Bo3pacra,
KaX/iple 3 Mecsila Julst IeTel cTapliero Bo3pacTa 1 Moj-
POCTKOB M KayKble 6 MECSIEB ISl B3POCIBIX.

Pexomenoayuu: 3amecmumenvnas mepanusa pep-
MEHMAMU NOOHCEIYOOUHOIL Heee3bl

e  Mbl pPEKOMEHJIYEeM 3aMECTUTENIbHYIO Tepanuio
¢depmentamu nomkenynounoi xenessl (3TIID)
BCEM MAallMEHTaM C IaHKpeaTHYecKoWl HeJocTa-
TOYHOCTBIO.

e MbI pekoMeH1yeM KOHTPOJIb POCTa M/UIH HYTPH-
THUBHOTIO CTaTyca JUIsl OLEHKU aJeKBaTHOCTH Jie-
YeHHs: IPU KaKJIOM TIOCEIEHUH Bpada JJisl 1eTei
paHHEro Bo3pacTa, KaxkJasle 3 Mecdua s AeTel
CTaplIero Bo3pacTa U MOJAPOCTKOB U Kaxjble 6
MECSIEB ISl B3pOCIHBIX.(YPOBEHB J10Ka3aTebHO-
CTH: HU3KHIA)
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TABNA uA 12 3amecTuTenbHas Tepanus NaHKpeaTMyeckmy GepmeHTamu (Inason):
" eAuHble pekomeHpauum [11,62,63].
Bo3pact MpennoxeHHasa fo6aBKa

MnageHubl (go 12 mec.)

Letn 1-4 ropa

2000-4000 en. nmnasbl/120 M CMECH NN TaKoe XKe KONMYECTBO rPyIHOrO MOJIOKa 1 MPUMEPHO
2000 ep. nMnasbl/1 rpamm mpa B nuie

2000-4000 eg. nvnasbl/1 rpaMm Xrpa B NULLE, yBENNUMBAA JO3Y MO MeEpe He06X0AMMOCTU (MaKC.
no3a 10 000 ea. n1nasbl/Kr B CyTKN)

O7 500 ea. n1na3bl/Kr/1 npyem NuLWm 1 TUTPOBaTb A0 MaKCUManbHOWM A03bI B:
+ 1000-2500 ep. nunasbl/Kr/1 npuem nuwm nnm

[letn >4 roga v B3pocsbie

+ 10000 ef. nnnasbl/Kr B CyTKW Un

+ 2000-4000 epf. nunasbl/rpaMmm NULLEBOTO XKMpPa 13 BCEX XKUPOCOAEPKaLLMX NPOAYKTOB, CHEKOB

N HanumTKoB

CokpalieHue: eq., egnHMLA

4. NMATAHUE UCTOLUEHHbIX
NAUMEHTOB C MB

Henocrarounoe nuranue, Kak omnvucaHo B Tabsu-
uye 13, octaercst npoOIeMOl MHOTHX MAalMeHTOB ¢ MB,
HECMOTPsI Ha MOCTOSIHHBIN MPOTpece B JICUCHUU JIbIXA-
TENbHBIX PACCTPONCTB U NUETOTEpAlUU B IMOCIETHUE
HECKOJIbKO aecsatuieruii [29, 30]. 3a mauuentamu ¢ MB
HEOOXOIMMO PETyJIspHO HaOII0AaTh U OICHUBATh HMX
pOCT U HYTPUTHBHBIN cTatyc (cM. Oyenky Hympumus-
HO20 cmamyca), 4TOObl Ha PaHHEW CTaJlUU BBISBIATH
HapylLICHUS! U JICYUTh UX. YXYALICHHE POCTa, HECMO-
Tps Ha npaBwibHylo 3TII® u neuenue mpobiem Jer-
KHX, MOKHO OOBSICHUTh HEXBATKOU OOIIET0 KOJIMYECTBA
snepruu u aedunurom HXKK [162-164]. HytputnHas
MOJIJIEPIKKA JIOJDKHA OBITH 00YCIIOBICHA WHIUBHYab-
HBIMHU MOTPEOHOCTSIMU TallUEHTa C YYETOM BO3pacTa,
HYTPUTUBHOTO U MAHKPEATHUECKOTO CTaTyCOB, JOMAIll-
HUX YCJIOBHH, MHUIIEBBIX OCOOCHHOCTEH, CBSI3aHHBIX C
PETMUTHO3HBIMUA U KYJIBTYPHBIMU MOPEICTABICHUSMU, U
MPEANOUYTCHUSIMU B €]I€.

Kak ormeuaercs B KokpaHoBckux 0030pax, KOHTPO-
JUpyeMbIe HCCICIOBaHUS, OIlleHHUBaromme 3(PQeKTuB-
HOCTb TUETOTEpanuy MpU HEJOCTATOUHOCTU MUTAHUS Y
nauueHToB ¢ MB, UMEIOT psii HEIOCTAaTKOB U OTpaHUye-
Huit [7,165]. B orcyTcTBHE TaKUX JaHHBIX, COBPEMEHHBIE
JUPEKTUBHI 10 TUTaHui0 u3 EBpomnbl, BennkoOpuranun
u CHIA, a Taxxke HacTosIIee pyKOBOACTBO COMEPKAT pe-
KOMEH/IAIUU TI0 MPO(UIAKTHKE HEXBATKU MHUTATEIBHBIX
BEIICCTB, CPOPMYIIMPOBAHHBIC TTIABHBIM 00pa30M Ha OC-
HOBE 3aKJIIOYEHMSI SKCIIEPTOB.

4.1 lNpoepeccuposaHue 6ore3Hu U ycurieHHoe
numanHue

Panbpure pekoMeH1aliny MO MUTAHUIO BBIHOCUIIMCH C
Y4ETOM Beca, pocTa U Macco-pocToBoro unaekca (MPI)
B KauecTBe OCHOBHOIO MapameTpa Uil NMPHUHATHS pe-
LICHHS O TOM, Korja TpeOyeTcss HauaTh MHTEHCHBHYIO
HyTpUTHBHYIO Tepanuio [9,11,65]. B nocnennee Bpems
Stallingsetal. pekoOMEHAYIOT UCIIONB30BaTh MEPLUEHTHIN

UMT (mns nmereid) u 3Hauenuss UMT (st B3pociibix)
Kak OoJyiee TOUHBINM MOKa3aTelb HYTPUTHBHOIO DPHCKA.
B nacTosmmx pexoMeHmauuax sl DPUHATHS pelleHni
Oymet mpuMeHsThCs ATOT moaxox (Tabnuya 13) [29].
Jpyrumu mpuuMHaAMH UL IPOBEACHUST MPOQUIaKTH-
YeKol HYTPUTUBHOI Tepamnuu SBIAIOTCS PUCK dHEpre-
TUYECKOTO AMcOanaHca, HaJIMYUE PELUIUBUPYIOIINX
JIETOYHBIX WH(EKINH WK BCTYIUICHHE B TIEPUO]] aKTHB-
Horo pocTa [38].

Baxno ykazare (pakTopbl, KOTOpbIE TPUBOAAT K He-
JOCTAaTOYHOCTH MUTAHMSA. DTO XpPOHHUECKas OakTepu-
anbHas MHQEKIHS JETKUX, HapyIIeHHEe TOJIEPaHTHOCTH K
TJIIOKO3€, PacCTPOICTBA, KOTOPHIE MOTYT BbI3BaTh CHHUKE-
HUE OTpeONeHNs Kalopuil (HampuMep, racTpo-33odare-
anbHBIA pedumokc/330¢aruT, penuIuBupyonpe 0oau B
JKUBOTE, ennakus, 6one3ns Kpona, HapylieHue nuiie-
BOTO ITOBEJICHUS, IENPECCHs).

st obcnenoBanus neTeld Ha MpeMeT BBISIBICHHS HY-
TPUTUBHOI'O pHCKa B COOTBETCTBUU C MapaMeTpaMu, U3-
JIO)KEHHBIMU B Tabnuye 13, moponaeT npocToe u3Mepe-
HUE COOTHOLIEHUS Beca K pocTy win npouentwist UMT
(MMT). OgHako 3TOT MOIX0J] HE 00eCIIeYrBaET MOJIHYHO
KapTUHY pocTta pebenka. [locnmenoBarenbHble 3amephl
B TEUYCHHUE JUIMTEILHOTO BpeMeHU Ooisiee MH(POpPMAaTHB-
HBl U OTPaXaloT Mojaedb pocra pedeHka [166]. Peskuii
crnajl WiM pOBHAsl TMHUS Ha rpaduke U3MEPEHUN MOXKET
CUNTAThCSl CUTHAJIOM OCTAHOBKM B BECE M OTCTABAaHUSA
B POCTE, 3a UCKIIIOYEHUEM 2-X MEPBBIX JIET KU3HU U B
nmyOepTaTHbIM TepHo, KOrJa MepeceKaromuecs nepueH-
THJIbHBIE KPUBBIE MOTYT OBITH B HOPME.

