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KoJ/1eKTHB aBTOpPOB
Pexomengamun ESPEN-ESPGHAN-ECFS
0 JUETOTEPANNH IIPH MYKOBHCIIHI03€
y MJIaJIeHIE€B, AeTel U B3POCJbIX

ObocHosanue. HerocTaTOUHOCTD MUTAHUS YACTO COMPOBOXKAAET MyKoBHcL103 (MB) 1 Mmozxer
OBITh KaK ero MpU3HaKOM, TaK 1 COIMyTCTBYIOIIEH naTosoruei. HyTpUTUBHBIN CTaTyC MallMeHTa TECHO
CB$I3aH C (DyHKLIMEH JIETKMX Y BBIKMBAEMOCTbIO, [IOITOMY AUETOTEpAIlvsl BXOAUT B CTAHAAPT JIEUEHUS
MB. Pekomenaanuu ESPEN, ESPGHAN u ECFS nocBsiiiieHs pa3inyHbIM aclieKTaM JIMeTOTepanu
pu MB.

Memoowi. Hactosiie pekoMeHaauu pa3padoTaHbl MekTyHApPOTHON MEKAUCIUILTMHAPHON
paboueit rpynmoi B COOTBETCTBUM C O(UIMATBHO YTBEPXKICHHBIMU CTAaHAApPTAMU. YPOBEHb JOKa-
3aTeJIbHOCTH M CWJIa peKoMeHJalmi ompenensmch ¢ nomouipio cucremsl GRADE. Bee ytep-
KIEHUsT 00CYXKIATNCh U SKCIEPTHBIE OLEHKH 00pabaThiBAIMCh C MOMOIIBI0 METOIA COTJIACOBAHUS
«enbpu» (Delphi). 3arem yrBepxaenus paccmarpuBaiuce ESPGHAN u ECFS. OkonuvarensHoe
peteHrie 00 yTBepXKIeHNH pekoMeH1anuu npuHuMamy wiensl ESPEN ¢ momMoIbsio HHTepHET-To510-
COBaHMS.

Pesyavmamul. Pabovasi rpynmna peKOMeHAyeT HAuMHATh AUETOTepANvi0 KaKk MOXKHO paHbIIe
T0CJIe YCTAHOBJICHUSI IMArHO3a, C MOCIEAYIOIMM PEryIsIpHbIM HaOMOIeHeM U 0OyYeHHeM Malu-
€HTa/pOoICTBEHHUKOB. ONTUMaJIbHBIM MMUTAHUEM [UIS1 MJIAJCHLIEB CYMTAETCS UCKJIIOUUTENILHO TPY/-
HOE BCKApMJIMBaHME; €CJIM OHO HEBO3MOKHO, PEKOMEHJYETCsl CTaHAapTHasi MOJIOYHAsl CMECh s
MCKYCCTBEHHOTO BcKapmuinBaHus. [loTpeOieHre SHeprun JOKHO OBITh aJanTUPOBAHO TaK, YTOOBI
JOCTUTHYTh HOPMaJIbHBIX (IJ1s1 COOTBETCTBYIOLLIETO BO3pacTa) Mokasaresieil Macchl Tena U pocra. B
psjie cydaeB [0Ka3aHO paHHEee Hayaslo 3aMECTUTEIIbHOM Tepalvy MaHKpeaTuyecKUMU (pepMEeHTaMuU
Y BUTAMUHOTEpAIvy, C MOCIEAYOIINUM PEryasipHbIM KOoHTposieM. I1pu coxpaHHOW (pyHKLMM MO Ke-
JIyJOYHOU eje3bl pEKOMEHIYeTCsl €XKEerojiHasl OLIEHKA €€ COCTOSIHUS 0 COAEP/KaHUIO MaHKpeaTH-
YEeCKOW 3J1acTasbl B Kajie. PeKoMeH1yeTcsl IOMOMHUTENbHOE MoTpedIeHre HaTpusl U OIIeHKa COOT-
HOUIEHUs1 HaTpUI-KepeaTuHUH B MOY€E, B COOTBETCTBUM € (PPAKLIMOHHON SKcKpenuen Harpus. [1pu
TMOJIO3PEHNH Ha ePUIIUT KeJie3a HeOOXOIMMO MCKIIIOUMTh (DOHOBBIN BOCHATMTENBbHBIN mporiecc. Y
nanueHToB crapie 10 j1eT HeoOXOIMMO OIIEHUBATh TOJIEPAHTHOCTD K IITI0KO3e. MUHEpaIbHYIO TUIOT-
HOCTb KOCTE! OLEHMBAIOT y nauueHToB crapiie 8-10 ner. [1pu HapyeHun pu3nyeckoro pa3BuTHs
WJIM HU3KOM HYTPUTHUBHOM CTaTyce CHaYaIa peKOMEH/IYIOTCS TIepopasibHbIe JO0ABKH K THIIE, 3aTeM —
30H/I0BOE SHTEPAIbHOE MUTAHKE TTOJMMEPHBIMU CMeCSMU. B psje cilyyaeB oka3aHo OMOTHUTENb-
Hoe BBeJieHue IIMHKa. [Ipenaparsl NOIMHACKIIEHHBIX )KUPHBIX KUCIIOT, CPEACTBA /17151 JIEUEHHUSI OCTEO-
1Opo3a, Mpernaparsl TOPMOHA POCTa, CTUMYJISITOPHI allIETUTa U IPOOMOTUKY HE PEKOMEHIYIOTCS, /10
IIPOBE/IEHU S IOTIOJTHUTEIbHBIX UCCIIEJOBAaHUM.

