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MyKoBuCUMAO3 — TsAxKesl0e Hac/ieiCTBEHHOoe 3aboseBaHue € MoJNCUCTEMHbLIMU MPOSIBAEHUSMNU U [POrPECCUPYIOLMM
TeyeHneM. HegoctaTto4HOCTb MUTaHMS Mpu MyKOBUCLMA03€ BO3SHMKAET B pe3y/bTaTe 3K30KPUHHON HeA0CTaTOYHOCTH MOA-
JKeJy0YHOM ene3bl, BO3pacTaHUs IHepPreTU4eCKmX notepb npu XPOHUYECKOM BOCNaaeHn B 6POHX0/IEr04YHOM cucTeme,
MPOSIBASAIOLLErocs MOBbILIEHHON HAarpy3KoW Ha AbiXxaTesbHyto cuctemy. B npeactaBieHHoM 0630pe 1MTepaTypbl OCBELLEHbI
COBPEMEHHbIE MPUHUMMLI MPOPUNAKTUKU M KOPPEKUMU HEJOCTAaTOYHOCTH NUTAHUS y AETEN C MYKOBUCLMAO030M, BbISIBJIEHbI
Hanbosiee NepcrnexkTUBHbIe A5 Aa/lbHENLEeN pa3paboTKM MEeToAbl, KOPPUTUPYIOLME HapPyLIEHMS HYTPUTUBHOIO cTaTyca.
lpoBeaeHHbIN 0630p Hay4YHbIX Ny6INKaL Mk MOKa3asl, 4To K y/y4lleHUIo MoKa3aTteaen HyTPUMTMBHOIO cTaTyca npu MyKoBUC-
Umao3e NpuBOAAT aKTUBHbIM MOAX0A K MUTaHMI0 B I060M BO3pacTe, MC0Ab30BaHNE arPeCCUBHbIX METO0B HYTPUTUBHOM
NnoAAEepKKN Ha poHE 3aMeCTUTEIbHON PEePMEHTHOH Teparnnu, CBOEBPEMEHHAs M afleKBaTHas Tepanus naTtoa0rum pecrm-
paTopHoro Tpakta. Hanbonee nepcrneKTMBHOM sIBASIETCS AallbHelllasl pa3paboTKa TapreTHoU Tepanuu, no3BOJISIOLEN
B pe3y/nbTaTe BO34ENCTBUSI HA 3TMONATOre€HETUYECKME MEXaHN3Mbl 3a60/1eBaHUSI YMEHbLLINTbL YacTOTy M TSXKECTb GPOH-
XOJ1E€r0YHbIX 06OCTPEHUM, YACTUYHO BOCCTAHOBUTb IK3OKPUHHYIO (YHKLMIO MOAXKENYAOYHON »Kesie3bl, YTO MNposB/sSeTCs
y naymeHToB ¢ MyKOBHCLIMAO30M yBEJIMHEHMEM MAaccChl Tesla h Macco-poCTOBOIro MHAEKCA.
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Cystic fibrosis is a severe hereditary disease with polysystemic manifestations and progressive course. Malnutrition in cystic
fibrosis occurs as a result of exocrine insufficiency of the pancreas, an increase in energy losses in chronic inflammation in
the bronchopulmonary system, manifested by increased stress on the respiratory system. The presented literature review
highlights the modern principles of prevention and correction of malnutrition in children with cystic fibrosis, identifies the
most promising methods for further development that correct nutritional status disorders. The review has shown that an active
approach to nutrition at any age, the use of aggressive methods of nutritional support against the background of enzyme
replacement therapy, timely and adequate therapy of respiratory tract pathology lead to an improvement in the indicators of
nutritional status in cystic fibrosis. The most promising is the further development of targeted therapy, which allows, as a result
of exposure to the etiopathogenetic mechanisms of the disease, to reduce the frequency and severity of bronchopulmonary
exacerbations, partially restore the exocrine function of the pancreas, which is manifested in patients with cystic fibrosis by an
increase in body weight and mass-growth index.
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OB30P JINTEPATYPbI

Mykosucungos (MB) — ato reHeTnyeckoe 3aboneBa-
HME C ayTOCOMHO-PELECCUMBHbIM TUMOM HacnenoBaHus,
XapaKTepuaylolleecss KIUMHUYECKMM MNOAMMOPOU3MOM,
TSXKENbIM TEYEHWEM U NMPOrHO30M. 3a6ofieBaHMe 06yCc/oB-
NIEHO MyTalMel reHa, OTBETCTBEHHOrO 3a CUHTE3, coxpa-
HeHWe CTPYKTypbl 1 yHKUMIO 6enka CFTR (cystic fibrosis
transmembrane conductance regulator). MNpu MB gedunuyunt
TpaHcmembpaHHoro 6enka CFTR npnBOAMT K HaKOMNAEHUO
XJiopa B KJIETKax MU BTOPUYHOMY HAKOMEHWNIO MOHOB HaTpus
C MNOBbIWEHHbIM BCACbIBAHUEM OKOJIOKIETOYHOW MWUIKOCTH
BHYTPb KNETKWU. B pesynbrate HaxoAsWMNACS BHE KIETKM
CEKPET 3K30KPUHHbIX KeNe3 CTaHOBUTCS TYCTbIM, BA3KUM.
3aTpyaHsaeTca OTTOK B XKeje3ax KOXHbIX MOKPOBOB, PeCcnu-
pPaToOPHOro TpaKTa, KULIEYHWKA, B NOAXKENYAOHHON XKenese,
nevyeHu, Moyenonosou cucteme [1, 2].

B Poccun oTMevaeTcsi yBenMYeHWe 4yucna nauueHToB
C AMarHo30M «MyKOBMCLMAO03», 3a 2011-2021 rr. Konuye-
CTBO 60JIbHbIX BO3POC/O B 4 pa3a, YTO CBA3AHO He TOJIbKO
C POCTOM HacneACTBEHHOW NaToNOMMKU, HO U C yay4ylleHUeM
BbI)KMBaeMocTu naumeHtoB ¢ MB. Yactota MB B 2019 .
B Poccun cocTaBnsieT, no AaHHbIM MeanKo-reHeTM4ecKoro
Hay4HOro ueHTpa um. akad. H.M. boykoBa, 1 : 9000 HoBoO-
pOXAeHHbIX, B EBpone Konebnetca ot 1: 600 go 1 : 17 000
HOBOPOXAEHHbIX [3, 4].