Pexomenoayuu: Hympumuenas noooepiicka

*  MBpblI pexoMeHyeM MPOBOAUTH KOPPEKIMIO MUTA-

HUS 110 pe3yibraTaM MOJHOTO MCCIeIOBaHUS Hy-
TPUTUBHOTI'O CTaTyca MallMeHTa, BKJIIoYast 1eTalb-
Hb1i 0030p 3TIID u ycTpaHeHue Bcex MCXOIHBIX
MEIMLMHCKUX HapyumeHui. (YpoBeHb AoOKaza-
TEIbHOCTHU: BBICOKHI)

e MBI pekOMEHAYeM HCIIOIb30BaTh MEPUEHTHIL/SD,

z-score IMT x Bo3pacTy npu HNPUHATUU PELICHUS
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0 TOM, KOTJIa TIPOBOIUTH KOPPEKIUIO TUTaHus (Ta-
6r1uya 13). (YpoBeHb JI0Ka3aTeIbHOCTU: BHICOKHIA)

e MbI pekoMEeHAyeM MPOrPeCcCUPYIONINI TOAX0 K
YCWJICHHUIO JUETOTEPANUU MO MEpEe yBEIHUYCHUS
MOTPEOHOCTEH: MPOBEACHUE MPOPHIAKTHICCKIX
KOHCYJIBTAI[UH 10 MUTAHUI0, MOJU(PUKAIINIO THE-
ThI U/WJIH IPHEM TIEPOPaTbHO MHUILNEBIX 100aBOK,
SHTEpalIbHOE MUTAHHUE Yepe3 30HJ (CTereHb J0-
Ka3aTejbHOCTH: HU3KAasl)

4.1.1 Moandukaums gnetbl

4.1.1.1 MnageHupbl

Crnenyer yBEJIIMYUTH MOTPEOJICHUE KAJIOPUIl TPYIHUY-
KaM, KOTOpbIE HAOMpalOT BEC HEIOCTAaTOYHO, HECMOTPS
Ha ontumainbHyto 3TII®, myTem Oornee yacTbIx KOpmIie-
HUH U1 00OTaIeHus CIEKEHHOTO IPyHOr0 MoJioka [25].
JleTsiM Ha HCKYCCTBEHHOM BCKapMIIMBAHUM MTOTPEOICHHE
KaJIOpUil U OCIIKOB MOXKHO YBEIIMYHTb, UCIIOIb3YS BBICO-
KOKQJIOPUHHBIC CMECH C OOJIBIIUM COJICpKAaHUEM Oellka
WM TIPY TTOMOIIH 00Jiee KOHIICHTPUPOBAHHOTO THUTAHUS
II0]] TIIATEIBHBIM HAOTIOIECHUEM TIeIUATPa WITH JTUETOJIO-
ra-creuranucra no MB. Eciu naudeHnT nojy4aeT JuHO-
JIEBYIO KHCJIOTY B BUie 100aBKH, TO o01iee noTpedieHue
KaJIOpUil MOJKHO HE yBeTU4MBaTh [ 164].

4.1.1.2 et n B3pocnble.

HcromienHpie 1€TH U B3POCIIbIE MOTYT YBEIUYUTH MO-
TpeOJieHUe KaJopHid, MUTAsCh OOJIbINE U Yalle, odoraias
eIy KaJlopusMH (32 cYeT J00aBJICHUS PACTUTEIHLHOIO
MacJia ¥ XHUpa) 1 MOTPeOIsisl BRBICOKOKAIOPUITHBIE TIPOTYK-
Thl. TakuM MmanueHTaM PEKOMEHAYETCS MOIACPKUBATH
BBICOKOJKUPOBYIO JTUETY, UM Pa3pelialoTcs MEepPeKychl ¢
BBICOKUM COZEpKAHUEM KUPOB B CIydae, €ClIu eCTh MPo-
6:1eMbl ¢ HabopoMm Beca. Juetonoru nauuentos ¢ MB co-
BETYIOT YIIOTPEOJIATh IPOJAYKThI, KOTOPBIE CIIOCOOCTBYIOT
Habopy Beca, B TOM YUCIIC OHU PEKOMEHIYIOT JO0aBHUTh
B paIlyioH OoraThie JIMHOJCBON KHUCJIOTOM PaCTHUTEIIbHBIC
Macja, CIMBOYHOE MAcCio, ChIp U CIHUBKU. YacTeie He-
OOJIBIIHE MIEPEKYChl U CHEKH TAK)KE MOTYT IOMOYb TAKUM
nanueHTam. [IpueM IMHONIEBON KUCTOTHI MOKET CHU3UTH
OTPeOHOCTh B BRICOKOKAJIOPHIHKIX ToOaBkax [168]. Kak
00CYXJIaJIOCh B TPENBIIYINUX pa3esiaX, CYIIeCTBYIOT
OTIACEHHUS, YTO YBEIMYCHUE KATOPUHHOCTHU MUIIH MPUBE-
JICT K MOBBIIIICHHOMY TTOTPEOJICHUEO HACBIIICHHBIX TTHIIC-
BBIX JKUPOB U TPAHC-U30MEPOB KUPHBIX KUCIIOT, KOTOPHIE
MOTYT MOBBICUTh PUCK Pa3BUTUS CEPICUHO-COCYIUCTHIX
3a0oineBanuii [17, 24, 84, 169]. 115 TOro 4To0OBI 3TOTO H3-
Oexarsb, ClielyeT OT/IaBaTh MPEANOUTCHHUE KHUPaM C HeHa-
CBIILIEHHBIMU XUPHBIMHU KUCIOTAMH.

Pexomenoayuu: Iluwesoni payuon

*  Mbpbl peKkoMEHIyeM HCTOIICHHBIM MallMeHTaM ¢

MB B kayecTBe MEepBOrO IIara Mo 00ecredeHHIo
MOTPeOICHNS HY)KHOTO KOJIMUYECTBA KaJOPHU MO-
TUQPUKAIIIO TUETHI U YBEITUYCHUE MTOTPEOIIeMO
sHeprud. (YpOBEeHb JJOKa3aTeIbHOCTH: HU3KHUIA)

4.1.2 MNoBefeH4Yeckada Tepanus

B pannem gercrBe, korga (OPMHUPYIOTCS IMHIICBBIC
MIPUBBIYKY, HEOOXOJMMa KOHCYJBTAIUSl 0 PallMOHAIb-
HOMY THTaHUIO. Bce JeTu MHOrIa HEOXOTHO MPOOYIOT
HOBYIO €Iy U HE CIIYIIAIOTCS POAUTENEH BO BpeMs Mpu-
ema . [IpoOneMsl ¢ muTaHueM, eClid UX HE pellarh,
MOTYT IPOTPECCUPOBATH U YTPOKATH MOJIHOIECHHOMY TO-
Tpebnenuto kanopwuii [78-81].

OO0ydeHue poauTeNel OBESACHYSCKAM CTPATETHIM U
MpaBIJIaM IMUTAHUS TI0KA3aJI0 OOJBIIYIO A3PPEKTUBHOCTh
B YJIYYILIEHUY MTOTPEOJICHUS KaJOPHi IEThMH U UX POCTa
10 CPABHEHUIO C MHCTpYyKTaxeM o nutanuto [10, 11,29,
62, 170-173]. HexoTopbsle U3 3TUX CTpaTeruil BKIOUAIOT
OTpaHUYCHHE MPUEMOB IMHUIIHU 110 BPEeMEHH A0 15 MUHYT
JUTSL MAJICHBKUX JICTEH, UCIIOJIb30BAHUE MAJICHBKUX TIOP-
IU{ U TOOMIPEHUE HAJICKAIIETO MUILEBOTO MOBEICHUS
[62]. KoMmiekcHBIE COBETHI KOHCYIBTAHTOB O MUTAHUIO
Y TIOBEICHUIO OYEHb MIOMOTAIOT MAIMEHTAM.

[IpoGnembl, CBSI3aHHBIC C BHEIIHUM BHJIOM, BOJIHYIOT
MHOTHUX MOJIOABIX JIoieH ¢ quario3oM MB, B Tom uucie
JIETEH, TIOAPOCTKOB M MOJIOZCKb, 0COOEHHO TEeX W3 HUX,
KTO TOJIy4aeT 3HTepalibHOE MUTaHue depe3 30HA [174].
OOBIYHBIE MUIICBBIC PACCTPOMCTBA HE PACTIPOCTPAHEHBI
IIUPOKO cpenu manueHToB ¢ MB, X0oTs ecTb cBefeHUs O
HapyLUICHUU Y HEKOTOPBIX U3 HUX MUILEBOTO MOBEACHUS
[175]. TloMuMO BO3MOKHOCTH DHTEPAIBLHOTO MHUTAHUS
4yepe3 30H], KOTOPhI MOXET H3MCHHTh BHEIIHUN 00-
pa3 mojoaoro naueHta ¢ MB, ecTb naHHBIE O TOM, YTO
yAay4lieHrue paboThl JISTKUX U B IEJIOM KaueCTBa JKU3HU
MOXKHO JOCTUYB TaKxKe 3a cueT ractpoctomuu [43,176].

Pexomenoayuu: ouemonozuueckoe eocnumanue u
KOHCybmauuu no payuoHaibHoOMy RUMAHUIO

e Jlns pocta u HaboOpa Beca MBI pEKOMEHIYEM Jie-

M ¢ MB u UX pomuTensM, a Takke B3pPOCIbIM
nanueHTaMm ¢ MB mpoiiti o0ydenue mnpasuiam
MUTAHUSA U OTYYUTH COOTBETCTBYIOIINE KOHCYIb-
Tauuu. (YpOBeHb JOKA3aTEIbHOCTU: BHICOKHIA).