3aknouenue. [Inerorepanuisi ¥ HyTPUTUBHAS TOJJIEPKKA JIOJKHBI ObITh HEOTHEMJIEMBIM KOM-
noHeHToM JiedeHnsst MB. OGecnieunBaTh HOpMasbHOE (PU3MYECKOE pa3BUTHE JETEH M MOJJIePKH-
BaTh yOBJIETBOPUTEIILHBIN HY TPUTUBHBIN CTATYC B3POC/IbIX— OCHOBHBIE LIEJI MEKIUCLIUTUIMHAPHBIX
LIEHTPOB 10 JIEYEHUI0 MyKOBUCLIM103A.
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1. BBegenue

1.1 Pa3pa6oTka pekoMeHIalui 1o
JUETOTepanuu NP MYKOBHCIIM/03€

Pa3paboTka OOHOBJICHHBIX PEKOMEHIAIMI 110 MMTAHUIO ¥ HyTPUTUBHON MOIJEPKKE OObHBIX
MYKOBHCIIUIO30M (MJIaJICHIIEB, JIETel W B3POCIBIX) Oblla HauaTa EBponeiickoi accorpanyeit K-
HUYeckoro nuranus U metabomusma (European Society for Clinical Nutrition and Metabolism,
ESPEN). B pabouyio rpymiy BXOAWIM BpauH, JUETONOTH, TEIarory, 0OJafaioue SKCIepTHBIMU
3HaHUSAMU B 00JIACTH MYKOBUCLIM/1034, a Takke KoopauHatop (SMS); Bce OHU ABJIAIOTCSA aBTOpPaMU
HACTOAIIMX PEKOMEHAALIUM.

[Mocnennne KokpeilHOBCKME cucteMaTtmyecKue O030pbl MOKa3ajid, YTO PaHIOMH3MPOBAH-
HBIX KOHTPOJIMPYEMBIX MCCIIENOBAHUM, TOCBALEHHBIX 3(pekTam auerorepanuu npu MB, Henocra-
TOYHO'2*43678, [oaTOMy MHOTME KIMHUYECKHE PyKOBOJCTBA MO HYTPUTHUBHOM TMOIEPKKE OCHOBAHBI
Ha COIJIACOBaHHBIX MHEHUsIX 3KcnepToB®!'!!. TIpu cocraBneHny peKoMeHJaliA SKCIIEPThI HCTIOIb30-
Baym cucteMy GRADE, no3Bonsioniyo onpeaeiiuTh YyposeHb 0OKA3ameabHOCIU U CUNY PEKOMEH-
oayuu,; METOIMUECKKEe TIPUHITUITBL OTMCAHBI B OTAEIbHOM AoKyMeHTe 2. B anpene 2012 roma Obuta
npoBefeHa Bcrpeya B Ctokrosnbme (IlIBenms). Hacrosime pekomeHaanuy MpecTaBisioT coOoi
oOHOB/IeHne EMHBIX eBpOIercKUX peKOMEHAAIMH MO MUTAHUIO 7151 OOJIBHBIX MyKOBUCIIIO30M 3.

Iouck nmuteparypbl ocyiecTBisuicss B Oa3ze gaHHbIX Pub Med, a Takxke B KokpelHOBCKOM
ouommoreke (myonmukanuu 10 2014 roma). Vcronb3oBasics ciielytonuid TIOMCKOBBIH 3aIpoc: 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).