B natonormnyeckuin npouecc npu MB npeunmyliecTBeH-
HO BOBJIEKAIOTCA Kenes3bl PECNUPATOPHON CUCTEMBI, Keny-
[IOYHO-KMLIEYHOTO M ypOoreHuTanbHoro TpakToB. Cnepyet
OTMETUTb, YTO B MEPBYIO 04epeab cTpagaeT 6pPoHXUaNbHOE
[lepeBo, CryluiaeTcs naHKkpeaTUyYecKWi COK, pasBMBaeTCH
xonecta3. MoKpoTa HaKkannuBaeTcsi, MHOUUMPYETCS, 3TO
COMpOBOXAaeTcs 06CTPYKLMEN, BOCNANIEHMEM M MOBPEXaE-
HWEM AblXxaTeNbHbIX NYTEW, HEYKIOHHBIM yXyalleHnemM yHK-
LMK NEerkux u pasBUTUEM [blXxaTelbHON HEAO0CTaTO4YHOCTH
[5-7]. CryweHne ceKkpeTa NOAXeNnyao4yHOW enesbl, BOC-
nanuTenbHble U3MEHEHUS KULIEYHWKA NPUBOAAT K TAXeNown
ManbabcopobLmn 6enKa, }upa, }upopacTBOPUMbIX BUTAMMU-
HOB, MMKPO3JIEMEHTOB, YTO OTPa)KaeTcs Ha HYTPUTUBHOM
cTtaTyce pebeHKa nposiBNieHusMU aeduumuTa Macchbl Tena
M pocTa C Pa3BUTUEM aHEMUW, OCTEONEHUMU, INEKTPONUTHBIX
HapylweHUn (aeduumnT HaTpus, Xaopa, Kanblus), NoAUruno-
BMTAaMMHO3HbIX COCTOAHWI. Y nauueHToB ¢ MB HapyweHne
BcacblBaHMa 6Gefnika Ha ¢doHe ynoTpebneHus NpoAyKTOB,
cofiepxallux NerkoycBosiemble yrieBoabl, MPUBOAMUT K CHU-
EHWIO MbILEYHON MacChbl U 4acTUYHOMY 3aMELLEHUI0 ee
¥UPOBOM TKaHblo [8, 9].

YacTteiM npossneHnem MB daBnasetrcs HyTpuTMBHas
HEeAOCTaTOYHOCTb, BO3HMKaloWaa B pe3ynbTaTe CHUXKEe-
HUS 3K30KPUHHON GOYHKUMWM MOAXKENYAOYHOW Kenesbl
y 85-90% 60NbHbIX, XPOHWYECKOro BOCMNaneHns B GPOH-
XOJIEr0OYHOM CUCTEME U KUIIEYHUKE, CTYLLEHUS XKenuw,
NPOSABASAIOWErOCS YXYALIEHUEM 3MYNbraumMm U HapyLIEeHHU-
€M BcacblBaHUA unpa. HU3Kaa akTMBHOCTb NaHKpeaTuye-
CKMX U KMLLEYHbIX GepMeHTOB 06YyCNOBJIEHA TaKKe NOBbI-
WEHHbIM BbIAENIEHUEM XKENYAOYHOr0 COKa y NauMeHToB
¢ MB [10, 11].

B knaccudukauunm MB, npuHaTon BcemmnpHon opranu-
3aumen 3apaBooxpaHeHus n MexayHapoaHoW accouuma-
uMen MykoBucuMao3a, Gopmbl 3aboneBaHUs OTpa)KatoT
noTeHLUManbHbIN PUCK Pa3BUTUS TSKENON KIMHUYECKOWM
CUMNTOMATUKKU MNKM MaHudecTauum nposiBneHuin 3abone-
BaHWs B JanbHenwem. JleroyHo-kuweyvHas dopma (Knac-
cuyecknm MB c naHKpeaTM4eCKOM HeLOCTaTOYHOCTbIO)
NPosIBNSIETCA MPOrpeccUpylolMMmU CTPYKTYPHbIMU U3Me-
HEHUSIMU NIEFOYHOM TKAHM U NPOSIBNEHUSIMU HYTPUTUBHOM
HeAoCTaToOYHOCTU. [leTn ¢ nero4yHon Gopmor 3abosieBaHuUs
(knaccunyecknn MB ¢ HeHapyleHHOM (yHKUMEN noaxe-
NYOOYHOM Kenesbl) HYXAalTcH B €XXEerogHoM KOHTpose

YPOBHS MaHKpeaTMYeCKOW anacTasbl-l Kafa ANns OLEHKM
3K30KPUHHOM GYHKLUMWM NOAXKENYAOYHOW XKenesbl U cBoe-
BPEMEHHOIO BbIABAEHUSA pPUCKA Pa3BUTUS HYTPUTUBHOM
HeaoCcTaToYHOCTU. Y GONbLIMHCTBA AETEN C HeonpeaeneH-
HbIM IMA@rHO30M MPU NONOXKUTENIbHOM HEOHaTalbHOM CKPHU-
HUMHre Ha MB K 3 rogam nposiBASOTCA KIMHUYECKUE CUM-
nToMbl 3a6oneBaHua. MB TakXe MOXeT MaHubecTUpoBaThb
B AafibHenweM y nauneHTtoB ¢ CFTR-accounMpoBaHHbIMK
HapyweHusamu [10].

Mo paHHbIM PoccuicKkoro permctpa nauueHtoB ¢ MB,
3a nepuoa ¢ 2012 no 2020 r. BbiIABNEHWE UHAEKCA MaCChl
Tena < 25-ro nepueHTUNa y aeten ymeHbwunocb ¢ 51,2%
cnyvyaeB o 43,7%. B 2020 r. meamaHa uHAEKca Macchl
Tena B NepLeHTUNsAX y AeTen paHHero Bo3pacta (2—-3 roaa)
cocTtaBuna 55, y ieTen 4OWKONbHOro Bo3pacTta (4—6 net) —
47, y neTen LWKONbHOrO BO3pacTa OTMEYaeTCs CHUMKEHWe
nokasatens Kk 16—18 rogam Ao 24, 4To OTpaKaeT ycuneHune
NPOSIBNEHUA HYTPUTUBHOM HEAOCTAaTOYHOCTU B pesynbrate
nporpeccupytoLLero Te4eHma 3abonesaHus [3].

B HacTosillee Bpemsa ocoboe 3HayeHue npuobpeTaer
COBEpPLIEHCTBOBAHME COBPEMEHHbIX MPUHLMMNOB KOppeK-
umMn nposieneHun MB c paspaboTkon Haubonee nepcrnek-
TUBHbIX METOA0B JieyeHuss. CBoeBpeMeHHoe Ha3HayeHue
HYTPUTUBHOMN NOAAEPKKU Ha OHe 3amecTuTenbHou dep-
MEHTHOW Tepanuu, Ne4ebHbIX MEPONPUATUIA MO YIyYLLIEHWIO
pecnupatopHon GYHKLMKW, TapreTHon Tepanuu Mno3BOASET
3aMeNIuTb UK U3bexaTb pa3BUTUA GENIKOBO-3HepreTmye-
CKOM HeJ0CTaTO4YHOCTH, CMNOCOBCTBYET YMEHbLUEHUIO Yncna
060CTPEHUIN GPOHXONEroYHOro npoLlecca, 4To SBNSETCSH
BaKHbIM KpuTepuem 3adHEeKTUBHOCTU KOMMJIEKCHOMO Neve-
HUs nposiBneHnn MB [12-14]. B npeactaBneHHoM o63o0pe
nMTepaTypbl OCBELLEHbI COBPEMEHHbIE MPUHLMMbLI NPOdU-
NTAKTUKU U KOPPEKL MU HEeaoCTaTOYHOCTM nutaHus npu MB
y AeTew, BbiiBNieHbl Hanbonee abPeKTUBHbIE ANA AaHHOM
naToNormm MeToabl BO3AEWCTBUSA Ha HYTPWUTUBHbLIA CTaTyC
pebeHKa. [MoMCK Hay4HbIX Ny6AnKauuin NPoOBeAEH B 3MeK-
TPOHHbIX 6a3ax AaHHbIX Ha pecypcax PubMed, elibrary,
Google Scholar. B 0630p 6blin BKJOYEHbl Ny6nnKauum
3a nepuog 2017-2023 rr.