4.1.3 Cmecun ons AONONHUTENBHOIO

nepopanbHOro NUTNHUA

CMmecu OyayT TOJNE3HBI MAlMEeHTaM, Y€l HyTPUTHB-
HBIH CTaTyC OCTAeTCsl OUe€Hb HU3KUM, HECMOTPS Ha yCH-
JIHSL TI0 YBEJIMYEHHUIO 00beMa MOTpeOIsieMOH MUY, a TaK-
JK€ CMOTYT yCTPaHUTh PUCKH, CBSI3aHHBIE CO 3A0POBbEM
Y PEUINTH PSAJ TOBEIEHUYECKUX MPOOIeM, NPUBOASIIINX K
HEJIOCTaTOYHOCTH MUTaHUs, K 00€CIIEUUTh ONTHMAIbHBIC
pesynsrarsl 3T [29, 32, 65].

HenaBuuit 0030p Tpex paHIOMH3UPOBAHHBIX KIMHUYE-
CKHUX HCCIeN0oBaHUU (TMIpH y4yacTHH B OOIIEH CIOKHOCTH
131 nmanumeHTa) mokasali, 4TO0 CMECH He CIIOCOOCTBYIOT JI0-
MOJHUTENIFHOMY Ha0opy Beca y Tex aerteid ¢ MB, y koro-
PBIX HEJOCTATOYHOCTHh MHUTAHUS BBIPAKAETCS YMEPEHHO,
€CII CPaBHUBATH TOJIBKO C pe3ybTaTaMu COOTIONCHUS -
€TMYECKUX PEKOMEHalMi 1 MOHUTOPUHIOM [7].
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[Ipumenenune cmeceii y B3pocisix ¢ MB He Obuio
JOJDKHBIM 00pa3oM mu3ydeHo. Takum oOpazoM, orpa-
HUYEHHBIE JaHHble M3 KokpaHoBckoro o03opa ciemyet
HHTEPIIPETHPOBAaTh OYEHb OCTOPOYKHO, HE JieNasl BBIBOJ
0 TOM, YTO Takue 100aBKM OyayT Oecronie3Hbl sl BCEX
MalUeHToB. B KIMHUYECKOM MpakTHKe KPaTKOCPOUYHBIN
IIpUEeM cMecel, BBIMMCAHHBIX NalMeHTy MO WHAMBHIY-
aNbHOMY pELENTy, MOoKa3zaj yBelUueHHe MOTpeOIeHus
KaJopuil 1 Habop Beca y UCTOLICHHBIX MalMeHToB [163,
177, 178]. bonee Toro, cMecH TakXe MOT'YT IPUMEHATHCS
JUIsL yIydlieHust 00ecriedeHus] OTAeIbHBIMI Hy TPHEHTa-
mu, Haripumep, HXKK [163, 179, 180].

Jnist nokazaTenbeTBa TOTO, YTO CMECH 00ECTICUHBAIOT
JIOTIOJIHUTENIbHOE MUTaHKe, HE 3aMEeHss IPH 3TOM TIpHe-
MBI TAIIH, OYEHb BYKHO 00paIlaTh BHUIMAaHUE Ha KOJIHYe-
CTBO M PEXKUM UX Ipuema. B HacTosIiee BpeMs 10CTyITHa
mIMpoKasi JTUHeHka (GopM M BKYCOB TakMX cMecel, 4To
MOBBILIAET JIJIs MAllMeHTa BEPOATHOCTh HAWTHU IMpemnapar,
OTBEYAIOIIMHI JTMYHBIM IPEANOUYTEHUSAM U HE HaJl0eako-
U B JOATOCPOYHOM NIEPCIIEKTUBE.

Pexomenoauuu: cmecu 011 00ONOIHUMENBHO20 Ne-
POPAnbHO20 NUMAHUA

*  Mpbl pekoMeHyeM BpayaM Ha3zHayaTb CMECH Jie-
TAM M B3pPOCIBIM, KOTOpblE HE MOTYT JOCTHYb
ONTHMAJBHOTO YPOBHSA pOCTa U HYTPUTHUBHOIO
CTaTyca 3a c4eT TOJIKO epopasibHOTro nmoTpeodie-
uus a1 3TTID. (YpoBeHb oka3aTeabHOCTH:
HHU3KHH).

*  Mpbl pekoMeHayeM BpauaM peryaspHO OcCMaTpu-
BaTh MAIMEHTOB, MPUHHUMAIOLINX CMECH, U Olle-
HUBATh UX COCTOSHUE JAJISl TOTO, YTOOBI ompesne-
JUTh, CTOUT JIX UM MPOAOJIKATh WX MPUHUMATb.
(YpoBeHb 0Ka3aTeIbHOCTH: BHICOKHIA).

4.1.4 3oHOoBOe (3HTEeparbHOE) NUTaHue

Kor;[a MUTAaHUEC U MPUCM OOMOJIHUTCIbHBIX cMeceit
nepopajibHO HE MOTI'YT MNOAACPIKUBATH Ha,Z[J'IC)KaH_II/Iﬁ
HYTPUTUBHBIA CTATyC IAlUEHTa, MHOrMEe LEeHTpbl MB
npn6era}0T K DOHTCpAJIbHOMY MHUTAHUIO Y€pPe3 3O0HI.
IIo HMCIOIIUMCA AAaHHBIM, 30HA0OBOC KOPMJICHUEC CIIO-
coOcTByeT Habopy Beca M yIyUIIEHUIO HyTPUTHBHOIO
[165, 181-186] u pecniuparopuoro [165, 181, 183, 184,
187] cratycoB. HecmoTps Ha Mpokoe MIPUMEHEHUE DH-
TCPAJIbHOTO MUTAHUA Y€pPEC3 30HA y MAllUCHTOB C MB,
3(1)(1)CKTI/IBHOCTB 9TOro METoJda Ha KIIMHUYCCKUC PC3YIib-

TaThl B paHJOMU3UPOBAHHBIX KOHTPOIbHBIX HCCIIEOBA-
HUSX HE OlleHUBamach [165].

Crioco0 BBeIeHUsI, COCTaB M PEXKHUM 30HIOBOTO KOPM-
JIEHUsI ONpPENENSI0TCS B COOTBETCTBUU C MPEANOYTEHH-
SAMHU TAlMEHTa U ero KIMHUYECKUM cTaTycoM. OOBIYHO
JUTSL JUTNTENIbHOM HYTPUTHBHOM TMOIJEPKKH KOPMIIEHHE
yepe3 TracTpOCTOMY IMPEANOUYTUTENbHEE, YeM Ha30ra-
CTpanbHBI 30HA. BakHo moapoOHO pacckaszarth O He-
00XOIMMOCTH TaKOrO MUTaHHUS M €ro ajbTepHaTHBaXx
JUISL TOTO, YTOOBI MOBBICUTH IIAHCHI JICUCHUS] HA YCIIEX.
[Turanue 0OBIYHO BBOJUTCS MOCTENIEHHO MO MEpe mepe-
HOCHMOCTH B BHJIE MEIJICHHOTO (MH(Y3HMOHHOTO) BIUBA-
HUSI Ha TIPOTSDKEHUH HOYM MJIM CTPYHHOTO (00II0CHOTO)
BIIMBAaHMS THEM, WIA MPHU MOMOIIM KOMOMHALIUH STHX
JIBYX MeToz10B. [Ipy HOYHOM MUTAHWK BO3MOYKHO COXpa-
HUTH MAIMEHTy BBICOKOKAJIOPUIHYIO IUETY U B T€UECHUE
JIHS. BONBIIMHCTBO MAllMEHTOB XOPOUIO MEPEHOCAT BbI-
COKOKaJlopuiiHblenionuMepHble cMmecu (1,5-2 kkan/mo).
Ecnu Takmnecmecu nepeHocsTCs MI0X0, TO MUTaHHEdIe-
MEHTHBIMH WJIU TTOJTy3JIEMEHTHBIMH CMECSIMUMOXKET OKa-
3aThCs MPEANnoUTUTENbHBIM. [TomMepHbIe cMecH, Takxke
Kak ¥ IOJydJeMeHTHble, TpeOytoT HazHadenus 3TIID
y MAIHUEHTOB C TSHKENOH (HOpMOl MaHKpeaTHYeCcKo He-
JoctaroyHocTH [97]; mo3a U pexuM npueMa GepMEeHTOB
JUIsl HUX paccunThiBatoTcscnenuanbio. 3TIID oOkraHO
MIPOBOJUTCS B Hauaje U B KOHIE KOPMJIEHHUS, HO B HACTO-
Aiiee BpeMsi pa3padaThIBalOTCS HOBBIE YCTPOMCTBA LIS
3TII®D; mpu OOMOCHOM BBEIIEHUH MOXET MOTPEOOBATH-
cs1 OoJbIIas 103a M3-32 YBEJMUYCHUsI CKOPOCTH BBEICHHUS
*KUpoB. [TanmeHToB HEOOXOAMMO HAOIIOAATH HA MIPEAMET
MEPEHOCUMOCTH TIIFOKO3BI; IPU MPOBEIEHUN KOPMIIEHUS
MOXeT MmoTpeboBaTbest HebobIIast 1o3a uHcynuHa [10].

