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O6ocHoBaHMe. HemocTaTouHOCTh MUTAHUS YacTO COIPOBOXIAET
MykoBucIao3 (MB) u Moxer OBITH KakK erornpu3HaKoM, Tak
U COMyTCTByIoIIeH mnarosnorveil. HyTpuTuBHBIA cTaTyc mnarueHTa
TECHO CBfI3aH C (PYHKIMEH JIETKUX U BBIKMBAEMOCTBHIO, MOITOMY
JUETOTepanus BXOAUT B craHjapT JedeHuss MB. Pexkomenpaiyn
ESPEN, ESPGHAN u ECFS mnocpsiieHsl pa3inyHbIM acreKTam
querorepanuu mpu MB.

Mertonapl. Hacrosmue PEKOMEHIalIiA pa3paboTaHbI
MEXIYHAPOTHOM  MEXIUCIMIUIMHAPDHOM pabdoyeld rpymmod B
COOTBETCTBUM C O(UIMAIBHO yTBEPKACHHBIMU  CTaHIAPTAMHU.
YpoBeHb [10Ka3aTeJbHOCTH M CHJIa PEKOMEHAALMI OMpeesiich
¢ nomompio cuctembl GRADE. Bee yTBepkaeHus oOCyXaaiuch
W SKCHEpTHbIE OLEHKM 0O0padaThIBAIMCh C TIOMOINBI0 METofIa
cornmacoanus  «enbdu»  (Delphi). 3arem  yTBepkaeHus
paccmarpuanuck ESPGHAN u ECFS. OkoHuaresibHOE peliieHre 00
yTBEPXkJIEHUH pekoMeHauy npuHuMany wiensl ESPEN c nmomorisio
MHTEePHET-TOJIOCOBAHUSI.
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KoJ1eKTHB aBTOPOB
Pexomengamun ESPEN-
ESPGHAN-ECFS
0 JMEeTOTEePANUHA
[P MYKOBHCIIM/103€
y MJIaJI€HIIEB,
eTer U B3POCJabIX

Obocrosanue. HegoCcTaTOUHOCTh MUTAHUSI YaCTO COMPOBOXK-
naeT MyKoBucuao3 (MB) u MoxeT OBITh Kak €ro MpU3HAKOM,
TaK U COMYTCTBYIOIIEN narosorveid. HyTpuTuBHbI cTaTyc ma-
LIMEHTA TECHO CBSI3aH C (DYHKIMEU JIETKUX W BBDKUBAEMOCTBIO,
[O3TOMY JMETOTEpanus BXOAUT B cTaHaapt jedyeHus MB. Pe-
komenaaimu ESPEN, ESPGHAN u ECFES nocssiiieHsl pa3iny-
HBIM acrieKkTam auerorepanuu npu MB.

Memoowl. Hactosiiie peKoMeHIaIy pa3padoTaHbl MEKTy-
HAPOJIHOW MEKIUCIMITMHAPHOW pabodelt rpyIor B COOTBET-
CTBUM ¢ O(DUIIUATIBHO YTBEPKICHHBIMU CTaHAApTaMU. YPOBEHb
JIOKA3aTeIbHOCTH U CUJIa PEKOMEHIALIUI ONPeESINCh C IOMO-
mpio cucteMsl GRADE. Bee yrBepikaenrst 00Cy K Jaiuch 1 9KC-
NIepTHBIE OIIEHKU 00padaThIBAIUCH C MOMOIIIBIO METO/Ia COTIACco-



BaHus «Jlenbdu» (Delphi). 3atem yTBepxkIeHUs1 paccMaTprBa-
mick ESPGHAN u ECFS. OxkonuatesbHOe periienue 00 yTBep-
KJIeHUU pekoMeHaaimu npuHuMaiv wieHsl ESPEN ¢ nomornipio
VMHTEPHET-TOJIOCOBAHUS.

Pe3ynvmamul. Pabouast rpyrmna peKoMeH/1yeT HauuHATh [TU-
eToTepanuio Kak MOXHO paHbIle MOCJe YCTAHOBJICHUS TMarHO-
3a, C MOCJIEAYIIUM Pery/IsSpPHbIM HAOMOIEHUeM U 00ydeHHeM
nalyeHTa/poacTBeHHUKOB. ONTUMaIbHBIM UTAaHUEM JJIS MJa-
JICHLIEB CUMTAETCSl MCKJIIOUMTENIbHO TPyJHOE BCKapMJIMBAHUE;
€CJId OHO HEBO3MOXHO, PEKOMEH/YeTCsl CTaHAapTHasi MOJIOY-
Hasi CMeCh JUIsl UICKYCCTBEHHOTo BckapmuinBaHus. [TorpebieHne
SHEPruM JIOJKHO ObITh aalTUPOBAHO TaK, YTOOBI TOCTUTHYTb
HOpPMaJIbHBIX ([IJ11 COOTBETCTBYIOIIETO BO3pacTa) MokKaszaresien
MAacchl TeJla U pocta. B psine cilydaeB MOKAa3aHO paHHEEe Hayda-
JIO 3aMECTUTEJIbHOIN Tepanuy MaHKpeaTuyecKuMH (pepMeHTaMu
Y BUTAMUHOTEPAIINH, C [TOCIIEIYIOIUM PETYISIPHBIM KOHTPOJIEM.
[Ipu coxpaHHON (PYHKIMU TOAKETYIOUYHOM KeJie3bl PEKOMEH-
JeTCsl €XXEerofHasi OIleHKa €€ COCTOSIHUS MO COAEPXkKaHUIO MaH-
KpeaTHJecKOou 37acTa3bl B Kajie. PekoMeHayeTcs: TOMOMTHUTE b-
HOe MOTpeOieHre HATPUsl U OLIEHKA COOTHOIIEHUSI HAaTpUii-Ke-
pEaTMHUH B MOYe, B COOTBETCTBUU C (PPAKIIMOHHON IKCKPEIIU-
eit Hatpus. [Ipu mono3peHny Ha AepUIAT Kejre3a HeOOXOIUMO
UCKJTIOUMTh (POHOBBIM BOCHAJIMTENIbHBIM MPoIiecC. Y MalleHTOB
crapuie 10 jier HeoOXOIMMO OIIEHUBATh TOJIEPAHTHOCTD K IJTIOKO-
3e. MUHepasibHYIO0 IJIOTHOCTb KOCTEH OLIEHMBAIOT Y MALIMEHTOB
crapuie 8-10 ner. I1pu HapymeHnn (pU3M4ECKOro pa3BUTHS WU



HU3KOM HYTPUTHBHOM CTaTyce CHavajga PeKOMEHIYIOTCs Mepo-
pajbHbIe JOOABKY K THIIE, 3aTeM — 30HI0BOE SHTEPATBHOE IMH-
TaHMe MOJIMMEPHBIMU cMecsIMU. B pse ciaydaeB nokaszaHo Jo-
HOJIHUTEIbHOE BBeeHHe IIMHKA. [Ipenaparsl NoJIMHACHIIEHHbIX
JKHAPHBIX KUCJIOT, CPeCTBA /711 JISYEHH s OCTEOIopo3a, pernapa-
Tl TOPMOHA POCTA, CTUMYJISTOPBI AllleTUTa U MPOOUOTUKH He
PEKOMEHYIOTCS, /10 TIPOBEJCHHS JIOTIOTHUTEIbHBIX UCCIE/I0Ba-
HUM.