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

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

5 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

7 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, et al. Nutrition in patients with cystic fibrosis:
a European Consensus. J Cyst Fibres 2002;1:51-75
7
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Yposenv dokazamenvrocmu ONpeeNsIICs ¢ IOMOIIBIO psiga (pakTOpoB, B YaCTHOCTH, IO KOJIH-
YeCTBY M TUIy HayuyHbIX HccieqoBaHuii!'415161718 KayecTBO nOKa3aTesbcTB, HA KOTOPHIX OCHOBAHA
PEKOMEHIAIMS ¥ YPOBEHb JIOCTOBEPHOCTH 3(h(PeKTa OIEHUBAIUCH OT 8bICOK020 IO OUeHb HUZKO2O0
(Tabauya 1)"°. [JokazaTenbCTBa, OCHOBAaHHBIE Ha JIOCTOBEPHBIX Pe3yJibTaTax MeTa-aHaIn3a O0JIbIIIOro
YKCIa PaHAOMHU3UPOBAHHBIX KOHTPOJIMPYEMBIX UCCIICOBAHUM, CUMTAINCH JOKA3aTeIbCTBAMU BbIC-
mero kauecrsa. Clienylonuii ypoBeHb KauecTBa MPUCBAUBAJICSA JIOKa3aTeIbCTBaM, OCHOBAaHHBIM Ha
pe3ysbTaTax Kak MUHHUMYM OJHOTO XOPOIIO CIUIAHMPOBAHHOTO PAHIOMHU3MPOBAHHOTO KOHTPOJIH-
pyeMoro uccienoBanus. JlokazarenbcTBa CpeJHEr0 M HU3KOrO YPOBHSI KaueCTBa ObLIM TTOTYYCHBI
B XOJie KOHTPOJIMPYEMBIX HCCIICIOBAHUM, MPOBEJCHHBIX 0€3 paHIOMH3allui, B KOTOPTHBIX HCCIIe-
JOBAaHUAX WM WCCIECJOBAHMAX THUIMA «CIy4Yal-KOHTPOJb», & TAKKE B HECKOJIBKUX HCCIICIOBAHUIX
cepuH cirydaeB. JlokazatenbcTBa, OCHOBAaHHBIE HA KIIMHUYECKOM OITHITE SKCIIEPTOB WJIY TIOJTyYeHHBIE B
OIMMCATEJIbHBIX UCCIIeIOBAHMAX, CUUTAIIMCH TOKA3aTeIbCTBAMHU OYeHb HU3KOTO KauecTa. [Ipu Hamm-
YUK OrpaHUYEHUH, CBI3aHHBIX C KAYeCTBOM KCCIIEIOBAHUS, a TAKKE MPOTUBOPEUUBBIX PE3Y/IbTATOB,
HETOYHOCTEH B JIAHHBIX WJIY TIOITYCKOB JAHHBIX, W e TIPU BBICOKOW BePOATHOCTU CUCTEMATHUECKUX
OIIMOOK COOOITIeHU T UH(DOPMAITH YPOBEHD TOKA3aHHOCTH MOHMKAJICS. [IOCTOSITHCTBO U COTIacOBaH-
HOCTh Pe3yJIbTaTOB WM YOeaUTeIbHbIE JOKa3aTeIbCTBA, MOATBEPKIAONINE HAJTMYNE CBSA3HU, TIPUBO-
JIWJIY K TIOBBIIIEHUIO YPOBHs JoKa3zaHHOCTH (Tabauua 1).

TABIMULUA 1. Ypoehu gokasatensHocTu

YpoBeHb OnpeneneHne 1oKa3aTenbCTe'®

Bbicokuit ManoBepoATHO, UTO laNbHellUNe MCCE0BaHUA MOBMWAIT Ha Hallly YBEPEHHOCTL B OLIEHKE 3QdeKTa.

EcTb BEpOATHOCTL, UTO AansHerIlMe UCCNEN0BaHNA CEPLE3HO NOBNUAKIT Ha Hally yBEPEHHOCTb B OUEeHKe

CpegHuia
3ppEeKTa U, BOIMONKHO, N3MEHAT 3TY OLEHKY.

Huskuii EcTb ouyeHb Gonbliad BepPOATHOCTb TOTO, YTO AanbHedILMe MCCNefOBaHWA CePbe3Ho MOBMUAINT HA Hally
YBEPEHHOCTb B OLEHKe 3GGeKTa 1, BEPOATHO, N3MEHAT 3Ty OLEHKY.

QueHb HN3KWI MioBan ouexKa 3ddeKkTa HenocTosepHa.