Pexomenoayuu: snmepanvuoe numanue

*  MBsI pekoMeHlyeM BpadaM MPUMEHSTh SHTEPaIIb-
HO€ NMUTaHKHEe MOJIMMEPHBIMHU NMUTATEIBHBIMU CMe-
CsAMHU uepe3 30H]l B TeX clydasx, Korjga JIomoi-
HUTENIBHOE MUTaHUE MEPOPATBLHO HE MPHUBENIO K
JKEJIaeMOMY YBEJIMUEHHIO POCTA U HYTPUTHUBHOIO
cTaryca manueHTa. (YpoBeHb JOKa3aTelbHOCTH:
BbICOKHIA)

* MBI pekoMeHayeM ONpPEAesITh Cocod BBEACHHUS
MUTaHMsI, COCTaB CMECH M PEKUM KOPMJIEHHS Ha
OCHOBE WHIMBHAYaJbHBIX MPEINOYTEHUN U IO-
TpeOHOCTeH nanueHTa. (YpoBeHb TOKa3aHHOCTH:
HHM3KHIA)

Ta6nuua 13. Muranre uctoweHHbIX NaLmeHToB ¢ MB: eanHble pekomeHaaLmn [11,29,167].

HyTpuTnBHbIN CTaTyC

KpVITVI‘-IECKaFI TOYKa AnAa ycnneHuma HyTpVITVIBHOﬁ noaaepPKKn

A AEIE AR MnageHubl < 2 neT

Hetn 2-18 net

B3pocnblie > 18 net

HopmasnbHbI HYyTPUTUBHBIN CTaTyC:
MpodunakTnyeckas KOHCynbTaLms
no NUTaHunto

Bec v poct = 50-ro
npoLeHTNA

WMTn = 50-ro npoueHTuna

WIMT: 18,5-22 (onAa XeHLWuH);
18,5-23 (ana my>kumH) nnn
OTcyTCTBME MOTEPM BEca
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MpopomkeHue Tabnuubl 13.

CneuwvanbHasa HyTPUTUBHASA
nofAep»KKa Npwvi HapyLeHNM
HYTPUTMBHOTO CTaTyca:
moanduKauma gueTbl u/unmn
AONONHNTENbHOE NUTaHNE
cmecaMm

OTcyTCTBME NPYIGaBKY B
Bece 1 OTCTaBaHue

B pOCTE: POCT 1 BEC

ot 10-ro go 50-ro
npoueHTUNA

MMTn 10-50-bi11 NpOLeHTWAb NIn
[NoTepsa Beca 3a npoweawne

2-4 mecAaua, unn

OTcyTCTBME NPUGABKY B Bece

3a npolegwne 2 mecaua

VMT < 18,5 nnn
MoTeps Beca Ha 5% 3a
npotueawmne 2 mecaua

MocToAHHO HM3KKI MTn
(<10-ro npoueHTnAA) unn
[NoTepsa Beca Ha 2 nyHKTa
NPOLEHTUIIA C MOMEHTa
MPOLLIOro BM3KTa 1 OTCTaBaHue
B pocTe

[MocToAHHO HM3KKIN UMT (<
18,5) nnun

CrabunbHas noteps Beca (>
5%)

N OTCTaBaHWe B pocTe

[NocTtoAaHHOe oTCyTCTBME
nprbaBKu B Bece 1
OTCTaBaHMe B pocTe <
10-ro npoueHTUnA

[locToAHHaA He[OCTaTOYHOCTb
NMNTAaHNA: SHTepPaJibHOe NNTaHne
yepes 30H4

CokpaweHusa: UMT (MHpeKkc maccbl Tena B Kr/m?), UMTn (MpoueHTWNb MHAEKCa Macchbl Tena).

4.1.5 MNapeHTeparnbHoe nuTaHue
ITapenTepanbHoe muTaHUE B IUIAHOBOM MOPSIKE HE
PEKOMEHIYeTCS KaK METOA HyTPUTUBHOU MOJACPKKU Ta-
ureHtaM ¢ MB u3-3a pucka ocinoxHEHUH, TPYAHOCTEH C
€ro MpoBeAeHueM U BbICOKOU croumocThio [10]. Tlapen-
TEPaJILHOE MUTAHUE MOXKET ObITh HEOOXOJAMMO B Kaye-
CTBE KPaTKOCPOYHOTO BCIIOMOTATENILHOIO CPEACTBA IMO-
CJi€ pe3eKIUU KUIIECYHUKA Y MJIAJCHIIEB C MEKOHUEBBIM
uneycom [10, 25], a Takke y AeTel U B3pOCHBIX TOCIE
CEpPBhE3HON Omepaluu Ha opraHax >KeIyJIO4YHO-KUIIeU-
HOTO TPakTa, KOTJa SHTEPaTbHOE MUTAHUE HEBO3MOXKHO.
ITapenTepanbHOe MUTAHHE MOKET MOAOUTH OYEHb OCHIa-
OJICHHBIM TAIIMEHTaM, KOTOPBIM IMPEICTOUT TPAHCIUIAH-
tanus [11]. Ho cHayana g0/mKHO OBITh pEKOMEHJIO0BAHO
SHTEpaAIbHOE MUTAHUE, YTOOBI CHU3UTh PUCK XOJIECTa3a.
Pexomenoayuu: napenmepanvnoe numanue
*  Mbpbl pekOMEHIyeM MPUMEHSTh MapeHTepanbHOE
MUTAHUE B KAueCTBE HCKIIOYUTEIHLHONH MEphl B
CIIy4asix, KOTJia SHTepaIbHOE MTUTAHUE HEBO3MOXK-
HO. (YpOBEHb JI0Ka3aTeIbHOCTH: HU3KHIA)

4.2 3aboneBaHusi, acCOLMMPOBAHHbIE
¢ MB n HyTpuUTUBHbIE NOCNEACTBUSA

4.2.1 MacTpo-MHTECTUHAmNbHbLIE OCMNOXHEHNSA

HCKOTOpLIe raCTpO-MHTCCTUHAJIbHBIC OCJIOKHCHUA
mpu MB, TpeOyroT 0co00ro BHUMaHUSI ¥ AUETOTEPAITHH.
3T0 MEKOHUEBBIN HJICyC, CHHAPOM I[HCTaHLHOﬁ HNHTCCTU-
HaJbHOW OOCTPYKLMHM, 3alopbl, LUPPO3 U MOpTalbHAas
TUNCPTCH3UA, pe]_II/IZ[I/IBI/IpyIOLLII/Iﬁ MaHKPCAaTUT, racTpos-
30(1)aFCaJ'ILHa$1 pe(l)J'IIOKCHaH 6OJ'IC3HB 1 COUYCTAaHHUEC C Ta-
KUMHU 3a6OHCBaHI/I}IMI/I, KakK IeJiMaKkus, HCICpCHOCUMOCTDb
66.]'[1(3. KOPOBLETO MOJIOKA, HETICPECHOCUMOCTDL JIAKTO3bI
W BOCIHAJIUTENbHBIe3a00NeBanms Kuieunnka [11, 188,
189]. B atux cnyuasx tpeOyeTcsl JONOJIHUTENbHOE qra-
THOCTHUYECKOC O6CJ'I€,£[OBaHI/IC JKCJIIYAOYHO-KUIIICYHOT'O
TpaKTa U MCPCOHAIIM3NPOBAHHAA JUCTOTCPAIIUs.

4.2.2 3abonesaHue KoCcTeu

OcTeoneHus U 0CTEONOPO3 — HauboJIee pacupocTpa-
HEHHbIC 3a00JICBaHMS CPEIU MOJPOCTKOB U B3POCIBIX C
MB [56]. CHmxeHHue MUHEpPaIbHOM IIOTHOCTH KOCTHOM

tkaHu (MIIKT) 1 moBbIIEHHBIH PUCK TEPETOMOB 00JTb-
1IIe BCEro OECIOKOSAT ATy TPYIIY MalueHToB [56, 58, 190,
191]. Huzkuii ypoens MIIKT moxxeT BcTpedarses u 'y
nereit [192]. D10 HapylieHne acCOIMUPOBAHO C MOHHU-
JKEHHOH paboTocnocoOHOCThIO [193], HU3KOM KUPOBOA,
HO HOPMaJIbHOW MBIIIEYHOH Macco [194], Tsokenoi 6o-
ne3Hblo gerkux [56], nenoctarkom HXKK [194, 195]. Te-
parust TIIFOKOKOPTUKOUJIAMH — CEPhE3HBIN (haKTOp prcKa
JUIS CHMDKEHMSI KOCTHOM Macchl [196, 197].

OCHOBHBIE TOKAa3aTeIX HYTPUTUBHOIO PUCKA — 3TO
HU3KUN HYTPUTUBHBIN CTaTycC, 3aep>KKa MOJOBOTO CO-
3peBaHus, HEJOCTATOK BUTaMuHa [I, Kanblus U BUTaMU-
Ha K [57, 70, 71, 198].

Kak yxxe ormeuanocs B pazmene 1, Mbl og4epKUBa-
€M BKHOCTh PEryJSIPHOTO HAONIOJCHHS 32 COCTOSIHUEM
KOCTEHl C TMOMOIIbIO JECHCUTOMETPUH Yy BCEX MallUCH-
TOB ¢ MB, Haunnas c¢ 8-10 jieT. Y manueHTOB MOIOXKE
20 nert, el pocT Ha 1 cTaHIapTHOE OTKIOHEHHE HUXKE,
YeM Y 3I0POBBIX JIFOJIEH UX BO3pacTa U Moja, Z-KpUTepui
MIIKT nomxeH ObITh CKOPPEKTUPOBAH B COOTBETCTBUH C
UX POCTOM BO M30€KaHUE TUIIEPIUATHOCTHKY Jedunura
MIIKT nroastm ¢ HU3KkUM pocToM [71].