3akaouenue. Jlperorepanuss U HYTPUTHMBHAs TOJJEPKKa
JOJDKHBI OBITh HEOTHEMJIEMBIM KOMITOHEHTOM Jiedenuss MB.
OoecrnieunBaTh HOpMAJILHOE (PUBNIECKOE Pa3BUTHE AETEH U MO~
JepkUBaTh YIOBJIETBOPUTEIbHBI HYTPUTUBHBINA CTaTyC B3pOC-
JILIX— OCHOBHBI€ 11€JT1 MEKIUCHUITTMHAPHBIX [IEHTPOB MO Jieve-
HMIO MYKOBHCLIMIO03A.



1. BBegenue

1.1 Pa3pa06oTka peKkoMeHIamuii mo
ANETOTEePanui NIPU MYKOBHCIIM/103€

Pa3paboTka OOHOBJICHHBIX PEKOMEHIAIMA MO MHUTAHUIO U
HYTPUTUBHOU MOAEPKKE OOIBHBIX MYKOBUCIIMI030M (MJIaJeH-
1IeB, JIeTell 1 B3pocibiX) Oblia HayaTa EBpomneiickoil accormariy-
el KIIMH14YecKoro nutanusi U merabonmusma (European Society
for Clinical Nutrition and Metabolism, ESPEN). B pa6ouyio
IpyNIy BXOOWIM Bpayd, AWETOJIOTH, IMEAarord, olnajaaroiiye
SKCMIEPTHBIMM 3HAHUSIMU B OOJNACTM MYKOBUCIIMAO3a, & TaKxke
koopauHatop (SMS); Bce OHU SIBJISIIOTCS aBTOPAMU HACTOSIIIUX
pEKOMEH/IalU .

[Mocnennue KokpeltHOBCKME cucTeMaTniecKie 0030pbl IOKa-
3aJIM, YTO PaHJOMU3UPOBAHHBIX KOHTPOJIMPYEMbIX MCCIIEI0BA-
HUM, TOCBSIIEHHbIX 3 dektam auerorepanuu npu MB, Heno-
cTaroyHo %678, TloaTOMy MHOTHE KJIMHHUYECKHE PYKOBOICTBA

! Bonifant CM, Shevill E, Chang AB. Vitamin A supplementation for cystic fibrosis.
Cochrane Database SystRev2014;5:CD006751

2 Chinuck R, Dewar J, Baldwin DR, Hendron E. Appetite stimulants for people with
cystic fibrosis. Cochrane Database Syst Rev 2014;7:CD008190

3 Ciofu O, Lykkesfeldt J. Antioxidant supplementation for lung disease in cystic
fibrosis. Cochrane Database Syst Rev 2014;8:CD007020



110 HyTPUTUBHOM MO/IJIEP:KKE OCHOBAHBI HA COTJIACOBAHHBIX MHE-
HUsX 9KenepTor’ !, [Ipu cocraBieHnn pekOMeH Al SKCTep-
Thl ucnosb3oBamu cucreMy GRADE, nospossioniyio orpeje-
JIUTh YPOBEHbL OOKA3AMENLHOCU U CUAY PEKOMEHOAUUl; METO-
JMYECKUE TIPUHIIUIIBI OTMIMCAHBI B OTAEIBHOM JOKyMeHTe 2. B ar-
pene 2012 rona 6puta mposeaeHa Bcrpeua B Ctokromsme (I1IBe-
ust). Hacrosimue pekoMeHaaIuu mpeacTaBisiioT co00i 0OHOB-
nenue EAuHBIX eBpOMENCcKUX PeKOMEHAAIU M0 MUTAHUIO s
OOJILHBIX MYKOBUCIIAAO30M 3.

4 Conwell LS, Chang AB. Bisphosphonates for osteoporosis in people with cystic
fibrosis. Cochrane Database Syst Rev 2014;3:CD002010

3 Ferguson JH, Chang AB. Vitamin D supplementation for cystic fibrosis. Cochrane
Database Syst Rev 2014;5:CD007298

® Okebukola PO, Kansra S, Barrett J. Vitamin E supplementation in people with
cystic fibrosis. Cochrane Database Syst Rev 2014;12:CD009422

! Smyth RL, Rayner O. Oral calorie supplements for cystic fibrosis. Cochrane
Database Syst Rev 2014;11:CD000406

8 Somaraju UR, Solis-Moya A. Pancreatic enzyme replacement therapy for people
with cystic fibrosis. Cochrane Database Syst Rev 2014;10:CD008227

9 Borowitz D, Baker RD, Stallings V. Consensus report on nutrition for pediatric
patients with cystic fibrosis. J Pediatr Gastroenterol Nutr 2002;35:246-59

10 Cystic Fibrosis Trust. Nutritional management of cystic fibrosis. Bromley, UK:
Cystic Fibrosis Trust; 2002

1 Sinaasappel M, Stern M, Littlewood J, Wolfe S, Steinkamp G, Heijerman HG,
et al. Nutrition in patients with cystic fibrosis: a European Consensus. J Cyst Fibres
2002;1:51-75

12 preiser JC, Schneider SM. ESPEN disease-specific guideline framework. Clin
Nutr 2011;30:549-52

13 Sinaasappel M, Stern M, Littlewood J, Wolfe S, Steinkamp G, Heijerman HG,



[Touck nuTepaTypbl OCYIIECTBISICS B Oa3e HaHHBIX Pub
Med, a Takxe B KokpeitHOBcKo# OuOmMoTeke (ImyOavKammy 10
2014 ropa). Wcnonb3oBasicsl CAeAyIOIUI MOUCKOBBIA 3aMpoc:
cystic fibrosis AND (nutrition®* OR diet* OR nourishment OR
nutrient OR nutriment OR malnutrition OR malnourishment OR
undernourishment OR calorie* 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 ookazamenvrocmu onpenensiics ¢ MOMOIIBIO psaa
(pakTOpOB, B YACTHOCTH, TIO KOJIMYECTBY U TUITY HAYUHBIX UCCIIE-
noBaHum 415161718 KagecTBO JIOKa3aTeabCTB, HA KOTOPBIX OCHO-
BaHa PEKOMEHJAIMA M YPOBEHb JOCTOBEPHOCTH 3(peKTa ore-

et al. Nutrition in patients with cystic fibrosis: a European Consensus. J Cyst Fibres
2002;1:51-75