Cuna pexomenoayuu OTpeNessach MO pe3ylbTaTaM OOIIEro oOCYkKJIeHHUs, B X0O/ie KOTOPOro
BBICKA3bIBAJIMCh U 0OCYKIAJMCh MHEHUST KCIIEPTOB, OLIEHUBAJIIOCH COOTHOIIIEHHE TIOJb3bl U PUCKA
JUTsl PEKOMEHJIAIMH, a TAKXKe CBSI3aHHBIE C Hel 3aTpaThl. Takke paccMaTpUBaIMCh TTOATBEPK IAIOIITHIE
JaHHBIE, TIOCIe Yero MpUMeHsIIcs MeTox cormtacoBanus «Jenbpu» (Delphi) u mpoBoamiiock romgoco-
BaHue. OOCyK/IeHre peKOMEHJAIIMK IPOIOKAIIOCh 0 TeX IMOp, MOKa He JIOCTUIajioch COIIAICHUe
(Tabauua 2).

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):52-32

18 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

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
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TABIMULUA 2. Cuna pekomengauun

Cuna pekomeHaaLum

CunbHag Mbi pekomeHyem / He peKkoMeHyem

Cnabas Mbl npegnaraem / He npegnaraem

Hakonern, nosHblii ciicok yTBepkAeHui Obul pazociad BceM uieHaM ESPEN (2639 yenosek)
0 IEKTPOHHOM TMoYTe B BUje (paiiia; MICbMO COMPOBOXAAIOCH IPOCHOOH MOITBEPAUTDh Kak/10€e
yTBEpIKICHHE WM OTKJIOHUTD €ro (B IMOC/IeJHEM ClTydae He0OX0AMMO OBUIO 1aTh 00OCHOBaHUeE). YTIO-
MsAHYTHIA (aiin 3anonamm S0 uieno ESPEN, nons onoOpeHHBIX yTBepXkIeHH cocTaBuia ot 61
no 100 %. KomMeHTapuy, OCHOBaHHBIE Ha JIMTEPATYPHBIX MCTOYHUKAX, OBUIM YUTEHB B UTOrOBOW
BepcUM pyKomucu. EBponeiickoMy o01IECTBY CIIELIMATMCTOB B 00JIACTH IETCKOI racTpOIHTEPOJIOTUH,
renaronoruu v tutanusi (ESPGHAN) u EBponeiickoMy 0011ecTBy ClieaIncToB B 001aCTH MyKO-
Buciao3a (ECFS) — coaBropam JaHHBIX peKOMEHJAIMi — 7151 OLIEHKHU ObljTa IPeIoCTaBIeHa UTOro-
Bas Bepcus pykonucH; 111 ESPGHAN nponsBoguiiachk BHEIIHAS OLIEHKA.

Crnengyer OTMETHTBH, YTO JAHHBIA MPOEKT OCHOBBIBAJICA HA IpaBWIax I PEKOMEHJALUN
ESPEN?, Torna kak ESPGHAN u ECFS, npuzepxusaoiuecst COOCTBEHHBIX IPABUJI, OTHECIN J1aH-
HBII IPOEKT K YCTAHOBOYHBIM JIOKYMEHTaM.

20 preiser JC, Schneider SM. ESPEN disease-specific guideline framework. Clin Nutr 2011;30:549-52
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1.2 IloTpeOHOCTH B MUTATEJIbHBIX
BelllecTBaxX NPH MYKOBHUCIIHI03€

1.2.1 Onucanne mpooJieMblI:
MYKOBHCIIH/I03 M HEJIOCTAaTOYHOE NMIUTAHHE

Myxkouciuio3 (MB) — yrposkaroiiiee )13H1 reHeTHYecKU-00ycIIoBIeHHoe 3aboneBanue. MB
pacrpocTpaHeH NPEUMYILIECTBEHHO CPEAM IPENCTaBUTENIEN €BPONEOUIHOU pachl, OJHAKO MOXET
BCTPEYAThCS U y TIPECTaBUTENEH IPyruX pac WM STHU4YecKux rpynmn>'?2, B EBpone ypoBeHb 3a00-
neBaemocti MB cocraBnster 1 Ha 3500 HOBOPOKICHHBIX €BPONEONIHON packi®®. CpeHsisl pacrpo-
crpaneHHocts MB B CIIIA u crpanax Esporneiickoro cowo3a uneHtnyHa u cocrasiuser 0,74 n 0,80
Ha 10000 HaceneHns: COOTBETCTBEHHO*.