MpbI pekOMeH/IyeM JICYeHHUE 00eCIIeYeHNEM HaIJIeKa-
el HopMbl Kanbius, Butamuda J[ u Butamuna K [71,
90]. JononHuTenbHasi Tepanusl A BOCIOIHEHUS Kallb-
nusi, ButamuHa J[ u Butamuna K oGcyxnanace panee B
pasznene 2. B pa3nene 4 Mbl 00CyMM BO3MOXKHOCTb MPH-
MeHeHus1 OucochoHaToB AJIsl JICUCHUS OCTEONOPO3a.

Ms1 npepnaraeM mopsm ¢ MB peryisipHo nenarts
YIpa)XHEHUsI C BECOBOW HArpy3KoH, Tak Kak (pu3nueckas
AKTUBHOCTh HAINPSIMYI0 COOTHOCHUTCSI C IOBBILICHUEM
MIIKT [90, 197]. eTsaM u MOAPOCTKAM CIEAYET BBI-
MOJTHATh TaKue yIpakHeHUs (yaensisi OONbIIOe BHUMA-
HUE YNPa)KHEHUSIM C BECOBOM Harpyskoii) B Teuenue 20-
30 MuHYT 3 pa3a B HEZCIIO B JIOTIOJHEHUE K MX OOBIYHBIM
3aHATHSAM ciopToM [71]. B3pocibie Tak:ke TOJKHBI BbI-
MIOJIHATD PETYSIPHO YIPAKHEHUS C BECOBOM HATPy3KOM U
Ha conpotuBienue [71].

Pexomenoayuu: 3aboneeanue kocmeii

e Jlanuenram ¢ MB, crpazaronum OT OCTEONEHUU

WM OCTEOI0PO3a, MBI PEKOMEHAYEM TUETOTEpa-
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110 17151 Habopa HOPMAaJIBHOTO Beca U pocTa y Jie-
TEl U ONTUMAJIbHOU MACChl y B3POCIBIX, KOTOpas
BKJIIOYAET YNOTpeOIeHUe MPOAYKTOB, OOTraThIx
KaJIbIIUEM U >KMPHBIMH KHCJIOTaMH. Bo3MoOxHO
JOTIOJHUATENFHO MOTpedyeTcss MPUHUMATh J0-
MOJIHUTENBHO KanblMi, BUTaMuH /[ u Butamus K.
(YpoBeHb 0Ka3aTeNbHOCTH: YMepPeHHbII)

e MbsI pexoMeHnyeMm moasam ¢ MB peryisipHo 3aHu-
MaTbesl QU3NUECKUMU YIPAKHEHUSIMUA C BECOBOI
Harpy3koH. (YpoBeHb JoKa3aTeIbHOCTH: HU3KHH)

e Mbl peKOMEHyeM IPOBOAUTH OLICHKY 3J0pPOBbs
KOCTell (JEHCUTOMETPHIO) BCEM MAalUEeHTaM >
8 net xaxxaple 1-5 J1eT B 3aBUCHMOCTH OT BO3pac-
Ta, Pe3yJAbTAaTOB MPEABIIYIIET0 00CIeJOBaHUS U
Hanuuus GaxTopoB pHcKa. (YpOBEHb J10Ka3aTelb-
HOCTHU: HU3KHIA)

4.2.3 CaxapHbii gnabet

accouumpoBaHHbii ¢ MB

IIpu MB 5HAOKpHHHAs 4acTh IOJKEIYNOYHOU JKe-
JIe3bl CO BPEMEHEM TIOBPEXKIACTCS, OCOOCHHO [-KIIeTKH,
KOTOPBIC MPOU3BOAAT MHCYJIUH; Y MHOTHX IMallMEHTOB C
MB B03MOxkHO pa3zsutre MB-accoluupoBaHHOTO caxap-
Horo auabera, (MBCJ], CFRD), u3-3a HemocTarka WH-
cynuHa [53]. PuCK BO3HMKHOBEHHUS TaKOrO OCJIOKHEHUS
YBEITMUUBACTCS C BO3PACTOM, I0O3TOMY OHO HalItonaeTcs
y OoJiee ueM MOJIOBUHBI BCEX MaMEeHTOB cTapiie 40 jer
[199]. [1oBBIIEHHBII YPOBEHD INIIOKO3bI B KPOBU CTUMY-
JUPYET MUKPOOHYIO KOJIOHHM3aLHMIo B Jerkux [53]. B pe-
3yasrare MBCJl oTpuuatenbHO BO3IEHCTBYET Ha (yHK-
LIUIO JIETKUX U YBEJIMYUBAET PUCK CMEPTHOCTH. 1o 3TuMm
MPUYMHAM MBIl PEKOMEHIYEeM €KEroAHOE 00ceJ0BaHHe
nanueHToB ¢ MB > 10 neT Ha TOJIEPaHTHOCTH K TIIIOKO3€.
Bo Bpems 2-yacoBoro opanbHOTO INTHOKO30-TOJIEPAHTHO-
ro TecTa Mpu (PUHAIHLHOM YPOBHE IVTFOKO3BI B TUIa3Me >
200 mr/mn (>11,1 MMOIB/T) CTaBUTCS AMArHO3 AHAOeT.
Ecnu mmroko3a B minasMme nmogHuMaercs > 200 mr/on 3a
1 gac, HO 3a 2 yaca HOPMAaJIU3YETCsl, TO BBIHOCAT 3aKJIIO-
YEHHE O HapyIIEHHOW TOJEPaHTHOCTH K IIIIOKO3€, KOTO-
pasi CBUACTEIBCTBYET O BHICOKOM PHUCKE Pa3BUTH TUa-
Oera B Oyaymiem [200].

Mpbl pekoMeHIyeM JIOASM, YXaKUBAIOIIUM 3a Ia-
uueHTamu ¢ MB u nuaberoM, oOpaTHTh BHUMaHHE Ha
MHOTOUYHCIICHHBIE BOMPOCHI MO MHUTAHUIO, CBS3aHHBIC
C JIOCTaTOYHBIM TOTPEOJICHUEM KaJlOpHid, KOHTPOJIEM
3a YPOBHEM IJIIOKO3bl B KPOBU M PUCKOM Pa3BUTHS Cep-
JICYHO-COCYIUCThIX 3aboyeBaHuit. Tak AmepukaHCKas
nnadetnueckas accormanusa, Poug MB u OOmiecTBo
MI€ANATPOB-3HIOKPUHOJIOTOB PEKOMEHIYIOT YBEJINYEHHE
OTPeOJICHNS KaJOPUil BBIIIE CTAaHJAAPTHOH HOPMEI (B
1,2-1,5 pa3a Gosbliie, 4eM CTaHIAPTHBIC TOKA3aTeIU IS
9TOM BO3PACTHOM TPYIIBI C YYETOM WHIUBUIYaTbHBIX
ocobeHHOCTel HaOopa Beca U MMT); mHIUBUAYyaTbHO
oA00OpaHHYI0 HOPMY YIJIEBOIOB U HAOMIOAECHHUE 32 YPOB-

HEM TJIIOKO3bl B KPOBH, OIpPaHHMYEHHOE HCIOJIb30BAHHE
MCKYCCTBEHHBIX IMMOJCIACTUTENCH M3-32 HEOOXOAMMOCTH
yIOTpeOIeHus T0CTaTOYHOTO KOJMYECTBA KaJIOpuil; mo-
BBIILICHHOE yMOTpeOsieHne OenKa; AUETY C BHICOKUM CO-
JieprKaHUeM XKHUPOB 11 BocrionHeHust nedumra HXKK n
nonaepskanus Beca [201].

JleuerneMBC]] Tarxke BKIIIOYaeT OOydeHHE CaMo-
CTOATENILHOMY YXOAy NpH IuadeTe, WHCYIMHOTEpPaIuio
1 a’poOHyro Harpy3ky [201]. EcTe o4eHb OorpaHuyeHHBIC
JaHHble 00 MCIOJIB30BAaHUHU MEPOPATBHBIX TMIIOTINKEMH-
yeckux areHtoB npu MBCJI, mostoMy MbI mpejaraeMm
MHCYJIMHOTEPAIUIO B KAY€CTBE MPEOYTUTEIBHOIO METO-
na neuenus [32]. Ipu neuennun MB3CJ pexomenmyercs
NPUMEHSTH OONIOCHYIO cXeMy npuema uHcynuHa. [lamm-
€HTaM HY>KHO HayUUThCS YCTAHABIMBATH 103y UHCYINHA B
COOTBETCTBHU C COAECP’KAHUEM YIVIEBOJIOB B UX ITHILE.