AUWETOTEPANMUA NPU MYKOBUCLIUAO3E

[uneToTepanus COCTaBASET Ba)KHYD 4acTb KOMIJIEKC-
HOW Tepanuu npu MB, KoTopas Heob6xoanuma Ang noanep-
aHWS ONTMManbHOro pocta, ¢GWM3MYECKOro M MOSIOBOrO
pPa3BUTUS, MOBbIWEHUS Ka4yecTBa XW3HU W yNyylleHus
BbIXXMBAeMOCTW. HeocTaToyHOCTb NUTaHMsa npu MB oTpu-
LaTeNlbHO CKa3blBAETCS Ha TEYEHUMN GPOHXONENOYHOIO MPO-
uecca, NposiBNAsicb ocfabfieHneM AbiXxaTeNbHblX MbllL,
YMEHbLIEHUEM NIETOYHbIX 06bEMOB, AUCDYHKLMEN UMMYH-
Hou cuctemsbl [11, 13].

B cBS13K C HapyLweHWeM BcacbiBaHUS HYTPUEHTOB U MOBbI-
LLIEHHOM NOTPEOHOCTbLIO B BEJIKE, }UPE NPU GPOHXOIEMOYHbIX
060CcTpeHnsx naumeHtam ¢ MB Heob6xoanMMa BbICOKOKaso-
puiHas aueTa C MoBbllleHWeM Kanopaxa o 120-150%
Mo CPaBHEHUIO C HOPMOW, YBENUYEHUEM MOCTYNAEHUS Gen-
Ka Ha 20%, wupa — Ha 35-40% OT CcyTO4YHOro Kanopa-
a C ajIeKBaTHOM 3aMeCTUTE/IbHOW GEPMEHTHOM Tepanuen
y AeTeNn ¢ NaHKpeaTUYeCKOoM HeAOCTAaTOYHOCTbIO. [NalmeHTam
¢ MB npoBoauTCS NoacanMBaHUe NULLM C LIEIbIO KOPPEKLIMK
neduunTa xnopa M HaTpus, Ha3HavyaeTcs AOMNOJHUTEIbHOE
BBE/[IEHME MpenapaToB KabLMa 1 XUPOPaCTBOPUMbIX BUTa-
MUHOB. [ 06GecneyeHns MOBbIWEHHbIX 3HEPreTUYECKMUX
NnoTPeGHOCTEN KanOPUMMHOCTb CYTOYHOrO paLMoHa paccyu-
TbiBAeTCs He Ha GaKTUYECKYl0, a Ha [JO/KEHCTBYIOLLYIO
Maccy Tefla ¢ y4eToM KaTaboM4YeCKMX NPOLLECCOB NPU XPo-
HUM4YecKom BocnaneHun [13, 15]. Hanbonee ontumanbHO
noaJepxaHue B npefenax BO3pacTHOM HOPMbI MoKasaTe-



ne TemnoB GU3MYECKOro pas3BuTUS pebeHka: 25-75-i
nepueHTUnu, uenesble nokasatenn — 50-N nepueHTUNb
[15-17].

HyTpuTMBHas HeAOCTaTOYHOCTb MM BbICOKMM PUCK ee
pa3BuTna y geten ¢ MB npu nto60M CHUMKEHUM BO3PACTHbIX
npubaBoOK Macchl Tena / pocTa uav npu dakTU4ecKom macce
Tena HWxe 25-ro nepueHTUns TpebyloT HagdHaYeHUs HYTpH-
TUBHOM MNOALAEPKKM ChneunanmsanpoBaHHbIMU NeYebHbIMM
CMecs MM B KayecTBe [JOMNOMHWUTENbHOro WAM OCHOBHOMO
nuTaHus. B noBcegHEBHOM NMpaKTUKe UCMNOMb3YIOTCH cpea-
HWE OPMEHTUPLI ANA pacyeTa AOMNOSHUTENbHbIX Kalopui
CBbllle BO3pacTHbIXx HopMm: 1-2 roga — +200 KKan/cyr,
3-5netr — +400 kKkan/cyt, 6-11 net — +600 KKan/cyrT,
ctapwe 12 net — +800-1000 KKkan/cyT [13].

OK30KpMHHaa naHKpeaTuyeckas He[OCTATOYHOCTb
(3MH) npn MB y geTen nposiBnseTcs HeaoCTaTOYHON Npw-
6aBKoOW Macchl Tena. [JeTaM nepBblX MeCALEB MXWU3HMU,
HaxoAsWMMCS Ha eCTECTBEHHOM BCKapMJ/IMBaHWUU, B KaX-
[oe KopmieHue [o6aBnsioTCsd MWKPOKancynnpoBaHHbIe
naHkpeaTtuyeckne depmeHTbl [15, 16]. Mpu coyveTaHuu
HYTPUTUBHOrO AeduumTa C HEKYNUPYEMbIM KULIEYHbIM
CMHAPOMOM Y AeTer paHHero Bo3pacTta goKasaHa addek-
TUBHOCTb MONY3NEMEHTHbIX CMEcer Ha OCHOBE MOJIHOMO
rmaponunsaTta CbiIBOPOTOYHOrO 6enka. Bbi6bop nonyane-
MEHTHBIX CMECeW onpeaensieTcs Takxe CoOCTaBOM XUPOBO-
ro KoMnoHeHTa. Hanbonee abdeKTUBHO UCNONbL30BaHUE
CMeceNn, cofepralnx cpeaHelenoyeyHble TpUramLepuabl
(CLT), BcacbiBaHWe KOTOPbIX MPOUCXOAMT 6e3 yyacTua
MNasbl U KENYHbIX KUCNOT, MUHYS TMMPaTUYECKYIO CUCTE-
My [18].