14 Petrie G, Barnwell E, Grimshaw J, on behalf of the Scottish Intercollegiate
Guidelines Network. Clinical guidelines: criteria for appraisal for national use.
Edinburgh: Royal College of Physicians; 1995

15 Agency for Health Care Policy and Research. Acute pain management, operative
or medical procedures and trauma Rockville, MD, USA. 1992. p. 92-0032

16 Atkins D, Best D, Briss PA, Eccles M, Falck-Ytter Y, Flottorp S, et al. Grading
quality of evidence and strength of recommendations. BMJ 2004;328:1490

17 Edenborough FP, Borgo G, Knoop C, Lannefors L, Mackenzie WE, Madge S, et
al. Guidelines for the management of pregnancy in women with cystic fibrosis. J Cyst
Fibres 2008;7(Suppl. 1):S2-32

'8 Smith C, Winn A, Seddon P, Ranganathan S. A fat lot of good: balance and trends
in fat intake in children with cystic fibrosis. J Cyst Fibres 2012;11: 154-7



HUBAJIUCh OT 6bICOK020 H0 oueHb Huzkozo (Taoauua 1)"°. Jlo-
Ka3aTeJIbCTBA, OCHOBAaHHBIE HA [TOCTOBEPHBIX pe3yJbTaTax Me-
Ta-aHaJIM3a OOJBIIIOrO0 YKCIa PaHAOMU3MPOBAHHBIX KOHTPOJIH-
PYEMBIX MCCJIEIOBAaHUM, CUATATIMCh TOKA3aTeIbCTBAMU BBICIIIE-
ro kauectBa. Crieiyoliuii ypoBeHb KauecTBa MPUCBAaUBAJICs J10-
Ka3aTeJIbCTBaM, OCHOBAHHBIM Ha pe3yJibTaTaX Kak MUHUMYM OfI-
HOTO XOPOIIIO CIJTAHUPOBAHHOIO PAHJOMU3UPOBAHHOIO KOHTPO-
JupyeMoro uccienoBanus. JlokazaTeabcTBa CpeIHErO U HU3KO-
IO YPOBHsI KauecTBa ObLIM TOJIyYeHBbl B XOJe KOHTPOIUPYEMBIX
WCCIIE/IOBAHUT, TIPOBE/ICHHBIX 03 paH/IOMU3AIINH, B KOTOPTHBIX
UCCJIE/IOBAHUSIX WM UCCIIEJOBAHUSIX TUMNA «CIIy4Yald-KOHTPOJIb»,
a Tak’Ke B HECKOJIbKMX MCCIIeIOBaHUSIX cepuu cinydaeB. [lokaza-
TEJIbCTBA, OCHOBAHHbIE HA KJIMHUYECKOM OIBITE SKCIIEPTOB WU
TMOJTyYEHHBIE B ONUCATENBHBIX UCCIEAOBAHUAX, CYATATIUCD TI0KA-
3aTeIbCTBAMM OYEHb HU3KOro KadectBa. [Ipy Hammuuu orpaHu-
YEHWH, CBSA3AHHBIX C KAUYECTBOM HCCJIE/IOBAHUS, a TaKKe IMpo-
TUBOPEUMBBIX PE3YJIbTATOB, HETOUHOCTEN B IAHHBIX WJIM MOITyC-
KOB JAHHBIX, WJIM K€ MPU BBICOKOM BEPOSTHOCTH CHUCTEMATH-
YeCKHX OMMOOK COOOIeHUs] MH(POPMAIMK YPOBEHD JIOKa3aH-
HOCTU MoHMkaJcs. [ToCTOSHCTBO M COITaCOBAaHHOCTh PE3yJibTa-
TOB WM yOeIUTe bHBIE I0KA3aTe/IbCTBA, MOATBEPKIA0IINE Ha-
JINYME CBSI3U, MPUBOIWIIM K MOBBIIICHUIO YPOBHS JOKA3aHHOCTH
(Tabauua 1).

19 Atkins D, Best D, Briss PA, Eccles M, Falck-Ytter Y, Flottorp S, et al. Grading
quality of evidence and strength of recommendations. BMJ 2004;328:1490



TABIULA 1. Ypoenu gokasatensHocTn

YpoBeHb

OnpefeneHue oKa3aTenbcre’™

Bbicokmit

CpefHui

Huzknia

QueHb HU3KNi

ManoBeposTHO, YTO AalbHeMLINe MCCNeJOBAHUA MOBANAIOT Ha Hally yBEPEHHOCTb B OLjeHKe 3ddpekTa.

ECTb BEPOATHOCTb, YTO AlanbHEMIME UCCNEOBAHUA CEPbE3HO NOBNWSIOT Ha Hallly YBEPEHHOCTb B OL|eHKe
3bdEKTa U, BOIMOKHO, HIMEHST STy OLIEHKY.

ECTb oueHb Gonbluas BEpPOATHOCTb TOTO, YTO [anbHelne NCCIENOBAHNA CEPbe3HO MOBMUAIOT Ha Hally
YBEPEHHOCTD B OLEHKE 3QHEKTa 1, BEDOATHO, N3MEHSAT STY OLIEHKY.

TMio6an oueHKa 3¢ GeKkTa HegoCTOBEPHE.

Cuna pexomenoayuu OTPENENANach Mo pe3yabTaraM OOIIEro
00CY’X/IeHHSI, B XOlle KOTOPOTO BBICKA3bIBAIUCH U OOCYKIAIUChH
MHEHHU 1 SKCIIEPTOB, OLIEHUBATIOCh COOTHOIIEHHUE TOJTb3bI M PUCKA
JUISl peKOMEH/IallK, a TaKXkKe CBSI3aHHbIe C Hel 3aTparhl. Takxke
paccMaTpUBAIMCh MOATBEPAKAIONINE JIaHHBIE, TT0C/IE Yero Mpu-
MeHsuIcs MeToql cornacoBanust «Jlenbdu» (Delphi) u npoBoau-
JI0ch ToiocoBadue. OOCykIeHre peKOMEHIAINH TIPOJOIIKATIOCH
JI0 TeX TOp, MOKa He JOCTUrayIoch cornaiienue (Taoauya 2).