XapakTepHblii 17151 MB ¢peHoTHI 00YCIOBIIEH MyTalsiMu B reHe, kogupyiomiem oeok CFTR
(MBTP) (MyxkoBuciuio3ssii 6enok-peryiasatop — MBTP). Pesynbrar a1ux MyTtanumi — neburmr wim
aucpynkuus 6enka CFTR, KOTOpbIil HapylaeT TpaHCIOPT MOHOB HAaTPHs U XJIOpa yepe3 MeMOpaHy
Pa3IMYHBIX KJIETOK, B TOM YHCIIe SMUTEIMaIbHbIX 2326, Kak crencTBue, M3MeHseTCs TPAHCTIOPT KHUI-
KOCTEH, U CITM3UCTBIE CEKPEThI CTAHOBATCS OoJiee BI3KMMHU. B pesynbrate HapymaeTcs: (pyHKLus Jier-
KHX U TOJUKEITYIOYHOM JKeJie3bl, a TaKKe TIeYeHH, JKEeTIHOTO My3bIps U KuieyHnka?’28. B nerkux Bss-
Kasl CJIM3b «IPUKJIEUBAETCS» K MOBEPXHOCTH JIBIXATEJIbHBIX MyTEW, YTO YXyALIAeT MYKOLMJIMAPHBII
KJIMPEHC U YBEJIMYMBAET PUCK BOCHAIEHUA U MH(PEKLIMU. BA3KMI CEKPET MOIKETYIOUHOU KEJIE3DI
3aKyIOPUBAET €€ BHYTPEHHHUE IIPOTOKH, YTO 3aTPYyAHSET MIOCTYIIJIEHUE NTUIIEBAPUTEIBHBIX (PEPMEH-
TOB B TOHKYIO KHMIIIKY ¥ HApyIIaeT BCACIBAHUE MUTATEIbHBIX BEIIECTB.

MyKOBHCIIU/I03 CBSI3aH C HU3KMM HYTPUTHBHBIM CTATyCOM KaK HAIpsMYIO ((haKTOpbl, 00yCIOB-
JIEHHble MYTAlUSMH, JIeKalMMU B OCHOBE 3a00JIeBaHMsI), TaK M KOCBEHHO (BBICOKME SHEpreThye-
CKHe MOTPeOHOCTH, IOTEPH SHEPTUH, YCKOPEHHbI 0OMEH He3aMeHUMBIX KHpHbIX KucnoT [HKK],
a TakXe CHWXEHHOE MOTpeOJieHue W HAPYIICHHOE BCACHIBAHUE MUTATENILHBIX BelIecTB)3 031323334 Y
AeTeil HU3KUI HYTPUTHUBHBIN CTATYC MPUBOAUT K 3aJ€PXKKEe pOCTa M pa3sBUTHI . Y JieTeld 1 B3pOCIbIX
¢ MB yxynienue (pyHKIMY JIETKAX CBA3aHO CO CHUKEHUEM HYTPUTHBHOIO CTaTyCa, YTO COIPOBOXK-

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

% 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

2 LiL, 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
BLiL, Somerset S. Digestive system dysfunction in cystic fibrosis: challenges for nutrition therapy. Dig Liver Dis 2014;46:865-74
2 LiL, Somerset S. Digestive system dysfunction in cystic fibrosis: challenges for nutrition therapy. Dig Liver Dis 2014;46:865-74
30 Culhane S, George C, Pearo B, Spoede E. Malnutrition in cystic fibrosis: a review. Nutr Clin Pract 2013;28:676-83
3LiL, 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
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naetcs ypeaumdeHueM cMeptHocTr%?’. C 1pyroit CTOpOHbI, MEX/1y XOPOIIMM HYTPUTHBHBIM CTATyCOM
U ynydiieHreM (YHKIMU JIETKUX TOXE eCTh HeMOCPECTBEHHAs CBsI3b; B Pe3yJIbTaTe KIMHUYECKHE
WCXOJIbl CTAHOBSITCS OJIaromnpusTHEE, a BRDKMBAEMOCTh TOBBIIIaeTcs 33940, XoT1s 3a mocnenHue apa-
ALATh JIET HyTPUTHUBHBIN CTATYC MAlMEHTOB ¢ MB 3HAUMTENILHO YITyUIIHJICS, B HEKOTOPBIX CITydasix
ONTUMAJIbHOE MMUTAaHUE BCe ellle He HajlaxeHo*!. PaHee Hayasio JieueHust (HapuMep, ecid JUarHo3
MB ycraHaBiIMBaeTCs IpU CKPUHUHIE HOBOPOXKJIECHHBIX) UMEET Psjl IIPEUMYIIECTB. Tak, OHO Jaer
BO3MOHOCTh MUHUMHU3UPOBATh JIS(OUIIUT MUTATEIIbHBIX BEIIECTB U COMPOBOX/IACTCS YITyUIlICHUEM
HYTPUTHBHOIO CTaTyca.