[eTn 6e3 HapyweHUs HYTPMTUBHOIO cTaTyca C IErKnm
TeyeHneM 3aboneBaHMs XOPOLO pacTyT U pa3BuBaloTCA
Ha afanTMPOBaHHbIX MOIOYHbIX CMECHX, 6ENKOBbIA KOMMNO-
HEHT KOTOpbIX NPeACTaBfieH NPenMYyLECTBEHHO CbIBOPO-
TOYHbIMK 6enkamu (60 : 40) B COOTHOLIEHUN C Ka3EUHOM.
Mpu 3TOM NpeanoyYTUTENbHbl BbICOKOKANOPUINHbIE CMECH
(1 mn cmecn — 1,5 KKan) ¢ BbICOKMM coaepKaHuem 6enka,
MMetowmne B COCTaBE XMPOBOro KOMMOHEHTa He MeHee
20-25% CLT, 4yTo no3BonseT ynyylinTb BCaCcbiBaHWE XuUpa
W CHMU3UTb A03Y NaHKpeaTuieckux GepMeHTOB Npu Ha3Ha-
YeHUU 3aMecTuTenbHOW Tepanuu. Ona BCKapMAMBaHWUSA
neten ¢ MB He UCMONb3yOTCS CMECU C HU3KUM COAEepKaHuU-
em 6enka (1,1-1,3 /100 mn) v xupa (MeHee 3,5 /100 mn)
[15, 16].

OCHOBHOM MpUHUMN aneToTepanun npu MB — aKTuB-
HbIM MoAaxo4 K NuTaHuilo B Nto60M Bo3pacTe. B nutaHuu
MNajeHUeB npeanoyTuTenbHee rpygHoe BCKapmnBaHue
C yBENMYEHMEeM KPaTHOCTU MNUTaHMSA, 4TO COOTBETCTBY-
eT peXuMMy BCKapMauMBaHus no TpeboBaHUIO pebeHKa.
Y peten B TSXKENOM COCTOSIHWUM, MOAy4YaloWMX CLUEXeH-
HO€e rpyAHOE MOJIOKO WM creunann3mpoBaHHble CMecu
4119 3HTepaNbHOro NMTaHMs Yepes Ha3oracTpanbHbli 30HA,
peXuM 30HLOBOr0 KOpPMJEHWS onpeaenseTcsd B COOTBET-
CTBWM C KJIMHUYECKUM cTaTycom peberKa. [pu BBEAEHUM
npPUKOpMa B pauMOH BKOYAOT 3HEPreTU4EeCKU NNOTHbIe
6nt04a: Kalun Co CIMBOYHBLIM Mac/ioM Ha CLEXEHHOM MOJO-
Ke WAM MOJIOYHOW cmecH, aeTckui TBopor 4,5-5% up-
HOCTM, OBOLLHOE MIOPE C MACHbIM MOPe U pacTUTEbHbIM
Mac/ioM, XeNnTok. Y aeter AOWKONbHOIO M LUKOABbHOMO
BO3pacTa NuUTaHWe AOIKHO O6biTb peryasapHoiIM — 6 pas
B A€Hb: TP OCHOBHbIX NpUEMa NULLM (3aBTpaK, 06€e4, YKWH)
WM TPU JONONHUTENbHBIX MepeKyca (2-1 3aBTpaK, NONLHUK
M Ha HOYb). B Kaxablh OCHOBHOM MPUEM MULLKU BKIOYAIOT-
cs 6nl04a, cogepKalime KayeCcTBEHHbIE UBOTHble 6eNKu
(Msico, cy6bnpoayKThl, pbliby, SlLa MK MOJIOYHbIE NPOAYK-
Tbl — Cblp, TBOPOT), Ka4eCTBEHHbIE XWPbl (pacTUTeNbHOE
Macno — NbHSAHOE, OJIMBKOBOE, COEBOE, B MEHbLUEN CTe-

NeHW MOACONHEYHOE, KYKYpPY3HOe, CNMBOYHOE), CIIOXHble
yrneBoAbl (Kpynbl, x1e6, osolun) [11, 19].

0693aTenbHO NPOBEAEHUE AWETONOrMYECKON NpPOdU-
NIAaKTUKKW NaTONOMMK NeYeHn 1 caxapHoro gnabeta, accoum-
npoBaHHbIX ¢ MB. B ¢BA3KU ¢ HapylleHUIMHU B renaTtooumIn-
apHon cdepe BaXKHyl ponb NpuobpeTaeT KayeCTBEHHbIM
COCTaB }MPOB, BXOAAWMX B paLMOH. B nuTaHMK naumeHToB
¢ MB uCKNo4aloTcs TPaHCKMUPbI, YMEHblaeTcs Konuye-
CTBO HaChbIWEHHbIX XWPOB (MaprapuH, KylMHapHbLIE XKUPbl
B rOTOBOW BblNEYKe, KOHAUTEPCKUX mM3genusx). B paunoH
BBOAATCA MOJIMHEHACbIWEHHbIE XWpbl, 6oraTble omera-3
MUPHBIMW KMCNOTaMK (MOPENPOAYKTLI, pacTUTENbHblE Mac-
na), HacblWEHHbIE XMPbl MSACHbBIX U MOJIOYHbIX MPOAYKTOB.
OcHOBHasa 4acTb yrneBofOB [O/KHa OblTb NpeacTaBneHa
Kpaxmanamu u ManbTOAeKCTPMHAMMU 3€PHOBbLIX NPOAYKTOB,
OBOLLEN, MMEIOWMX HEBBICOKUMN [NUKEMUYECKUIA WMHAOEKC.
MpocTble yrneBoabl ynoTpebastoTcs TONbKO NOCE OCHOBHbIX
NPUEMOB NUWKX ANA NpefynpexaeHna pe3kux konebaHumn
YPOBHS rnMkemun [13].