TABJMTULUA 2. Cuna pekomengaymn

Cuna pekomeHgaumm

CunbHas Mbi pekomeHflyeM / He peKoMeHyem

Cnabas Mbl npegnaraem / He npegnaraem

HaxkoHer, MoTHBIN CITUCOK YTBEPKICHWIA ObLUT Pa30CciiaH BCEM
wieHaMm ESPEN (2639 uenoBek) Mo 371eKTPOHHOM IOYTE B BU-
ne (aiina; MUChbMO COMPOBOXKAAIOCH MPOCKOON MOATBEPAUTD
KaXJ10e yTBEepK/IeHHEe WM OTKJIOHUTH €ro (B MOCTEJHEM CIly-



Yyae HeoOXOAMMO ObLJIO aTh OOOCHOBAHUE). YIIOMSIHYTHIN (haiit
sanonamm 50 unenoB ESPEN, nomnst omoOpeHHBIX yTBEpKIe-
HuM cocraBwia oT 61 1o 100 %. KommeHTapuu, OCHOBaHHbBIE
Ha JIMTEPaTypHBIX UCTOUYHUKAX, ObLTM YUTEHBI B UTOTOBOW BEP-
cuu pykorucu. EBporieiickomy 0OIIeCTBy CIEIUATUCTOB B 00-
JIACTU JIETCKOUM TacTPOIHTEPOJIOTUH, TeNaTOJIOTUN U MHUTAHUS
(ESPGHAN) u EBporieiickoMy 0OITIeCTBY CIEIIUATMCTOB B 00-
nactu mykosucuuaosa (ECES) — coaBTopam JaHHBIX PEeKOMEH-
Jalui — 1J1s1 OLIEHKU ObLa TPeI0CTaBJIeHa UTOTOBAsI BEPCUSI PY-
konuew; 111 ESPGHAN npousBoguiace BHEIIHSS OLEHKA.

Crnenyer OTMETHWTb, UTO JIAHHBII MPOEKT OCHOBBIBAJICS Ha
npaBuiax s pekomeraanuii ESPEN2?, tornqa kak ESPGHAN
u ECFS, npunepxusaronpiecss COOCTBEHHbIX MPaBUJI, OTHECIU
JAHHBIN MTPOEKT K YCTAHOBOUHBIM JIOKYMEHTAM.

2 preiser JC, Schneider SM. ESPEN disease-specific guideline framework. Clin
Nutr 2011;30:549-52



1.2 IloTpeOGHOCTH B MUTATEIbHBIX
BelecTBax NP MYKOBHCIIH103€

1.2.1 Onucanue npooJieMbl:
MYKOBHCIIH/103 M HeJJOCTATOYHOE NMUTAHHUE

MyxkoBucuuno3 (MB) — yrpoxarwoliee XU3HU TeHeTh4e-
CKU-00ycioBNieHHOe 3a0oneBanre. MB pacnipocTpaHeH npenmy-
LIECTBEHHO CPely IPEeICTaBUTEIIEU €BPOIIEOMIHON Pachl, OHA-
KO MOKET BCTPEYaThCs U y MPe/ICTaBUTENEN IPYTruX pac UM IT-
Hudeckux rpymm’'?2, B EBporie ypoBeHp 3a0oneBaemocti MB
cocrapisier 1 Ha 3500 HOBOPOXKIEHHBIX €BPONEOUTHON Pachi®.
Cpennsas pacnipocrpaneHHocTh MB B CIIIA u crpanax EBpo-
MercKoro cors3a uaeHtnyHa u cocrasistet 0,74 u 0,80 xa 10000
HaceJIeH!s1 COOTBETCTBEHHO*.

Xapaktepnbiii 1711 MB ¢peHOTHIT OOYCIIOBIIEH MYTallUsSIMUA B

2! Culhane S, George C, Pearo B, Spoede E. Malnutrition in cystic fibrosis: a review.
Nutr Clin Pract 2013;28:676-83

22 FitzSimmons SC. The changing epidemiology of cystic fibrosis. J Pediatr
1993;122:1 -9

23 Southern KW, Munck A, Pollitt R, Travert G, Zanolla L, Dankert-Roelse J,
et al. A survey of newborn screening for cystic fibrosis in Europe. J Cyst Fibres
2007;6:57-65

24 Farrell PM. The prevalence of cystic fibrosis in the European Union. J Cyst Fibres
2008;7:450-3



rede, kogupytoriem 6e1ok CFTR (MBTP) (MykoBucIMIO3HBIN
6enok-perynstop — MBTP). Pesynbrar sTux myrtanumii — nedwu-
T wim aucynkims 6enka CFTR, koTtopblil HapyIiaeT TpaHc-
MOPT MOHOB HATPHUS U XJIopa Yepe3 MeMOpaHy pa3IuyHbIX KJe-
TOK, B TOM YHCJIE SIUTEINAIIBHBIX 220, Kak ciiencrBue, n3MeHsI-
eTCs TPAHCTIOPT XUIKOCTEW, U CIIU3UCThIE CEKPEThl CTAHOBSIT-
cs1 6onee Bsa3KkuMU. B pesynbrare Hapymaercs: (hyHKIIMSI JIETKUX
Y TIOJKETYIOUHOM KeJie3bl, a TaKKe TeUeHH, KETYHOTO ITy3bl-
pq ¥ KUIIeyHUKa?’?8, B JIerkux Bs3Kasi CJIN3b «IPUKJICUBACTCS»
K IMOBEPXHOCTHU ABIXATEeJIBHBIX ITyTEH, YTO YXyAIIAeT MYKOIIAJIH-
apHBIA KJIMPEHC U YBEJIMYMBAET PUCK BOCHIAJICHUS U MH(DEKITHH.
Bs3kuii cekpeT MoKey10uHOM jKeJle3bl 3aKyIOpHBaeT e BHYT-
pPEHHHE MPOTOKH, YTO 3aTPyAHSIET MOCTYIUIEHHE MMUIIIEBAPUTETb-
HBIX (DEPMEHTOB B TOHKYIO KMIIIKY ¥ HAapyIllaeT BCACBIBAHUE TTH-
TareJIbHBIX BEIECTB.

MyKOBUCIIMIO3 CBSI3aH C HU3KUM HYTPUTUBHBIM CTaTyCOM
Kak HanpsMyio ((pakTopsl, 0OyCIOBJICHHBIE MYTAIMSAMHU, JIekKa-

% Cohen-Cymberknoh M, Shoseyov D, Kerem E. Managing cystic fibrosis:
strategies that increase life expectancy and improve quality of life. Am J Respir Crit
Care Med 2011; 183:1463-71

26 Li L, Somerset S. Digestive system dysfunction in cystic fibrosis: challenges for
nutrition therapy. Dig Liver Dis 2014;46:865-74

%7 Culhane S, George C, Pearo B, Spoede E. Malnutrition in cystic fibrosis: a review.
Nutr Clin Pract 2013;28:676-83

2 Li L, Somerset S. Digestive system dysfunction in cystic fibrosis: challenges for
nutrition therapy. Dig Liver Dis 2014;46:865-74

2 Li L, Somerset S. Digestive system dysfunction in cystic fibrosis: challenges for
nutrition therapy. Dig Liver Dis 2014;46:865-74