1.2.2 AKTUBHAS TAKTHKA

YToOB MaKCUMAJIBHO YIYYIIMTh MCXO[ 3a00JIeBaHus, Uil KaKIOro mnarnuenTa ¢ MB, B xone
JIe4eHUs1 HeOOXOIMMO y/IeNIATh BHUMAHUE AueToTepanuu. i 3Toro rpymnma KCrneproB, Npe/iCcTaB-
nenHasa ESPEN, ESPGHAN u ECFES, cucreMaTnyecku aHaIM3UpPyeT MEIULIMHCKYIO JIUTEPATypy
1 0000IIaeT COBpEMEHHBIE JaHHbIE 00 SMUIEMHOJIOTHY, TaTO(PU3HOIOTUH, TPO(pUIAKTUKE U Jiede-
HUIO HEJIOCTAaTOYHOCTH NUTaHus, cea3aHHor ¢ MB. I'pynna ESPEN-ESPGHAN-ECFS pekomenyer
NIPUIEPAKUBATHCS] OCHOBAHHBIX HA J0KA3aTeJIbCTBAX PEKOMEH/AALMM, TOCBAIIEHHBIX TUTAHUIO U HYT-
PUTHUBHOI NOJIEPKKE OOTBHBIX MYKOBHCIMI030M (MJIaJEHIIEB, AETEl U B3POCIBIX).

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

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

39 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

*! 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
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1.3 IIpununHbI HeJOCTATOYHOCTH uTaHusi npu MB

Hepnocrarounocts nuranus npu MB BO3HMKaeT u3-3a HECOOTBETCTBUSI MEKIY SHEpreTuye-
CKUMU TIOTPEOHOCTAMU ¥ (DAKTUIECKMM TOTpeOJIeHHEeM THINM; KpPOMe TOro, OHa OCJIOKHSETCS
MababcopOment. Ha ceroqHsANHuI IeHb CTaHAapTOM JuieToTepanud npu MB sBisieTcsi BBICOKO-
KaJIOpUiHAsl JUeTa C BBICOKUM COIEpKaHWEM XHPOB B COUETAHWU C 3aMECTUTEJIbHOW Tepanueit
nankpearnueckumu pepmertamu (3TTID) 1 mpuemMom KUPOPACTBOPUMBIX BUTAMUHOB *2. CoracHo
TMOCJIE/IHAM HCCJICIOBAHUSM, TaKkKe HEOOXOIMMBI PEKOMEH/IAIMH TI0 YBEIMYEHHOMY TOTPeOIeHUI0
0eJIKOB, YTOOBI MOICPKUBATE OEIKUPOBYIO MACCY Tella U YAYUIIUTh JTOJITOCPOYHBIE UCXOIBI 3200-
neBaHuA*. AHanornynbie gaHHble ectb U 111 HXKK: npeanonaraercs, 4yto yBenuueHHoe moTpeodie-
Hue HXXK (Hanpumep, 1MHONEBOM KUCIOTHI) MOXKET YIyULIMTh BBIKMBAEMOCTb U (PU3UUYECKOE Pa3-
BUTHEH,

1.3.1 CrangapTHas XxapakTepucTuKa
0CTATOYHOro nuranust npu MB

IMutanue MiageHues U eteil, crpagaoinmx MB, curraercs JOCTaTOYHBIM, €CIU MX TOKa3aTesIu
(pu3rYecKoro pa3BUTUsl HE OTIMYAIOTCS OT HOPMATHUBHBIX 3HAYEHUI Ul 3I0POBBIX CBEPCTHUKOB.
Jns1 B3pocibIX, crpagaommx MB, «oporoBoi BeJTMUMHON» SBJISETCS LIeJIeBOE 3HAYEHHE MH/IEKCa
maccel Tena (MMT), paccanTaHHOE OTAENBHO /TSl KEHIIMH U MYXKIUHY.