ArpeccuBHble MeTOAbl HYTPUTUBHOM NOALEPIHKKM Y 60Nb-
Hbix MB nokasanun BblCOKY0 3PpPEKTUBHOCTb, B 0COBEH-
HOCTHM Y MALMEHTOB C BblpaxKEHHbIMU HaPYLWEHUAMU HYTPHU-
TUBHOro cTtatyca. K arpeccuBHbiM mMeToAam OTHOCMUTCA
npPUMeEHeHWE 3HTepPasibHOro 30HAOBOIO MUTAHUSA 4S9 HOY-
HOW runepannuMeHTauuu, HasHavyeHue napeHTepanbHOro
nuTaHuns. NMoKkasaHusa K NPUMEHEHMIO arpecCUBHbIX MeTO-
4OB HYTPUTUBHOM NOAAEPKKM ANS AeTen: OTCyTCTBMUE NpPU-
6aBKM Macchbl Tefla UAK CHUXEHWE MacChl Tena B TevyeHue
6 mec; daKkTM4ecKas Macca Tena Hwxe 3-ro nepueHTuns
(nnn z-score MMT/Bo3pacT, macca Tena / Bo3pacT, macca
Tena / pocT MeHee —2); daKTUYeCcKas mMacca Tena Huxe
15% OT AOMKEHCTBYIOWEN UAKM MeHee 25-ro nepueHTUNN
Ha ¢GOoHe AONOMHWUTENbHOrO0 MUTaHMA crneunanuampoBaH-
HbIMK cMecsiMW. na 3aHTepanbHOro NUTaHWs nauMeHToB
¢ MB “cnonb3yloTcs CMeCcu € NOBbILEHHON KBOTOW 6enKa
M KanopumnHoOCTblo, codepxalmne CUT [10, 11]. Mpu npo-
BEAEHUN HOYHON rnepanMMeHTaLnmn JONONHUTENbHO 06e-
cneynBaetcs ot 30 go 50% aHepronoTpebHOCTH, HEOOXO-
AMMbIN 06beM CMecK BBOAAT KanenabHO B HOYHOE BpeMms
B TeyeHune 5—6 4, onTuManbHoe BBEAEHNE — C MOMOLLbIO
MHY3MOHHOro Hacoca. HoyHoe BBeAeHWe CMecH HavymHa-
10T ¢ 1/3 OT cyTO4YHOM NOTPeBHOCTU B Kanopusax 1M nocrte-
NEHHO YyBENMYMBaAlOT MO Mepe NpubGaBKM Macchbl Tena.
Mpn aTOM 06BEM CMECKH AN HOYHOrO0 BBEAEHMS AOKEH
noabupaTbCs Tak, 4TOObl He CHWKaTb anneTuT pebeHka
B lHEBHOE Bpems [15].

[lOCTOBEPHO K YAyYLWEHUIO HYTPUTUBHOrO cTatyca 60/b-
HblXx MB npuBOAWUT NPUMEHEHWE 3HTEpPaNbHOrO0 30HAOBO-
ro nUTaHuWs 4yepe3 racTpocToMy. YCTaHOBKa racTpOCTOMblI
NO3BONSET NALUMEHTY NOAAEPKMBATL aKTUBHbIN 06Pa3 KU3-
HM [16]. K meTogamM HYyTPUTMBHOM MOAAEPHKKM OTHOCMKTCSH
MEeTOZ NoBeAeHYECKOM Tepanum, OCHOBaHHbIN Ha 06yyYeHuun
nauneHToB U poanTenen naLmMeHToB NpaBuibHOMY, c6anaH-
CUPOBAHHOMY pauuMoHy nuTaHus [20].

HyTpuTuBHaa noagepKKa oKkasbiBaeT NONOXKUTENbHOE
BAUSIHWME Ha MoKasaTenn GU3NYEeCKOro pa3BuTUA Nauu-
€HTa M ABNSEeTCS HEeOTbeEMEMOW YacTblo KOMMAEKCHOM
Tepanun MB.

3AMECTUTEJIbHAA TEPANUA HEAOCTATOYHOCTH

3K30KPUHHON ®YHKLUUHN NOMKENYAOYHOMN

XKENE3bl NPU MYKOBUCLMUAO3E

Mpn MB onpegensitolnMm GaKTOpoM A1 KU3HU pebeH-
Ka SIBNSeTCA CTeMeHb MOPa*KeHUS Nerkux U XKenygoyHo-
KUWEYHOro TpaKTa (MOAXKEeNyAOYHOM Kene3bl U MeYeHw).
KnuHuyeckumn npudHakamu IMNH asngoTcs gucnentuye-
CKMe nposiBneHuns, aeduumnt maccol Tena, abaoMuHanbHbIN
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6oneBon cuHapom [21, 22]. CornacHo uccnenoBaHUAM,
npoBoAMMbIM B cTpaHax EBponbl, 50% nauueHtoB ¢ MB
MMeloT NoKasaTenn MHAeKca mMacchl Tena < 50-ro nepueH-
TMns. NoKasaTenn nHgekca maccbl Tena < 10-ro nepueHTnns
BbiiBNEeHbl Y 25% nauuneHToB [16]. Ans anarHocTuku 3MH
MCNONb3YIOTCH OMNpefeneHne CofepKaHusa naHkpeaTuye-
CKoW anacTasbl-1 B Kane (Hvxe 200 MKr/r Kana), BbiiB/ieHWe
B KOMporpamMmme HenTpanbHOro xupa (cteatopes 1-ro tmuna),
amnuaorpamma Kana (yBenuyeHue aKCKpeLuu TpUrnmuepu-
noB) [23].

3amecTutenbHas ¢epmMeHTHas Tepanus MnpPoBOAUTCSH
COBpPEMEHHBIMK MpenapaTaMun NaHKkpeaTuHa B MUKpocde-
puyeckon dopme (MMKpOrpaHynbl) Bcem naumeHtam ¢ MB,
BKJIl0Yas HOBOPOMAEHHbIX, UMEIOWMUM KIIMHUYECKME MNpPO-
ABMEHUSA KULLEYHOro CUHAPOMA U/UNKN HU3KYIO KOHLEHTpa-
LM NaHKkpeaTuyeckon anactasbl-l B Kane (< 200 MKr/T)
[15-17]. KoHTponb KoMporpammbl Ha Hanuyiuve HenTpanb-
HOro »upa ocyulectenserca 1 pa3 B 7-10 aHen. Ha doHe
NnevyeHuss oTMedaeTcs yayyweHue npubaBKM Maccbl Tena,
yMeHblUeHWe o6beMa CTyna, ero 4acToTbl, MeTeopu3ma,
ncyesHoBeHMe 60NEN B KMUBOTE, YMEHbLUEHWE CTEMEHU CTe-
atopewu [13, 19].

Mpu 3MNH depmeHTHaa Tepanua Ha3HayvaeTcs WHAWBMU-
ZAyanbHO 40O WM BO BPEMS KaXKAoro npuvema nuim. B Hava-
fle neyeHus [fo3a naHKpeaTuHa coctaBnsetr 1000 E[/Kr
Nno NMnase Ha KaxAabli npuvem nuwu Ana geten mnaglwe
4 net n 500 E[/Kr no nvnase BO BpPeMs npuemMa nuiim
4NS geTew cTapuwe 4 neT 1 B3poc/blx. 3aTeM J0o3a NocTeneH-
HO MOBbIWAETCSH 4O KYyNUPOBaHWS CUMMNTOMOB CTeaTopew,
KIMHMYEeCKUX npossneHmi IMH 1 JOCTUKEHUS afeKBaTHOMO
HYTPUTUBHOIO cTaTtyca. Y 6GONblIMHCTBA MauMeHTOB A03a
[I0/1)KHa OCTaBaTbCs MeHblle UK He npesbiwate 10 000 EA
nMnasbl/Kr maccbl Tena B cyTku unm 4000 E[ nvna3bi Ha 1 1
notpeb6neHHoro xupa [11, 20].