IIIMMH B OCHOBE 3a00JIeBaHM), TaK 1 KOCBEHHO (BBICOKHUE SHEP-
reTHYecKre MoTpeOHOCTH, TIOTePH SHEPrU, YCKOPEHHBIH 00-
MEH He3aMeHMMBbIX kUpHbIX Kuciaor [HKK], a Takxke cHuxkeH-
HOe TMoTpebiieHre 1 HapyIlIeHHOe BCaChIBaHKE MUTATEIbHBIX Be-
iectB)’031323334 Y neteil HU3KMII HYTPUTUBHBINA CTATYC TPUBO-
IWT K 3a7epkKKe pPOocTa M pasBUTUS>. Y [eTeid W B3POCTbIX C
MB yxymireHve (hyHKIIMY JIETKUX CBSI3aHO CO CHUKEHUEM HYT-
PUTHBHOTO CTaTyCa, YTO COMPOBOKAAETCS YBEJTMYEHUEM CMEPT-
HocTu?%37. C mpyroil CTOpOHBI, MEXKIY XOPOIIMM HYTPUTUBHBIM

30 Culhane S, George C, Pearo B, Spoede E. Malnutrition in cystic fibrosis: a review.
Nutr Clin Pract 2013;28:676-83

3ULi L, Somerset S. Digestive system dysfunction in cystic fibrosis: challenges for
nutrition therapy. Dig Liver Dis 2014;46:865-74
32 Engelen MP, Com G, Deutz NEP Protein is an important but undervalued

macronutrient in the nutritional care of patients with cystic fibrosis. Curr Opin Clin
Nutr Metab Care 2014;17:515-20

33 Kalnins D, Wilschanski M. Maintenance of nutritional status in patients with
cystic fibrosis: new and emerging therapies. Drug Des Devel Ther 2012;6: 151-61

3% Strandvik B. Fatty acid metabolism in cystic fibrosis. Prostagl Leukot Essent Fat
Acids 2010;83:121-9

35 Gaskin KJ. Nutritional care in children with cystic fibrosis: are our patients
becoming better? Eur J Clin Nutr 2013;67:558-64

36 Corey M, McLaughlin FJ, Williams M, Levison H. A comparison of survival,
growth, and pulmonary function in patients with cystic fibrosis in Boston and Toronto.
J Clin Epidemiol 1988;41:583-91

37 Stallings VA, Stark LJ, Robinson KA, Feranchak AP, Quinton H. Evidence-based
practice recommendations for nutrition-related management of children and adults

with cystic fibrosis and pancreatic insufficiency: results of a systematic review. ] Am
Diet Assoc 2008;108:832-9



CTaTyCOM M yJTyullieHreM (byHKIIUH JIETKUX TOXKe eCTh HeNOCPe/I-
CTBEHHAs CBSI3b; B pe3y/IbTaTe KJIMHUYECKUE MCXO/bI CTAHOBST-
cs1 OyarorpusiTHee, a BBKMBAEMOCTh TOBbIIIaeTcs 333940, Xors 3a
TIOCJIe/THUE IBA/IIATH JIET HyTPUTHBHBIN cTaTyc narnveHTos ¢ MB
3HAYMTESIBHO YIYUIIHUJICS, B HEKOTOPBIX CIyYasiX ONTHMAJIbHOE
[MTaHUE BCE elle He HanaxkeHo*'. Panee Hauaso JieueHus (Ha-
npumep, eciim auarHo3 MB ycraHaBimMBaeTcs Npy CKPUHHUHIE
HOBOPOXX/ICHHBIX ) UMEET psiji MpeuMyInecTB. Tak, OHO JaeT Bo3-
MOXHOCTh MUHMUMHU3UPOBATH JAS(PUITUT MUTATEIIHHBIX BEIIECTB 1
COIPOBOXIAETCS YIYUIIICHUEM HYTPUTUBHOTO CTaTyCA.

1.2.2 AKTUBHAS TAKTHUKA

YroObl MakCHMMaJbHO YIYUIIUTh WCXON 3a00JeBaHUs, IS
KaXI0ro mamueHta ¢ MB, B xone jieueHUsT HEOOXOIUMO yae-
JIATh BHUMaHUE AveroTrepanuu. /s 3Toro rpyra 3KCrepToB,
npencrasieHHass ESPEN, ESPGHAN u ECFS, cucremarnue-

38 Culhane S, George C, Pearo B, Spoede E. Malnutrition in cystic fibrosis: a review.
Nutr Clin Pract 2013;28:676-83

3 Engelen MP, Com G, Deutz NEP Protein is an important but undervalued

macronutrient in the nutritional care of patients with cystic fibrosis. Curr Opin Clin
Nutr Metab Care 2014;17:515-20

40 Corey M, McLaughlin FJ, Williams M, Levison H. A comparison of survival,
growth, and pulmonary function in patients with cystic fibrosis in Boston and Toronto.
J Clin Epidemiol 1988;41:583-91

41 McCormick J, Mehta G, Olesen HV, Viviani L, Macek Jr M, Mehta A, et
al. Comparative demographics of the European cystic fibrosis population: a cross-
sectional database analysis. Lancet 2010;375:1007-13



CKY aHAM3UPYET METUIIMHCKYIO JIMTEPATypy 1 00001IaeT COBpe-
MEHHBIE JJaHHBIE 00 AMUIEMUOJIOTUH, TATO(PU3HOIOTHH, TPOPH-
JIAKTUKE W JICYEHUI0 HEJOCTATOYHOCTU IMUTAHUS, CBSI3aHHOW C
MB. I'pynina ESPEN-ESPGHAN-ECFS pekomeHayeT npuaep-
JKHUBAThCSI OCHOBAHHBIX Ha JIOKA3aTeILCTBAX PEKOMEHAAITN, TI0-
CBSIIIIEHHBIX IMUTAHUIO U HyTPUTUBHOM MOJJIEPKKE OOJBHBIX MY-
KOBMCIIMJIO30M (MJIaJICHLIEB, IETE U B3POCIIBIX).