Tem He MeHee, LiesieBblx 3HaueHU UMT HegocTaTodyHO /7151 MOJTHOLEHHOM XapaKTepUCTUKU
HYTPUTUBHOIO CTaTyca CTapiivx Jeteid u B3pocislx ¢ MB. Engelen 1 coaBTOphl yKa3bIBalOT Ha BCe
6oJ1ee BBICOKYIO paclpOCTPaHEHHOCTh M30BITOYHOTO Beca U OKUPEHUs — (DAKTOPOB, 3aTPYIHSIONIIX
OLIEHKY HyTPUTHUBHOTO cTaryca*®?’. [lpyruMu cIoBamH, yBeJIMUeHNE MacChl Tejla He 00s13aTeIbHO KOp-
penmpyeT ¢ ynyuiieHueM (pyHKIMHU JIeTKHMX; Ha CaMOM JieJie BBICOKasl )KHUpoBasi Macca (HO, COOTBET-
CTBEHHO, HU3Kasl Oe3:KUpoBasi Macca Tena) yxydmaer nporno3 MB. Takum o6pazom, B Oyaymmx
pEKOMeH1alMAX 1o NuTaHuio npu MB HeoOxonumo cooTHecTH noporosele 3HaYeHuss UMT, xapak-
TEpU3YIOIIUE JOCTATOYHOE MUTAHKE, C TOPOTOBBIMH 3HAYEHHSI OE3KUPOBOI MaCcCHI Tea.

1.3.2 PacnpocTpaHeHHOCTb HEOCTATOYHOCTH NUuTaHusi npu MB

Hecmotpst Ha TO, uTO Bee Gorblie nanpeHToB ¢ MB 1ocTHraioT yaoB/IeTBOPUTEILHOTO HYTPU-
THBHOT'O CTaTyca, HeIOCTATOUHOCTh MTUTAHUS TIO-TIPEKHEMY BCTpedaeTcsi. B cooTBeTCTBMY ¢ mocie-
HuM peructpom mnanueHtoB ECFS (mannsie 2010 ropa)*®, B OONBIIMHCTBE €BPOMEHCKUX CTpaH
MPAaKTHUYECKH TOJOBUHA BCeX AETed M B3pOCIbIX ¢ MB COOTBETCTBYIOT KPUTEPHUSM J0CTATOUYHOTO
nutanus. OJJHAKO 3TO 03HAYAET, YTO OKOJIO MOJIOBHHBI MAIIMEHTOB HE JOCTHUIJIM YIOBJIETBOPUTEIIb-

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

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

4 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

45 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):S23-42

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

41 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

8 Zolin 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
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HOTO HYTPUTHMBHOTO CTaTyca. AHaJIOrW4Hble TeHAeHIH HaOmopaotcs u B CIHIA, rme menuana
BospactHoro UMT (mo mkane npoueHtuineid) y aereid ¢ MB yBennuumnacs ¢ 41,0 B 2001 r. go

51,3 B 2011 r., a meauana UMT mia B3pocasix ¢ MB yBennuumnace ¢ 21,2 o 22,1 Kr/m> (HOP-
MaJIbHBIE 3HAUCHUS JIJIS1 3I0POBBIX B3POCIIBIX COCTABIAIOT OT 18,5 10 25)#°. [Ipu 3TOM 1O TaHHBIM
Ha 2005 rox, npeacTaBleHHBIM B OTYeTe MO peructpy nauveHToB Ponna mykoBucumgosa CIITA
(CFFoundationPatientRegistryReport), npuoau3uTesbHo 4eTBepTh AeTell Haxoauiuch Huxe 10-ro
ITPOLICHTIIIA (Macca Tesla B COOTBETCTBUM € BO3PACTOM U IOJIOM), U 22 % B3pocibIX B Bo3pacrte 18—
30 JieT IMeJn HeIOCTaTOuHYIo Maccy Tena’.