OCO6EHHOCTM Ha3Ha4YeHUs 3aMecTUTeNbHOW depMeHT-
HOM Tepanuu y JeTew rpyaHoOro Bo3pacTa onpegeneHsbl
Ha oCcHOBaHWW onbiTa PoccuncKkoro ueHTpa MB: Ha Kaxible
120 M NUTaHUS (CMECb MM XKEHCKOE MOJIOKO) cTapToBas
[103a paccyuTbiBaeTcs Kak 2500-3333 E/[ nunasbl (1/4—
1/3 Kancynbl npenapaTta ¢ aktuBHocTbio 10 000 EJ nuna-
3bl B Kancyne), 4to cootBeTcTBytoT 600-800 E/] nunassbl
Ha 1 r nuueBbIX X1poB [13, 19]. B ganbHenwem NnpoBoaUTCS
nocTeneHHoe HapaluBaHue L03bl NO4 KOHTPONEM KAWHMYe-
CKMX 1 NabopaTopHbIX JaHHbIX.

depMeHTHas Tepanus Npu 3IHTEpanbHOM MUTAHWUK
yepes HazoracTpasbHbI 30HA, raCTPOCTOMY Y AAETEN C TaXe-
NbIM Te4eHneMm 3abofieBaHns NoabupaeTcs UHAUBUAYANbHO
C y4yeToM BblpaxkeHHocTh 3AMH: ot 500 EA nunasbl Ha 1 1
Mpa npu OTHOCUTENbHOW MaHKpeaTUYecKOoM HeaocTaTou-
HOCTK (OTCYTCTBME YCNOBUM ANS afeKBaTHOM paboTbl NaH-
KpeaTnyecknx GepmeHToB B ABEHaALATUNEPCTHON KULLKE)
no 4000 E nunasbl Ha 1 1 Xupa npu abCoOTHON NaH-
KpeaTnyecKow HefoCTaTOYHOCTU (YMEHbLUEHWE BbipabOoTKM
naHKpeaTM4yecKnx GepMeHTOB MpW MNaToNorMM MNoaxKeny-
[LOYHOWM Xenesbl, NposBasoLleecs HefoCTaTOYHbIM MOCTY-
nneHnem ¢bepmMeHTOB B ABEHaALATUNEPCTHYO KULKy) [20].
Mcnonb3oBaHne aganTMpOBaHHbIX MOIOYHbIX CMECEW 1 fer-
KOyCBOSIEMbIX MOMY3aNEMEHTHbIX cMecen, cogepxatnx CLT,
No3BONSET YNy4lWKUTb NMoKasaTenn PpU3NYecKoro pasBuTma
pebeHKa. PacyeT 3aMecTUTENbHOM (EPMEHTHOM Tepanuu
npoBoauTcs 6e3 yyeta cogepraHus B cMecu CUT, yto gaet
BO3MO}HOCTb CHMU3UTb J03Y NMaHKpeaTUiecKnx GepmMeHToB
[12, 18]. MNMpn 30HAOBOM 3HTEPANbHOM MWUTAHWUM ANS HOY-
HOW rMnepannumeHTaLmnmM NPoBoAUTCS 3amecTuTenbHasa dep-
MeHTHasa Tepanua oT 2000 go 4000 ME no nunase Ha 1 r
XMpa BO BBOAMMOM CMECH B OAMH MW 4Ba NpuMemMa B Tede-
HWe HOyY3uK [11].

Ba)HO OTMeTuTb, 4YTO c6GanaHcupoBaHHasa AueTa
W 3aMecTUTeNbHas Tepanua HeJ0CTaTOYHOCTU IK3OKPUHHOWM
QYHKLUMM NOAXKENYy[0YHOW Kenedbl NO3BONAIT A06UTbLCS
NOBbILIEHUSA KaNOPUMHOCTM palMoHa WU, COOTBETCTBEHHO,
YAYYLWKUTb HYTPUTUBHBIN CTATyC, YMEHbLUUTb YacTOTy UHDEK-
LIMOHHbIX OCNOXHEHWN, TEM CaMbliM YBEIUYUTb MPOAOSIKM-
TENbHOCTb XM3HU aeTen ¢ MB.

HYTPUTUBHbIA CTATYC NMPU HAPYLUEHUU

®OYHKLUHUU BHEWHEIO AbIXAHUA, PABBUTUMU

BAKTEPUAJIbHbIX OCJIOXKHEHUHA

HenocpeacTBeHHaa CBA3b HYTPUTUBHOrO cTaTtyca
C OYHKUMEN NEerkmx u BbiIXMBaeMocTblo npu MB 6blna
yCTaHOB/IEHA C MOMOLLBbIO MHOFOYUCIIEHHbIX UCCNELOBAHUNM
[24-26]. Mpn UMT > 50-ro nepueHTUNS 3aperMcTpupoBaHo
CylleCTBEHHOE ynyylweHne nokasaTtenen GyHKLUMN BHELLHe-
ro AblXxaHWs, yMeHblUEHWE ANUTENbHOCTU roCnUTann3aLmu,
CHUXKEHWe KonnyecTBa GPOHXONErOYHbIX 060CTPEHNH, YBE-
NIM4eHne NPOAOIKUTENBHOCTHU XKK3HK [10, 20].

CHUXXeHWe TeMnoB pocTa, HejocTaTtoyHas npubas-
Ka WK noteps Maccobl Tena y geten ¢ MB obycnosne-
Hbl AedULUTOM IHEPrMM BCAEACTBME MOCTOAHHbLIX IHEP-
reTU4eCKUX NOTEPb M MOBbIWEHHbIX 3JHEPreTUYECKUX
noTpebHOCTEeN, NpPeBblWaloWMX MNOCTyNaeHne Kanopun
C nuuen. XpoHU4yecKoe BocnaneHne B OGPOHXONEro4YHoOm
cucTemMe MPUBOAMT K YBENMYEHUIO YacTOTbl AblIXaHWS,
NOBLILWEHHON HArpy3Ke Ha [AblXxaTenbHYl MYCKynaTtypy,
4YTO COMpOBOXAaeTcs BO3pacTaHUMEM IHEPreTUHEeCKUX
noTepb NPU U3Ha4YalbHO NOBbILEHHOM YPOBHE OCHOBHOIO
obmeHa. Bbibpoc npoBocnannTeNbHbIX LUTOKMHOB Bbl3bl-
BaeT nojasieHue cuHTe3a GaKToOpoB pPocCTa U CTUMYNS-
LMo KaTabonnama MblleYHblX U BUCLEpPaibHbIX 6GENKOB.
OTpuuaTenbHbIl 3HEPreTMYecKnin 6anaHc y 6onbHbiXx MB
ycyryéonserca no mepe yxyaweHus GyHKUUMU BHELWHEro
ObixaHua [11, 27, 28].