1.3 IIpuuniHbI HEAOCTATOYHOCTH
nuTanusa npu MB

Hepocrarounocts nutanus npu MB Bo3HHMKaeT u3-3a Heco-
OTBETCTBUSI MEXKAY IHEPreTUUECKUMHU MOTPEOHOCTAMU U (hak-
TUYECKUM TOTPeOJICHUEM TUIIU; KPOME TOTO, OHA OCJIOKHSIET-
cs1 masbaOcopOrmet. Ha ceroqHsmHui 1eHb CTaHaapToOM Jue-
ToTepanuu npu MB aBiseTcsa BRICOKOKAJIOpPUHASA AUETA C BbI-
COKHMM COJEp)KaHUEM KUPOB B COUETAHUM C 3aMECTUTEILHOU Te-
panueil naHkpeatnyeckumu pepmentamu (3TIID) u npuemom
KHUPOPACTBOPUMBIX BUTAMUHOB*?. COIIACHO TMOCTIEIHUM UCCIIe-
JOBAaHUSIM, TaKKe HEOOXOAMMBI PEKOMEH/IAINY TT0 YBEJIMUESHHO-
My noTpeOneHnIo OesIKOB, YTOObI MOMAEPKUBATh OE3KUPOBYIO
Maccy Tesia U yIy4IIUTh IOJITOCPOYHbIE UCXO/Ibl 3a001eBaHus .
Amnanornussie gansbie ectb U 11 HXKK: npennonaraercs, yro
yBenmdenHoe notpednenne HKK (nanpumep, nmuHONMEBOM Kuc-
JIOTBI) MOXXET YJIyYIIUTh BBIKUBAEMOCTb U (PU3NYECKOE Pa3BU-
e,

42 Gaskin KJ. Nutritional care in children with cystic fibrosis: are our patients
becoming better? Eur J Clin Nutr 2013;67:558-64

= Engelen MP, Com G, Deutz NEP Protein is an important but undervalued
macronutrient in the nutritional care of patients with cystic fibrosis. Curr Opin Clin
Nutr Metab Care 2014;17:515-20

44 Magbool A, Schall JI, Gallagher PR, Zemel BS, Strandvik B, Stallings VA.

Relation between dietary fat intake type and serum fatty acid status in children with
cystic fibrosis. J Pediatr Gastroenterol Nutr 2012;55:605-11



1.3.1 CranaapTHasi XapakTepuCTHKA
JOCTAaTOYHOro nuTanusi npu MB

[Mutanue mylafeHIeB U aeted, crpajaomux MB, cuuraercs
JIOCTATOYHBIM, €CJIM UX MOKa3aTeau (PU3NYECKOrO pa3BUTHS HE
OTJIMYAIOTCS OT HOPMATUBHBIX 3HAYEHUM 7151 3JI0POBBIX CBEPCT-
HUKOB. [Iy1s1 B3pochbiX, crpagaoiux MB, «noporoBoii Benuuu-
HOI» SIBJISIETCA LieJieBoe 3HaueHne uHaekca maccel Tesia (MIMT),
paccUMTaHHOE OT/EIBHO AJIsI KeHIITUH U MYKUUH*,

Tem He MeHee, 1ienieBbIX 3HaueHu VUMT HegocTtaTtouHo 11
MOJTHOIIEHHOM XapaKTePUCTUKY HYTPUTUBHOI'O CTAaTyca CTapIINX
nererd u B3pocibix ¢ MB. Engelen u coaBTOpbl yKa3bIBalOT Ha
Bce 0oJiee BBICOKYIO paclpOCTPaHEHHOCTh N30BITOYHOTO Beca U
OKUpeHUs1 — (PaKTOPOB, 3aTPYAHSIONIUX OIIEHKY HYTPUTUBHOIO
craryca*®’. JIpyruMu cJI0BaMH, YBEJTMIEHHE MaCChl Tejia He 0051-
3aTeIbHO KOPPEIUPYET C yayullleHrneM (PyHKIIMH JIETKHX; Ha ca-
MOM [IeJie BBICOKasl KUpoBasi Macca (HO, COOTBETCTBEHHO, HU3-

4 Smyth AR, Bell SC, Bojcin S, Bryon M, Duff A, Flume P, et al. European cystic
fibrosis Society standards of care: best practice guidelines. J Cyst Fibres 2014;13
(Suppl. 1):523-42

46 Engelen MP, Com G, Deutz NEP Protein is an important but undervalued

macronutrient in the nutritional care of patients with cystic fibrosis. Curr Opin Clin
Nutr Metab Care 2014;17:515-20

47 Stephenson AL, Mannik LA, Walsh S, Brotherwood M, Robert R, Darling PB, et
al. Longitudinal trends in nutritional status and the relation between lung function and
BMI in cystic fibrosis: a population-based cohort study. Am J Clin Nutr 2013;97:872-7



Kas Oe3KMpoBas Macca Tejia) yxyamaeT mpordo3 MB. Takum 06-
pazoMm, B OyAyIIMX peKOMEHAAIMSX 1Mo muTaHuio npu MB HeoO-
XOAUMO COOTHECTU noporoseie 3HaueHuss UMT, xapakrepusyio-
M€ TOCTATOYHOE MTUTAaHKUE, C MOPOTOBBIMU 3HAUEHU ST OE3KUPO-
BOIl Macchl Tena.

1.3.2 PacnpocTpaHeHHOCTD
HEJO0CTATOYHOCTH nuTanus npu MB

Hecmotpst Ha TO, 4TO BCe OoJbliie maiueHToB ¢ MB nocturaot
YIOBJIETBOPUTEILHOTO HYTPUTUBHOTO CTaTycCa, HEAOCTATOUHOCTD
MUTaHUS IO-TIPEeKHEMY BCTpeuaercsi. B cooTBeTCTBUM € MOCe -
HuM peructpom narmenToB ECFS (mannbie 2010 roma)*®, B 6051b-
IIIMHCTBE €BPOIEHUCKUX CTPaH MPAKTUYECKH TMOJIOBUHA BCEX JIe-
Tell ¥ B3pOC/biX ¢ MB COOTBETCTBYIOT KpUTEPUSAM TOCTAaTOYHO-
ro uranus. OgHAKO 9TO O3HAYAET, YTO OKOJIO TIOJIOBUHBI TTAIIN-
€HTOB HE JIOCTUTJIN Y/IOBJIETBOPUTEILHOTO HYTPUTUBHOI'O CTATy-
ca. AHajlornuHble TeHaeHIn Haomopaiorcs u B CIIA, roe me-
nuaHa Bo3pactHoro UMT (1o mikasie mpoueHTwIen) y aeteu ¢
MB ysemmunnace ¢ 41,0 B 2001 r. o 51,3 B 2011 r., a Mmeguana

NMT pnns B3pocisix ¢ MB yBenmuuunacek ¢ 21,2 no 22,1 Kr/M>
(HOpMaJTbHbIE 3HAUEHHM I JIJ151 37IOPOBBIX B3POCIIBIX COCTABIISIIOT OT
18,5 mo 25)%. Tpu sTom no ganHbM Ha 2005 roj, nmpeacTaBieH-

8 70lin A, McKone E, van Rens J, Fox A, Iansa P, Preftitsi A, et al. ECFSPR annual
report 2010. Karup, Denmark: European Cystic Fibrosis Society; 2014

49 Cystic Fibrosis Foundation Patient Registry. 2011 annual data report. Bethesda,



HBIM B OTYETe M0 PEerucTpy narreHToB PoH/Ia MyKOBUCIIMA032
CHIA (CFFoundationPatientRegistryReport), mpubmu3utebHO
YETBEPTD JIeTer HaxoauIuch HUke 10-ro mponeHTuis (macca te-
Jla B COOTBETCTBHUHU C BO3PACTOM U MOJIOM), U 22 % B3pOCTIbIX B
Bo3pacte 18-30 jeT umenn HeJoCTaTOYHYI0 Maccy Tena™.