WHKpeTUHBI WU WHKPETUH-MUMETUYECKHUE areHThI
MOTYT MT'PaTh BYKHYIO POJIb B OyAyIleM, HO TTOKa Tpedy-
€TCsI MPOBECTH JIOTIOJTHUTENbHBIE HCCIEIOBAHMS, YTOOBI
BBIHECTH J0Ka3aTelbHbIe pekomeHaanuu [36]. Ectb nan-
HBI€, CONNIACHO KOTOPBIM ManueHTsl ¢ MB, cTpanaromue
OT TAHKpPeaTH4ecKoil HEJOCTAaTOYHOCTH, HAXOIATCS B
30HE pPUCKA MO Pa3BUTHIO nuciaunuaemud [142]; ato ro-
BOPUT O TOM, YTO TPaJMULMOHHAs COCPEIOTOUEHHOCTh Ha
JTUETE C BBICOKUM COJIEp’KaHUEM YIIIEBOJOB U )KUPOB AJIS
nanueHToB ¢ MB nomkHa OBITh OTpPEryJupoBaHa TaKUM
00pa3oM, 4TOOBI OHM KHJIM JOJNbLIE U OPUEHTHPOBAHA
Ha Ka4eCTBO yMOTPeOJIsieMbIX KHUPOB, @ HE Ha UX KOJIH-
YECTBO.

[Narmentam ¢ MB3CJ] none3Ho npoxonuTh peryssp-
HOe 00cieoBaHNE y Bpaueil, CrienuanTu3upyommxcs B
oOmactu nuadera u MB [32].

Pexomenoayuu: ouabem, accoyuuposannwiii c MB

e MBI pexoMeHAyeM eXeromHoe o0cieqoBaHue
BCeX ManueHToB > 10 JeT Ha TONEepaHTHOCTh K
TJIIOKO3€.

*  Bcewm namuenTam, KOTOPBIM TUarHOCTHUPOBAH JH-
abet, acconuupoBaHHblli ¢ MB unu HapymieHue
TOJIEPAHTHOCTHU K IVIIOKO3€, MBI COBETYEM NMPOUTH
oOydeHue 1Mo caMOMOMOILM NP TUX NaTOIOTHU-
X, BBIOJHATH YMEPEHHYIO a3pOOHYIO Harpy3Ky
Y TIPH HEOOXOAUMOCTH BBOJUTH UHCYIIHH.

* Ha ocHoBanum onyOIMKOBaHHBIX PEKOMEHIAIMN
no puerorepanuu npu MBC]] Mbl pekoMeHayeM
YXQKUBAOIIKUM 3a manueHtamu ¢ MB mromsm
0o0paTuTh BHMMAaHUE HAa MHOTOYHCIICHHBIC IMPO-
OJeMbl MUTaHUs, CBSI3aHHBIE C JOCTAaTOYHBIM IO~
TpeOieHHEM Kalopuii, KOHTPOJIEM 3a ypPOBHEM
TIIOKO3bl B KPOBHU M BO3MOXKHBIM PHUCKOM pa3BH-
THUS CePIACYHO-COCYIUCTHIX 3a00JICBaHU.

*  Msl pekomenayem nanueHtam ¢ MBC]] npoxo-
JIUTH peryispHoe oOcienoBaHue y Bpadei, cre-
oUanu3upyomuxca B obnactu nuadera u MB.
(YpoBeHb JJ0Ka3aTeIbHOCTH: HU3KHUIA)
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4.2.4 3aboneBaHne neveHu

VY npubnusurensHo 5-10% manuentos ¢ MB B mepBoe
JECSITUIETHE >KU3HU Pa3BUBACTCS MYJIBTUIOOYISPHBINA
uuppo3 [202]. Y muorux namuentoB ¢ MB no3anee mpo-
SIBIISIIOTCS MPU3HAKHU NTOPTAIbHOM MMIIEPTEH3UH B COUETa-
HUU C TaKUMH OCJIOKHEHUSMH, KaK BapHUKO3HOE KPOBO-
TeueHne. Mbl mpeuiaraeM yrnorpeosiTh JOMOTHUTEIEHO
HXK u xupopacTBOprMbIe BUTAMUHBI, TaK KaK B 00JIb-
LIMHCTBE CJIy4aeB UMEETCSl CBSA3b MEXAY 3a00JeBaHUEM
MEYCHH U KUPOBBIM remaro3om [54, 203].

Heru crapmero Bo3pacra u B3pocisle ¢ MB Moryr
pa3BUTh NEUEHOYHYIO HenocTaro4HocTh. Hapymienue
(YHKIMH TIEYeHU CBS3aHO C yXYIIIEHHEM paboThI Jier-
kux. TpaHCIUIaHTaIUs TIEYEHU SIBISIETCSI BAPUAHTOM Jie-
YEHMsI, KOTOPOE MOXKET YIAYUIIUTh HYTPUTUBHBINA cTaTyc
manuenTa [37, 204].

Pexomenoayuu: 3ad0neeanue neyenu

*  Mbsl pexkomenayeMm nanueHtaMm ¢ MB pononnu-

tensHO npuHuMmare HXXK n xupopactBopumbie
BUTAaMHHBI TIPH 3200JI€BAHUH TIEYCHU U KUPOBOM
renaros3e. (YpoBeHb J0Ka3aTelIbHOCTH: yMepeH-
HBI)

5. CNEUMANN3INPOBAHHbLIE BUObI
NEYEHUA, CBA3AHHbBIE C MUTAHUEM

B 3TOM pazgene Mbl pacCMOTPUM U3BECTHBIC HA JJaH-
HBII MOMEHT CIIOCOOBI JICUeHHUsI HAPYIICHUH, CBS3aHHBIC
C IMTaHUEM, Y nanueHToB ¢ MB, T.e. u3yuum uccneno-
BaHUSl MO N0OABICHHIO B MHIIY HEKOTOPBIX >KUPHBIX
KHCJIOT, IPUMEHEHHIO aHTH-OCTEOMOPO3HbIX U aHabo-
JMYECKUX MEIUKAMEHTOB U HCIIOJIb30BaHHUIO TPOOHOTH-
KOB. MBI oOpaiaemcsi K UCCIeA0BaTeIsIM ¢ MPOChOoi
paspaboTarh U MPOBECTH MCCIECAOBAHUS ATHX U APYTUX
HOBBIX CIIOCOOOB JICUEHUS] HYTPUTHBHBIX HapyIICHHH
npu MB.

Msl He JenaeM KOHKPETHBIX PEKOMEHAALMM Ianu-
eHTaM ¢ MB 1o BBOAYy B palMOH HEKOTOPBIX JKUPHBIX
KHUCJIOT WIH I10 JICYEHUIO OCIIOKHEHUN aHTUOCTEOIOPO3-
HBIMU WM IIPOTUBOBOCHAIMUTEIBHBIMU areHTAMH, AHA-
0oJIMYeCKUMH TpenaparaMi U MPOOMOTHKAMH, TaK Kak
JI@HHBIX HEJJOCTATOYHO, U COOTHOLIEHUE PUCKOB K I0JIb3€
MOXET OBITh OYE€Hb BHICOKHM.

5.1 HesameHumble XUPHbIE KNCIOTbI

Kax u3BecTHO, /U1l yeloBeKa SIBJISIOTCS HE3aMEHU-
MBIMH 2 JKUPHBIE KUCIIOTHI: anbda-nuHoneHoas (AJIK,
omera-3) u nunonesas (JIK, omera-6). Hexotopsie apy-
T'H€ KUPHBIE KUCIIOTHI KIACCHPHUIUPYIOTCS KaK yCIOB-
HO HE3aMEHHMMBbIE, T.€. OHM CTaHOBSTCS HE3aMEHUMBIMU
MIpH psiie HapYLICHUH pa3BUTHs WU 3a00/eBaHU, Ha-
npumep, porozarexcaeHoBas (AI'K, omera-3 >xupHas
kuciora) u apaxugonoBas (AK, omera-6 >xupHasi Kuc-
JI0TAa).

3a Goneeyem 50 neT MOSBUIIKCH TAaHHBIE 00 M3MEHE-

HUU TPOQWIS KUPHBIX KUCIIOT Y MJIAJICHICB U JeTed
¢ MB [162, 205-210]. Mexanu3mbl, KOTOpbIE JIeKaT B
OCHOBE TaKUX ATHIWYHBIX MPOQUICH YKUPHBIX KHCIIOT,
OCTaIOTCA HEIOCTAaTOYHO M3y4YeHHbIMU [162, 164, 214,
215]. Casasyroliee 3B€HO MEXAY MaTOJIOIMYECKUM YPOB-
HEM JKHPHBIX KUCJIOT H HEJOCTaTKOM MeMOPaHHOTO Oel-
ka CFTR ne BeIsiBieHo [26, 206, 211].

VY mnanenueB u geteit ¢ MB Huskue yposau HXKK
He 00513aTeNIbHO CONPOBOXK/IAIOTCS OOBIYHBIMH KIIMHUYE-
CKUMH MNPOSIBICHUSIMU, HAIPUMED, IEPMATUTOM U TPYI-
HOCTSMHU Tipu 00yueHuu. Ho, Mo MMEImUMCs TaHHBIM,
HU3Kui ypoBeHb JIK cooTHOCHTCS ¢ HEyZOBIETBOpU-
TETBHBIM JIETOUHBIM CTaTyCOM M HapyUICHUSIMU POCTa Y
MJIaJeHIeB u aeteit [162, 164, 214, 215], B To BpeMs Kak
Hu3kuil yposenb 'K u Bricokuii ypoBens AK (T.e. BbI-
cokuit koaduument coornomenuss AK k JII'K) cBsi3bi-
BAIOT C HAPYILIEHUEM MUHEPaIbHOU IJIOTHOCTU KOCTEH y
JeTeit u MoJoJibIX Jroeit ¢ MB [194, 195]. M3sMeneHHbIE
ypoau HIXKXK accouuupyrorcs ¢ yxymmieHuem (yHK-
LMY TIOYEK, MEYECHU U MMMYHHOU cuctemsl [162, 211,
212, 216, 217]. Ha ocHOBE COBPEMEHHBIX NAHHBIX, HE-
noctatok HXXK moxHO ompenenutb, U3MEpPUB YPOBEHb
JIMHOJICBON KUCJIOTHI WM KOA(PPUIIMEHT TPUEH:TETPacH
(T3:T4) [162, 210].