Mpn MB 06e3BoXeHHas 6poHXManbHasa CiM3b ABASETCS
naeanbHOM cpefon Ans KOMOHM3auuu naToreHHbiMK 6ak-
TEPUSIMKU, KOTOpble B OGPOHXONErOYHOM CeKpeTe 60JbHbIX
NosSIBASIIOTCS YXXe C paHHero BoapacTta. Vcnonb3oBaHue
aHTH6aKTepuanbHOM Tepanuu, MyKOIMTUKOB, METOAMK Ape-
HMPOBaHWA BGPOHXMANbHOIO AepeBa 3aJepXKuBaeT pasBu-
TUE XPOHMYECKON MHOEKLMU HUMKHMX AblXaTeNbHbIX NyTEN,
CHWXKaeT TEMMbI MPOrpeccMpoBaHUs NTErOYHbIX PaCCTPONCTB
[29-32]. BayKHO OTMETUTb, YTO NP CBOEBPEMEHHOM U afeK-
BaTHOM Jle4eHUn OGaKTepuasbHbIX OCNOXHEHWH, yny4yle-
HUW MYKOLIMIMAPHOIO KAMpeHca cTabunnsauns CoOCTOSHMS
nauveHTa nposiBSeTCs YMEHbWEHWEM Harpy3Kku Ha Ablxa-
TENbHYIO CUCTEMY, CHWXXEHUEM IHEPreTUHECKUX MNOoTepb,
4YTO COOTBETCTBEHHO 61aronpmUATHO OTParKaeTCcs Ha HyTpu-
TMBHOM cTaTyce nauueHTa.

POJIb TAPTETHOM TEPANUU B NPO®UIAKTUKE

U KOPPEKLIUM NPOSIBIEHWU HEJOCTATOYHOCTH

NMUTAHUA NPU MYKOBUCLIMAO3E

B nocnegHue rogbl ocoboe 3HavyeHue npuobpeTatoT
HOBble TEXHONOMMKU ANst pa3pabOoTKKM ITUOTPOMHOM M naTo-
reHeTnyeckomn Tepanun MB, HanpaB/IEHHOM Ha BOCCTAHOB-
neHne pgedeKkrta reHa wau ero npoaykta. CBoeBpeMeHHO
Ha3Ha4yeHHas TapreTHas Tepanus BOCCTaHaBAMBaET Hapy-
LUEHHYIO B pe3ynbTate MyTauuun reHa dyHKkumio 6enka CFTR,
4YTO 0COBEHHO BaXHO — KaK Ans NpobuIaKTUKKM pa3BUTUS
nposiBNeHU 3a60neBaHns, TaKk 1 419 KOPPEKLUN YIKE UMe-
IOWMXCA HapyWweHWn NIero4HOn GYHKUMM U HYTPUTUBHOWM
HeJOoCTaTO4YHOCTH. B 3aBUCUMOCTH OT BANSAHUSA Ha QYHKLMIO
6enka CFTR Bce BapuaHTbl MyTauui reHa CFTR noapas-
LensoTcs Ha 7 OCHOBHbIX KNaccoB. Pe3ynbtatom reHetu-
YeCKMX BapuaHTOB Kaacca | ABnseTcs HapylleHne cuHTe3a



6enka CFTR, knacca |l — HapyuweHne co3peBaHus 6enka
CFTR, knacca lll — HapylueHne perynsiuum xI0pHOro KaHa-
na, knacca IV — HapylweH1e NnpoBOANMMOCTH XJIOPHOIrO KaHa-
na, Knacca V — CHUXeHne KonnyectBa GyHKLMOHANbHOIO
6enKa, Knacca VI — CHUXeHWe BpeMeHW HaxoxaeHnsa 6eska
Ha NOBEPXHOCTU KNETKK, Knacca VIl — HapyleHne o6paszo-
BaHMA MaTPUYHON PUBOHYKNENHOBOW KMCNOThl [33—-35].

OHK-amnarHocTUKa 4YacTbiXx MyTaUWW MNO3BONSET Mpo-
rHO3MpoBaTb pPa3BUTME MNaHKpeaTU4eCKOM HegocTaTou-
HOCTHW. lNMauneHTbl, FOMO3WUIOTHbIE MO MyTaLMaM Knaccos
|-l («TsKenble» MyTauuu), NpoaABnAOT GeHOTUN, CBS-
3aHHbIN C MaHKpeaTM4eCKOM HeJoCTaTOYHOCTbiO, 6onee
BbICOKOM 4aCTOTOW OC/MIOXHEHWN B BUAE MEKOHMEBOro
uneyca, npexaeBpeMeHHON CMepTHOCTblo, 6ofiee paH-
HUM K1 6onee cepbe3HbIM yxyaweHneM OYHKUMKU Terkux
[35-37].

BbigsBneHne 4yacTbix MyTauMh U CeEKBEHWpoOBa-
HWEe reHa ANS MOWCKa pefKux MyTauun obecneyuBatoT
BbIGOp TapreTHon Tepanuu. [pu OTCYyTCTBUM BO3MOXK-
HOCTU MOSIHOW 3aMeHbl MYTAHTHOrO reHa HopManbHOM
KoMunen B HacToslwee Bpemsa MAeHTUOUUMPOBaHbI Manble
MOJIEKYNbl, BOCCTaHaB/AMBalOWME MPOLECChl CUHTE3a,
TpaHcnopTta K Mem6paHe unu paboty 6enka CFTR. CFTR-
MOAYNATOPbl — npenapatbl, AENCTBME KOTOPbIX Hanpas-
JIEHO Ha BOccTaHoBNeHMe dyHKUMKM 6enka CFTR. B cBasu
C MHOroo6pasnem BapuaHTOB myTauun reHa CFTR pas-
pa6oTka CFTR-MoaynsiTopoB TapreTHOW Tepanuu uMmeer
HECKOJ/IbKO HanpaBfieHnM:

1) npenapaTbl 415 HOCUTENEN FEHETUYECKOrO Bap1aHTa
Knacca | (6enoK He CHUHTE3UpyeTcsl) CroCcOBCTBYIOT «MpPo-
YuUTbiBaHUO» cTton-kogoHoB CFTR-mRNA. o cocTosiHuio
Ha CeroHsLWHNIM AeHb Tepanus He pa3paboTaHa;

2) KoppekTopbl CFTR — npenapaTbl AN HocuTenewn
reHeTM4ecKoro BapwuaHTa Knacca Il n Haubonee vacTto
BCTpeyvatoLllencs mytaumnm F508del (6enok He co3peBaeT);

3) noteHumatopbl CFTR — npenapatbl Ans Hocutenen
reHetmyeckoro BapuaHTa KnaccoB Il n IV (CFTR-KaHan
HEe QYHKUMOHUPYET UK ero GyHKLMSA CHUXKEHA);

4) ycunutenn CFTR — BoccTaHaBnMBalOT npouecc
TpaHcnsaumMmM npu obpasoBaHMK Geflka BO BPEeMS MPOXOXK-
NeHnst puéocomMbl Mo MUTOXOHAPUanbHon PHK (yBenunyenune
KonuyecTtBa 6enka CFTR) [34, 35, 38, 39].