1.3.3 IIpuuniHbI HEJOCTATOYHOI0 NMUTAHUS

IIpu MB K HegOCTaTOYHOMY NMUTAHWIO IIPUBOIUT KOMILUIEKC
NPUYMH: TIOTEPU SHEPTUH, BBICOKME SHEPreTHUecKHe MoTpeo-
HOCTU U HapyUIEHHOE MOCTYIUIEHUe MUTaTeIbHBbIX BellecTB ..
OcHOBHasi MPUYMHA TIOTEPU SHEPrUU— MabadcopOLus, KO-
TOpasi 4yacTo SBJISIETCS CJEJCTBUEM HApPYLIEHHOIO MUIIEeBape-
HUs. B cBOI0 ouepep, HapyllleHHOE NUIIEeBapeHre 00YCIOBIEHO
HEIOCTAaTOYHBIM IOCTYIJIEHUEM NAaHKPEATUYECKUX (PEpMEHTOB
B IIPOCBET KMINIEYHUKA (HEIOCTAaTOYHOCTh K30KPUHHON (PyHK-
VY TIO/IKETYIOYHON Kene3bl) 2. B ciydasx, Korja HapyIieHus
NMIIEBAPEHHs COTPOBOXKIAIOTCS METaOOIMUECKIMMU N3MEHEHH-
SIMH, TIOTepH 3Hepruu ycyryonsiorcs. [Ipumepamu Takux co-

Maryland: Cystic Fibrosis Foundation; 2011

30 Stallings VA, Stark LJ, Robinson KA, Feranchak AP, Quinton H. Evidence-based
practice recommendations for nutrition-related management of children and adults
with cystic fibrosis and pancreatic insufficiency: results of a systematic review. J] Am
Diet Assoc 2008;108:832-9

3! Culhane S, George C, Pearo B, Spoede E. Malnutrition in cystic fibrosis: a review.
Nutr Clin Pract 2013;28:676-83

2 Li L, Somerset S. Digestive system dysfunction in cystic fibrosis: challenges for
nutrition therapy. Dig Liver Dis 2014;46:865-74



CTOSIHUH MOTYT OBITh BOCHAIUTEIBHBIN MPOIECC B KHIIEUHH-
Ke, N30BITOYHBIA POCT OAKTEPH B TOHKOU KHIIIKE, HEIOCTATOY-
Has cekperysi OMKapOOHaTa, HapyIlIeHHAasl CeKpelrs UHCYJIMHA
B COUETAHUU C MHCYJIMHOPE3UCTEHTHOCTBIO Pa3IMYHOM CTEIeHU
(caxapHbIii AradeTr, accolMMpoBaHHBI ¢ MB)>* u HapyeHue
(byHKIIMYN TIeYeHn (3a00eBaHNe MIEUYeHH, aCCOIMUPOBAHHOE C C
MB)5455.

Bonee Toro, sHepreTmyeckre MOTPEOHOCTH Y TMAIMEHTOB,
crpagaonmx MB 1 nmaHkpeaTuyeckor HeI0CTaTOYHOCTBIO, BbI-
11e, YeM SHEepPreTUIecKre MOTPpeOHOCTH 3I0POBBIX Josiei. Psi
U3MEPEHUI TMOATBEPXK/JIAIT 3TO: TaK, y naiueHToB ¢ MB ot-
MeyvaeTcst 6oJiee BBICOKMI pacxXojl SHEPrMMOCHOBHOTO 0OMeHa .
Takue mokasarteny CyIIeCTBEHHO KOPPEIMPYIOT C MaHKpeaTH-
YECKOM HEJOCTATOYHOCTBIO, XOT MEXaHU3M 3TOH B3aUMOCBSI-
31 ocraercsl HessCHbIMY'. Takke BBICOKHME SHEPreTUYecKue Io-
TPeOHOCTH MOKHO OOBSICHUTh XPOHUYECKUM BOCTIATUTEIbHBIM

33 Perano S, Rayner CK, Couper J, Martin J, Horowitz M. Cystic fibrosis related
diabetes-a new perspective on the optimal management of postprandial glycemia. J
Diabetes Complicat 2014;28:904-11

4 Debray D, Kelly D, Houwen R, Strandvik B, Colombo C Best practice guidance
for the diagnosis and management of cystic fibrosis-associated liver disease. J Cyst
Fibres 2011;10(Suppl. 2):529-36

35 Dodge JA, Turck D. Cystic fibrosis: nutritional consequences and management.
Best Pract Res Clin Gastroenterol 2006;20:531-46

% Vaisman N, Pencharz PB, Corey M, Canny GJ, Hahn E. Energy expenditure of
patients with cystic fibrosis. J Pediatr 1987;111:496-500

37 Culhane S, George C, Pearo B, Spoede E. Malnutrition in cystic fibrosis: a review.
Nutr Clin Pract 2013;28:676-83



IPOLIECCOM B JIETKUX U MH(EKIMSIMH, KOTOPbIE COMPOBOK/IAIOT
MB585960.

[MoTrpednenne sHeprum y manueHToB ¢ MB, B ocobeHHOCTH
JeTell U MOAPOCTKOB, YaCTO HEAOCTATOYHO JUIsl KOMIIEHCAlUU
NeUIMTOB, BO3HUKAIOIIMX M3-3a HeI(P(PEKTUBHOIO IHEProod-
MEHa M TOBBIINIEHHBIX SHEpreThdecKux norpedHocrei. [lcnxo-
COIMAJIbHBIE ACTIEKTHI, TAKHE KaK CTPECC M HEBHINIOJHEHUE Me-
JULIMHCKUX PEKOMEHAALMIA, MOTYT YCYTryOJIsATh SHEPreTHYeCKUil
aepuumt®. CHUXaTh anmneTuT U 3aTPyAHATh MOCTYIJIEHHE MH-
TaTeIbHBIX BEIIECTB MOTYT M APYTue AOMOIHUTENbHbIE (haKTO-
PBI: BOCHIAJIMTEIIbHBIE MTPOIIECCHI B JIETKHX; TUCKOMDOPT, CBSA3aH-
HbII C HApyUIEHUSAMM paOOThl KeTyIOYHOIO-KHIIEYHOTO TpaK-
Ta (ractpoazodareabHbIil peIoKC, 3arop, CUHIPOM JIUCTaIb-
HOM MHTECTUHATBHON OOCTPYKIMU, M3OBITOUHBIA POCT OakTe-
puii); mo6ouHbIe 3(PPEKTH JIEKAPCTBEHHBIX MperapaToB 26364,

58 Dodge JA, Turck D. Cystic fibrosis: nutritional consequences and management.
Best Pract Res Clin Gastroenterol 2006;20:531-46

3 Castro M, Diamanti A, Gambarara M, Bella S, Lucidi V, Papadatou B, et al.
Resting energy expenditure in young patients with cystic fibrosis receiving antibiotic
therapy for acute respiratory exacerbations. Clin Nutr 2002;21: 141-4
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Clin Nutr 2004;23:1405-12
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1.3.4 KakoBbI nocJjieCTBHS
HEeI0CTATOYHOIr0 NUTAHuA?