Pe3ynbpraThl HEOOJNBIIOrO KOJIMYECTBA HCCIEIOBA-
HUU MPEANOoJIararoT, YTO I0CTaTOYHOE yIoTpeOIeHue ¢
numei HXKK moxeT ynydmmts yHKIMIO Jerkux [55,
180, 210, 214, 218, 219]. ITomumo 3TOTO0, PETYASIPHBIN
npueM omera-3 MoxeT oOecrneunTh manueHtam ¢ MB
MPOTHBOBOCHAIUTENbHBIA 3()(PEKT ¢ OTHOCUTEIBHO
HeOOIbIINMH MOOOYHBIMU AcHicTBUsIME [180, 216,219,
220].

Jo cux mop JaHHBIX MO ATOMY BOIIPOCY HEIOCTa-
TOYHO, MO3TOMY MBI HE MOXEM BBIHECTH KOHKPETHBIC
MPaKTUYECKUE PEKOMEHIAIIMH OTHOCUTEIBHO BBEICHUS
B PAlMOH KUPHBIX KHUCIOT JJISl YIY4YIICHUs (YHKIIAU
JIETKUX WU MPOTHUBOBOCHIAIUTEIBHOTO ACHCTBUS Yy He-
Tel U B3pocibix ¢ MB. IonydeHHbIE peaBapUTEIbHBIE
PE3yNBTaThI IOJKHBI ObITh TIOATBEPK/ICHBI U JIOTIOTHEHBI
BO BpeMsi HaJyIekKallluM 00pa3oM pa3pabOTaHHBIX IMPO-
CIICKTUBHBIX MCCJICAOBAHMIA.

5.2 AHTN-OCTEONOpPO3HbIE areHThbl

Jleuenne npu mnomomu OuchOCPOHATHBIX arcH-
TOB YBEJIMYUBAET MUHEPAIbHYIO IJIOTHOCTH KOCTHOM
TKaHW U CHMYKAeT PUCK HOBBIX MEPEIOMOB Y KCHIIUH
B MOCTKJIMMAKTEPUUECKHI TIEpUOJ, a TAaKKe y JIIOACH,
MPUHUMAIOMINX JUTUTEIBHOE BpeMsl OpajibHble KOPTUKO-
crepoubl. Tak Kak moTepsi IPOYHOCTH KOCTEH — OYeHb
pacmpocTpaHeHHass mpobiema y JeTel CTapliero Bo3-
pacta u B3pociblx ¢ MB, To BaxHO ompeaenuTh, Ha-
CKOJIBKO IOJIE3HON MOKET ObITh OuchocdonarHas Tepa-
MU Y TAKUX MMalUEHTOB.

Knunuueckue nccnenoBaHusi U3ydand BO3JEHCTBHE
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ouchochoHaTHOW Tepanuu Ha JeTed M B3POCIBIX C
MB. Mera-ananu3 6 uccnenoBanuii mo 6ucocdonar-
HOU Tepanuu y B3pociblx ¢ MB mokasan 3HauuTeNbHOE
yBEJIMYEHHE MHUHEPAIBbHOHN MIOTHOCTH KOCTHOM TKaHU
MOSICHUYHOTO OTJeJ1a MO3BOHOYHUKA U OCIPEHHBIX KO-
ctelt yepe3 6, 12 u 24 mecsina yedeHus (B CpaBHCHUU
C KOHTPOJBHOM IpyNMoN MalueHTOB, HE MPOXOAUBIINX
takoe JeueHue) [4]. OpHako aHanM3 HE OOHAPYKUI
BIIMSIHUA TON Tepanuy Ha 4acTOTY MEPEIOMOB U CMEPT-
HOCTb, BO3MOXKHO, TIOTOMY, 4TO HccienyeMas BEIOOpKa
Oblma oyeHb HeOoibIIONH [4]. PesynbraThl HegaBHETO
MIPOCHEKTUBHOTO PaHIOMHU3UPOBAHHOIO KOHTPOIHUpYE-
MOTO HCClieIoBaHMsI ToKa3anu 0e3onacHocTh U 3ddek-
TUBHOCTH OMcQocdoHaTa aJeHIpoHaTa C B OTHOLICHUH
YBEJIMYEHHS IUIOTHOCTH KOCTHOM TKaHU y AeTel, moa-
POCTKOB M MOJOABIX Jronei ¢ MB; Takue pe3ynbrarsl
TOBOPST O BO3MOXHOM NpUMeHeHUn ouchochonarHoi
Tepanuu A NpOoPHUIAKTHKU TOTEPU KOCTHOH TKaHU Y
IOHBIX ManueHToB ¢ MB [222].

[loTeps mpoyHOCTHM KOCTEW, NpUBOAAIIAS K HX
JIOMKOCTH, UMEET SPKO BBIPAKEHHBIN OTPULIATEIbHBIN
3¢ (deKT Ha KauyecTBO XHU3HU; HHU3KYI0 MUHEPaIbHYIO
MJIOTHOCTh KOCTHOW TKaHW MOXHO 0e3 Tpyna ycra-
HOBUTH OpH momouiu aencutomerpun [223]. IToato-
My OucdocdonaTHas Tepanusi NpeICTaBIsSETCS OUYCHb
BaKHBIM MPAKTUYECKUM CIIOCOOOM JIeUeHHs MallleH-
ToB ¢ MB, cTpajgamimuM OT HU3KOU INIOTHOCTH KOCT-
HOHM TKaHH. OJJHAKO OTMEYaeTcs, YTO MalMeHThl, POo-
XOJSIIUE TaKOEe JICUYCHHUE, UCTIBITHIBAIOT 0OJb B KOCTSIX
U CHUMIITOMBI, OX0XKHE Ha rpunmnonogodusie [4]. EB-
poreiickue nupexkTusbl 1o MB pekoMeHayrOT IpoBoO-
IuTh OucocdoHaTHYIO Tepamuio IETSM U B3POCIBIM,
y KOTOPBIX Z-KpUTEpHUil MIOTHOCTU KOCTEH HUXKe -2; a
TaKXe B3POCIBIM, Y KOTOPBIX Ha MEPUOAUYECKOHN JIeH-
CUTOMETPHUHU OTMEUaeTcs MoTeps KOCTHOU TKaHu >4%
B IoJl U MalMeHTaM, B aHaMHe3€ y KOTOPbIX 3Ha4daTcs
IepeaoMbl KOHEYHOCTEH MM MaJOTPaBMaTHYHBIN Ie-
penom mo3BoHouHWKa [71]. M3-3a comHeHuit nmo 0e3-
OMACHOCTH HCIIOJIb30BaHMsl OucdochonarHoil Tepa-
MU B JOJTOCPOYHOM NEPHUOJIE €€ MPUMEHEHUE Yy JeTel
OCTaeTCsl CIIOPHBIM [224].

XOTs Ha JTaHHBI MOMEHT MBI HE MOKEM JaTh YETKHUX
pEKOMEHAaLUil OTHOCUTEIbHO NpUMeHeHUs oucgocdo-
HATHOW Tepanuy y nanueHtoB ¢ MB, crpamaromum ot
HU3KOW MHHEPAIbHOU IIJIOTHOCTU KOCTEM WIIM HAaxons-
LIMMCSI B 30HE TaKOTO pUCKa, MBI IIPU3HAEM, UTO JIJIs He-
KOTOPBIX MAallMEHTOB OHA MOXKET OBITh MOJIE3HOH.

Pexomenoayuu: anmuocmeonopo3mnvie azeHmul

e MBbI pekoMeHyeM BpadaM OLEHUTH M0JIb3y U pH-

CKH IIPH BBIHECEHUH PEILLeHHUs 00 UCTIOIb30BaHUH
ouchocdonaroB y maumenrtos ¢ MB mis mpo-
(UIIAKTUKY WM JIGYEHHUs] HU3KOW MHHEpPaIbHOU
IJIOTHOCTH KOCTHOW TKaHM. (YpPOBEHb J0OKaza-
TEJILHOCTHU: YMePeHHbIi )

5.3 lNopmoH pocTa

MHorue nanuenTsl ¢ MB He 1oCTUraroT HOpMaibHO-
TO JMHEWHOTo poCTa WJIM PacyeTHOIO pOCTa B3pPOCIIOro
yenoBeka [225], TiIoxo HaOUparoT BeC U UMEIOT HU3KYIO
MbIlIeUHY0 Maccy [226]. Tlostomy Takue aHabomuue-
CKHeE areHThl, Kak ropmoH pocta (['P) moryt urpars Bax-
HYI0 poib B leueHun MB [2, 227, 228].