B KnuvHMYyecKoM npakTuke dapmakonormyeckoe Moay-
IMPOBaHWE MOHHOMO TPaHCcNopTa B HacTosLLEee BPEMS BO3-
MOYHO C MUCMNONb30BaHMEM KOPPEKTOPOB U NOTEHLMATOPOB
ONS nauueHToB, MMelolmx myTaunn Knaccos I, I, IV [34,
36, 37]. Hanbonee pacnpocTpaHeHHON ABASIETCS MyTaLuWs
knacca Il reHa CFTR B aKk30He 10 — F508del, cBsizaHHas
NPEUMYLLECTBEHHO C MOSIBIEHUEM MNEPBbIX KAMHUYECKUX
npu3HakoB MB B paHHeM BO3pacTe U pa3BUTUEM NaHKpe-
aTM4EeCKOM HeJoCTaTOYHOCTU. YacToTa BbIIBNEHUS TeHe-
TMyeckoro BapuaHTta F508del — 52,61%, CFTRdele2,3 —
6,21%, E92K — 3,00% [3, 5].

B MHOro4mMcneHHbix uccnegoBaHuax gokadaHa adpdek-
TUBHOCTb WCMO/b30BaHWs KOMOGMHALMKW KOPPEKTOPOB
n noteHumatopoB (CFTR-moaynatopoB | u Il nokonexwms)
[ON9 YMEHbLUEHNS 4acTOThbl U TAXKECTU BPOHXONEro4HbIX 060-
CTPEHWUN, YNYYWEHUSA IKIOKPUHHOM YHKUMKU MOAKENyaoy-
HOWM >Kenesbl, YTO MPUBOAMUT K YBENUYEHUIO MaccCbl Tena
M Macco-poCcTOBOro MHaekKca [5, 35-40].

lMpoBeaeHne HEOHaTaNbHOrO CKPUHMHIA U PaHHUI CTapT
TapreTHow Tepanuu npeaynpexKaatoT pasBuTe 4eCTPYKTUB-
HbIX UBMEHEHWM NEero4YHOM TKaHU U NOAKENYAOUYHOW Kenesbl,
3HAYUTENbHO CHUMXKas PUCK GOPMUPOBAHUSA HYTPUTUBHOWM
HegocTaToyHOCTU. Ocob0oe 3HayveHue umeeT paspaboTKa
nepcoHann3nMpoBaHHbIX METOLOB NevyeHns nauneHTos ¢ MB,
MMeloLmMX Heobbl4Hble MyTauuu reHa CFTR, nytem onpeae-

nexnuns addbexktTuBHocTM CFTR-MoAyNnaTOpPOB Ha opraHouaax
B nabopaTtopHbix ycnoBusx. [poBegeHMe NepcoHanuau-
poBaHHOW Tepanuu, BbigBasaowen apdekTnBHoCcTb CFTR-
MOAYNATOPOB ANS pa3/IMYHbIX KNaccoB MyTauuh, B TOM
4yucne n peaKkux HapylweHun HyKNeoTUaHON nocnegoBarteb-
HOCTW, NMO3BONSET pPaCWMPUTb MOKa3aHWs K Ha3Ha4yeHUIo
TapreTHon Tepanuu [34, 35].

B HacTodlee BpemsaA Haubonee nepcrneKTMBHOMN
ANS ycnewHon nNpoduNakTUKM M KOPPEKLMUKU MPOSBNEHWUN
MB sgBnsetcsa ganbHenwas paspaboTKa npenapatoB Tap-
reTHOM Tepanuu, AenCTBME KOTOPbIX HampaBneHO Ha BOC-
cTaHoBneHne ¢GyHKuum 6enka CFTR, 1 MeToaoB peaaKkTu-
POBaHUS HapyLlEeHUH HYKNeoTMAHOM nocnefoBaTeNbHOCTU
reHa CFTR.

3AK/IIOYEHHME

PUCK pa3BuTUA HYTPUTUBHOM HEAOCTATOYHOCTM Y Naum-
eHToB ¢ MB o6ycnosneH ¢dopmupoBaHuem 3lMH, ycuneHu-
eM KaTaboNMyecKMx MpoLEeccoB MNpu MporpeccupoBaHum
pecnupaTtopHon nartonoruun. lpodunakTuka HapylweHun
N KOPPEKLMSA BOSHUKLUMX UBMEHEHMI HYTPUTUBHOIO cTatyca
nauueHTa o6ecneynBaeTcs akTUBHbIM NOAXOAOM K MUTAHUIO
C NOBbIWEHWEM KaNoOpWUMHOCTM pauuoHa Ha doHe 3ame-
CTUTENbHON GEepMEHTHOM Tepanuu, yMEHbLUEHNEM Harpys-
KW Ha AblXaTebHYI0O CUCTEMY, CHUKEHUEM IHEPreTUYECKUX
noTepb Npy CBOEBPEMEHHOM U afleKBaATHOM fie4eHnmn naTo-
NIOrMK pecnmMpaTopHOro TpakTa.

[eTn ¢ nNposiBAEHWSIMM MYKOBMCLMAO3A HyxAaloT-
Csl B KOMMNEKCHOW Tepanuu, BKOYalowWwen HYyTPUTUBHYIO
noadepXKy Ha ¢doHe 3amecTUTEeNbHOM Tepanuu naHKpe-
aTM4ecKkMMmn depmeHTamu, MOCTOSIHHOE WMCNOoNb30BaHWe
MYKONMTUYECKMX MNpenapaToB, NnevyeHne GaKTepuanbHbiX
OC/IOXKHEHUI, CBOEBPEMEHHOE MNOAK/OYEeHWEe TapreTtHomn
Tepanuu. KomnaeKcHbIM NOAX04 U HEMPEpPbIBHOE NpoBeae-
HWe ne4yebHbIX MEPONPUATUIA 3aMEANSI0T Pa3BUTHUE AECTPYK-
TUBHbIX NPOLECCOB B AblXaTE/IbHON CUCTEME U KeNyLoyHO-
KULWEYHOM TpaKTe, YTO N03BONSET 60bUNHCTBY NaLMEHTOB
LOCTUIHYTb 3penoro Bo3pacta.

MoBblleHMe KayecTBa M MNPOAOIKUTENBHOCTU KU3HU
60nbHbIX MB Ha coBpemeHHOM 3Tane obecne4ynBaeTcs nep-
COHaNM3MPOBaHHbLIM MOAXOAOM K Tepanuu, UCNONb30BaHU-
eM nepefoBbIX HayyHbIX AOCTUXKEHUW. Hanbonee nepcnek-
TUBHOM §IBNSieTCA AanbHenwas pas3paboTKa npenapaTtos,
BOCCTaHaBnuBawoWwmnx dyHKUuio 6enka CFTR, n metonos
ycTpaHeHus aedekrta reHa CFTR.
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