HenocrarouHoe nuranue BIMSET Ha (PyHKLMIO IbIXaTeJIbHON
MYCKYJaTypbl, CHUKAET TOJEPAHTHOCTb K (PU3NYECKUM HArpy3-
KaM M yXy[maeT (PyHKIMI0 UIMMYHHOU cucTeMbI®. B To Bpems
Kak narogusuosnorus MB HarpsiMyio cBsi3aHa ¢ HU3KMAM MOTPeO-
JIEHUEM SHEPIrUH, M0 CPABHEHUIO C SHEPTETUYECKUMU MOTPEOHO-
CTSIMM, CYLIECTBYIOT U Apyrie NaTopu3r0oIOrM4eCKre MEXaHU3-
MBI, 32 CUET KOTOPBIX Ipyu MB nopaxatorcsi pa3imyHble OpraHbl
TaKUM 00pa3oM, UTO (DYHKIIMH JIETKUX YXYAIIAIOTCS, HAPYILICHUE
(puzrueckoro pa3BUTHs yCyryosnseTcs, KauecTBO KU3HU CHUKA-
eTcsl, MPOIOIKUTEIBHOCTD KU3HU COKpataercs ®. V miaaeHnes
Y JIeTell MIaJIIiero Bo3pacra, crpajamimyx MB, HU3Kuil HyTpu-
TUBHBIN CTATyC NPUBOIMT K 3aJEPXKKE POCTA. ITO MOATBEPKAA-
€TCs HU3KMMHU BO3PaCTHBIMHU IOKA3aTeIsIMU Macchl Tejla U po-

nutrition therapy. Dig Liver Dis 2014;46:865-74

% Elborn JS. How can we prevent multisystem complications of cystic fibrosis?
Semin Respir Crit Care Med 2007;28:303-11
%5 Morton AM. Symposium 6: young people, artificial nutrition and transitional care.

The nutritional challenges of the young adult with cystic fibrosis: transition. Proc Nutr
Soc 2009;68:430-40

66 Doring G, Flume P, Heijerman H, Elborn JS, G.. Treatment of lung
infection in patients with cystic fibrosis: current and future strategies. J Cyst Fibres
2012;11:461-79



CTa 1o IIKaJie MpoleHTuIen’’%%%, be3 nedyeHus Takas HegoCTa-
TOYHOCTh MMUTAHUS, CBsA3aHHAsi ¢ MB W BO3HUKINAsA B paHHEM
JIeTCTBE, MOXET MPUBECTH K CEPbE3HBIM MOCIIE/ICTBUSIM — HATIPH-
Mep, HapyIIeHUsIM KOrHUTUBHOM pyHKIMuU °. Tsokenast Hegocra-
TOYHOCTh IIMTAHUS B MJIAJICHUECKOM U JIETCKOM BO3pacTe Xapak-
TepU3yeTCsl 3HAUUTEJIbHBIM yXyalieHueM (PyHKIMU JIeTKuX ! u
HU3KOH BEDKMBAEMOCTBIO .

Mo mepe nporpeccupoBanrst MB y jeteli crapiiiero Bo3pac-
Ta ¥ B3POCJIbIX BO3HUKAIOT Pa3IMYHbIE META0OINYECKHE OCIIOXK-
HEHUsI, KOTOPbIE IPUBOMIAT K Ne(PUITUTY MTUTATETbHBIX BEIECTB.

67 Stallings VA, Stark LJ, Robinson KA, Feranchak AP, Quinton H. Evidence-based
practice recommendations for nutrition-related management of children and adults
with cystic fibrosis and pancreatic insufficiency: results of a systematic review. J] Am
Diet Assoc 2008;108:832-9

8 Greer R, Shepherd R, Cleghorn G, Bowling FG, Holt T. Evaluation of growth and
changes in body composition following neonatal diagnosis of cystic fibrosis. J Pediatr
Gastroenterol Nutr 1991;13:52-8

% Konstan MW, Butler SM, Wohl ME, Stoddard M, Matousek R, Wagener JS, et
al. Growth and nutritional indexes in early life predict pulmonary function in cystic
fibrosis. J Pediatr 2003;142:624-30

70 Koscik RL, Farrell PM, Kosorok MR, Zaremba KM, Laxova A, Lai HC, et
al. Cognitive function of children with cystic fibrosis: deleterious effect of early
malnutrition. Pediatrics 2004;113:1549-58

7! Konstan MW, Butler SM, Wohl ME, Stoddard M, Matousek R, Wagener JS, et
al. Growth and nutritional indexes in early life predict pulmonary function in cystic
fibrosis. J Pediatr 2003;142:624-30

72 Vieni G, Faraci S, Collura M, Lombardo M, Traverso G, Cristadoro S, et al.

Stunting is an independent predictor of mortality in patients with cystic fibrosis. Clin
Nutr 2013;32:382-5



310, B CBOIO OUepe/ib, eIlle CUIIbHee YXyAIaeT Ka94eCTBO KU3HHU /2
U yBEJIMUMBAET pUCK cMepTH’*. Hanmpumep, acCOrMUpOBaHHBIH C
MB caxapHbliil qradeT (HeIOCTaTOK MHCY/IMHA W/UIW WHCYTMHO-
PE3UCTEHTHOCTh) MPOBOILMPYET M YCUJIMBAET HEJOCTATOUHOCTD
NIWTaHUS 32 CYET YMEHBINICHUsT aHA00INYeCKUX 3(PPEKTOB MHCY-
JuHa’”

73 Shoff SM, Tluczek A, Laxova A, Farrell PM, Lai HJ. Nutritional status is
associated with health-related quality of life in children with cystic fibrosis aged 9-19
years. J Cyst Fibres 2013;12:746-53

74 Alicandro G, Frova L, Di Fraia G, Colombo C Cystic fibrosis mortality trend in
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Insulin secretion, nutritional status and respiratory function in cystic fibrosis patients
with normal glucose tolerance. Clin Nutr 2012;31:118-23
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