Kak coobmaeTcs B cucTeMaTHueckoM 0030pe, BKITIO-
yaromeM 10 KOHTpOJIMpyeMbIX UCTIBITaHU 1 8 o0cepBa-
LUOHHBIX HCCIEJOBAaHUM, MpuMeHseMbll ['P ymyummn
(YHKIUIO JIETKMX W TapaMeTpbl poCcTa Yy MAlMECHTOB
[227]. Pe3ynprarhl moka3aiu, 4T0 peKOMOUHAaHTHBIH [P
YeJIOBEKa YAYUILINUI IPAKTUYECKU BCE MPOMEKYTOUHbBIE
nokasareiu (PyHKIMH JETKUX, POCTa U Beca y JeTel u
noapoctkoB ¢ MB; I'P Ttakke okazayl MOJOKUTEIBHOE
BO3/ICHICTBUE Ha CO/EpKAHUE MHUHEPAJIOB B KOCTHOMH
TkaHu [227]. [loMuMO 5TOro, HEJABHO MPOBEICHHOE
uccienoBaHue (MHOTOLEHTPOBOE, pPaHIOMHM3UPOBAH-
HOE, KOHTPOJHPYEMOE) OLEHMBANO |2-MecsyHOE Jie-
YeHHUE MAIMEHTOB C 3aMEIJICHHBIMH TEMIIAMH POCTa
U OTCTaBaHUEM KOCTHOrO Bo3pacTa mpu nomoiu ['P;
pe3ynbTaThl MOKa3adu MONOKUTEeNbHOE Biausinue ['P Ha
yAy4IIeHHE pOCcTa U yBenndeHne oobema Jerkux [228].
ITonoxxutensHoe Bo3aecTBue I'P Ha KIMHUYECKUM HC-
XOJI JICUCHUS B JOJTOCPOYHOU TEPCIEeKTHBE (BIUSHUC
Ha KaueCTBO JKU3HU WM CMEPTHOCTH) HE OBLIO MpEJ-
craBjeHo [229].

5.4 CtnmynaTopsl anneTuta

Tak kak mauueHTsl ¢ MB 1 ux ceMpu OecIOKOSTCS
0 IJIOXOM amlMeTHUTe, TO MOXHO HCIOJb30BaTh CTHMY-
JSITOPBI ANMeTUTa, YTOOBI TOMOYb OOBHBIM YBEIUYUTh
KOJIMYECTBO ChEIAaeMOM MUIIM U TEM CaMbIM CI0CO0-
CTBOBaTh HaOOpy Beca M YIyYIIEHHIO OOILEro cocTo-
SIHUSL 3710pOBbsi. XOTh TaKUE€ CTHUMYJATOPHI U HECYT B
cebe MOTeHUHAJbHYIO TMOJB3Y Ul MalHeHTa, OCTaroT-
Csl COMHEHUSI OTHOCUTENFHO HAMYMS Y HUX TTOOOYHBIX
s¢dekroB. Henaruuii MeTaananu3s 3 uccieq0BaHU O-
Ka3zas 3QPEeKTHBHOCTh M 0€30MACHOCTH psiAa CTUMYIS-
TOpPOB anmneTuTa [2]; 3TOT aHaJIU3 BKIOYAT 2 UCCIEN0-
Banus [230, 231] merecTpoina anerara U UCCIeIOoBaHUE
numnporenTaauHa rugpoxsopuna [232]. 3a kopoTKuit
CpoK (6 MecseB) CTUMYISTOPHI aNleTHTa YITy4IIuIn
BeC (MM Z-KpUTEpHid Beca) U alllleTHT Yy AeTel U B3poc-
neIx ¢ MB; pa3Hunbl B 1elCTBUM IUIPOreNTaANHA TH-
JIPOXJIOPHJIA K MErecTpoJa aneTara He OblJIO BBISABICHO;
0 1o60YHBIX 3] PeKTax MOCTYyNHIO HEAOCTATOYHO HH-
¢dopmannu, 4TOOBI ONPENETUTh CUIY MX BO3ACHCTBUS.
[Tocne 3Toro OBLIO OMYONMKOBAHO €IIE OJHO MCCIEN0-
BaHHE LUMPOTENTAINHA, U €ro pe3yabTaTbl MOKazalu
KIMHUYECKH 3HaYUMBbIi 3¢ dexr Ha cooTHOHIEHUE Bec/
Bo3pact (Z-kputepuit) u UMT/Bo3pacT (Z-xpurtepwuii)
[233].

B coBOKymHOCTH BCe 3TH HCCIIEIOBaHUSI ObUIM He-
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OOJIBIIMMH, TIOSTOMY OHHM MMEIOT YMEPEHHBIH ypOBEHBb
JI0Ka3aTeabHOCTH. B CBSA3M C 3TUM MBI HE MOXKEM Mpe-
JIOKUTH OOOCHOBAaHHYIO PEKOMEHAIMIO IO HCIOIb30Ba-
HUIO CTUMYJIATOPOB amnmneTuTa y nanuenros ¢ MB [11].

5.5 MpobunoTurku

s MB xapakTepHbl peluIUBUPYIOLLEE BOCIAICHUE
JETKUX U WHQEKIHUH, KOTOpble HAYMHAIOTCS B PaHHEM
JIETCTBE U MOTYT MPHUBECTH K OCIOKHEHUSAM U CMEpT-
HOCTM IO MpPHUYUHE [bIXATENbHON HEAO0CTAaTOUHOCTH.
[IpobuoTuky — 310 KUBBIE OAKTEPUH TSI IEPOPATBHOTO
IpHeMa, KOTOpPbIE HCIOJIB3YIOTCS Ui JIEUEHUSOCTPOro
ractpo3HTepura y aeteil [234-235]. Ilpumenenue mpo-
O0MOTHKOB y manueHToB ¢ MB npomomkaeT uzyuarbcs. B
JKCIIEPUMEHTANIBHBIX UCCeqoBaHMsIX JieueHne Lactoba-
cillusGG cHu3MII0 YpOBEHb MapKepoB BocnaneHus [236],
YMEHBIIWJIO KOJMYECTBO PELIUBOB JIETOYHOH 00Je3HH
1 COKpaTHJIO 4acTOTy rocnuranusanuil [237, 238]. Otun
9KCIIEPUMEHTAIbHBIE HCCIEIOBAaHUS ObLTH HEOOJBIIH-
MU T10 YUCITy YYACTHHUKOB, IO3TOMY MBI MIOKa HE MOXKEM
MPeIOCTaBUTh 0OOCHOBAHHYIO pekoMeHaanuo. OgHako,
HCTOJIb30BaHUE MPOOMOTUKOB AJIsl MPOPUIAKTHKH U Jie-
YEHMsI BOCTIAJIEHU JIETKUX y ManueHToB ¢ MB — 370 nep-
CHEKTUBHAs 00IacTh JJIs abHEHILEro H3yYeHusl.

6. SAKINIOYEHUE

OtkpsiTie u kaoHuposanue resa CFTR 25 ner nazag
MIPUBENH K YCTAHOBICHHUIO CTPYKTYPbI U (YHKIIMU KaHa-
Ja-nepeHocunka aias uoHoB xjopa Oenka CFTR [239,
240]. B pesynbrare Jydllero MOHUMAaHHUS MOJEKYIsp-
HbIX MexaHn3MoB CFTR u tunmyHoro mporpeccuposna-

HUs OOJIC3HU Pa3padaThIBAIOTCSI HOBBIC TAPTETHBIC MYTH
neuenusi. CoBpeMeHHas Tepanust MB pazmudHbIMECIIO-
co0aMu 3aHUMAETCS JICUCHUEM PECIUPATOPHBIX MH(pEK-
[IUH, BOCTIAJICHUI ¥ OYMILIEHUEM OT ciu3u. PazpabarsiBas
HACTOSIIUE PEKOMEHIAIUU TI0 JAUETOTEPAIIUU, MBI TIOJI-
YEPKHYJIU BOXKHOCTh MIUTAHUS HAPABHE C JPYTUMHU BapH-
aHTaMU JICYCHUS JUISl YBEIMYCHUS MPOIOJIKUTEILHOCTH
JKU3HU U YIy4IIEHUs €€ Ka4ecTBa y JeTed U B3POCIBIX
¢ MB.

KOH®JIMKT MHTEPECOB

KoH(muKT HHTEpEeCcOB OTCYTCTBYET.

BNNATOOAPHOCTHU

Cucrtemarnyeckuii 0030p M OICHKa JaHHBIX OBLIN
BBIMONHEHBI Tpo¢. Jleonapaom JleiiboBruun u a-pom Be-
penom 3ape3kd M3 MEOULMHCKOro IeHTpa uM. PabuHa,
OonbHUIB BeHIMHCOH W MeAWIMHCKUAN (DaKylIbTeT HM.
Caknepa Tenb-ABuBckoro ynusepcureta, (Pamar-ABus,
N3zpanne). ECFS BbIpakaeT cBOIO NMPU3HATEIBHOCTH 3a
BKJIaJ B paboty n-py Anne MyHk u3 uentpa MB 6oib-
Hubl Podepa [ledpe (Iapwxk, Opanmms).

Pabota Obina BeImonHeHa TpH (PUHAHCOBOH MOAIEPK-
ke EBponelickoii acconanyuy KIMHUYECKOTO MUTAHUS U
metabonmm3ma ESPEN.

Okcneptsl o MB BeIpaxaroT 0co0yro 61aronapHOCTh
Cecumun Xogmans, PhD, 3a orpoMHyto moMouis B moa-
0ope MEAMLIMHCKON TUTEPaTypbl U U3AaHUH PEKOMEHa-
LU Ha aHTJIMHACKOM SI3BIKE.
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