1.3.3 IIpyunHbI HEJOCTATOYHOI0 MUTAHUS

[Tpu MB K HegOCTaTOYHOMY MUTAHHIO TIPUBOIUT KOMILIEKC IPUYKH: TIOTEPH SHEPTUH, BBICO-
KHe PHepreTnyeckue MoTpeOHOCTH M HapyIIEHHOE TOCTYIUIEHWEe MUTATebHbIX BeniecTB®!. OCHOB-
Hasl IPUYMHA MOTEPH SHEPrUri— MaabaOCopOIMsl, KOTOpask 4acTo SIBJSIETCS CJIEACTBUEM HapyIIIeH-
HOTO TuIleBapeHus. B cBoo ouepenp, HapylieHHOE MUIeBapeHre OOYCIOBJICHO HEI0CTaTOUHBIM
MOCTYIIJIEHUEM TMaHKpeaTUIeCcKrX (pepMEHTOB B MPOCBET KUINEUHHUKA (HEJOCTATOYHOCTh SK30K PUH-
HOM (PYHKIIMM TIOKETTYJOYHON kene3bl)*. B ciayuasix, Korga HapylleHHs MUIIEBApeHUsi COMpO-
BOK/IAIOTCSI METAOOIMUECKMMHU M3MEHEHHUSIMU, TTOTepH SHepruu ycyryousiorcs. [Ipumepamu Takux
COCTOSIHUI MOTYT OBITh BOCHIAJIMTEIBHBIN IMPOIIECC B KUIIEYHUKE, N30BITOYHBIN POCT OAKTEpUil B TOH-
KO KUIIIKEe, HEJJOCTATOYHAS CeKpelusi OMKapOOHaTa, HapyIlIeHHas! CeKpeLysl MHCY/IMHA B COYETAHUH
C MHCYJIMHOPE3UCTEHTHOCTBIO Pa3IMYHON CTeTIeH! (CaXapHbIi TrUadeT, acCOIMUPOBaHHBIN ¢ MB) 3
HapyieHve (pyHKIMM TIedeHu (3a0oieBaHme NeYeH , acCOIMIPOBaHHOE ¢ ¢ MB)34%,

Bonee Toro, sHepreTnyeckue MOTPeOHOCTH y MAlMEHTOB, cTpagaomux MB u maHkpea-
THUYECKOM HEeJOCTATOYHOCTHIO, BBIIIE, YEM SHEpPreTUUecKue MOTpeOHOCTH 3[0POBHIX Jonei. Psn
M3MEpEeHU# TOATBEPKAAIOT 3TO: TaK, y manueHtoB ¢ MB ormedaercss Gosee BBICOKMN pacxof
SHEPrUMOCHOBHOTO 0OMeHa. Takue MoKa3aTesi CYIIeCTBEHHO KOPPEIUPYIOT C MaHKPeaTuIecKOn
HEJJOCTAaTOYHOCTHIO, XOTSI MEXaHU3M 3TOW B3aMMOCBSI3H OCTaeTCsl HesicHbIM . Takske BBICOKUE SHEp-
reTUYecKre MOTPEOHOCTH MOKHO OOBSICHUTh XPOHMUYECKUM BOCHIAJIUTENIBHBIM TPOIIECCOM B JIETKUX
¥ MH(DEKIMAMHU, KOTOpPbIe COMPOBOKAAIOT MB383960,

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

S2Li L, Somerset S. Digestive system dysfunction in cystic fibrosis: challenges for nutrition therapy. Dig Liver Dis 2014;46:865-74

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):S29-36

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

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

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

59 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

0 Mc Closkey M, Redmond AO, Mc Cabe C, Pyper S, Westerterp KR, Elborn SJ. Energy balance in cystic fibrosis when stable
and during a respiratory exacerbation. Clin Nutr 2004;23:1405-12
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[NoTpebnenne sneprum y nanmeHToB ¢ MB, B 0cOO€HHOCTH IeTell U IOIPOCTKOB, YacTO HeJO-
CTaTOYHO JIsi KOMIICHCAIINK Ae(UIIITOB, BOSHUKAIOIIMX M3-32 HEd(HEKTUBHOTO HEproodMeHa u
TIOBBIIIEHHBIX YHEPreTUYecKUX MOoTpeOHOCTel. [IcMxoconualibHble acreKThl, Takue Kak CTpecc |
HEBBITIOIHEHNE MEJJUIIMHCKUX PEKOMEHAINIA, MOTYT YCyryOnsaTh sHepreTnueckuit nepunmt’!. Cou-
KaTb armeTUT U 3aTPyAHATH MOCTYIJIEHUE UTATEbHBIX BEIECTB MOTYT U JPYTUe JOTOIHUTETbHBIC
(bakTOpBI: BOCTIATMTEbHBIE TIPOLIECCHI B JIETKUX; AUCKOMQOPT, CBSI3aHHBIN C HAPYIIEHUSIMHA PaOOTHI
JKEJTyJOUHOTO-KUIIIEYHOrO TpakTa (ractpo3azodareaybHblii pedIioke, 3a1op, CUHIPOM AUCTATIbHOW
MHTECTUHAIBHON OOCTPYKIINH, N30BITOYHBIN POCT OaKTepuil); MoOOUHbIE 3(PPEKTH JIeKapCTBEHHBIX
npernapaToB 26364,

1.3.4 KakoBbI OCJeCTBHSA HEJOCTATOYHOI0 NUTAHNA?

Henocrarounoe murtanue BiMsieT HA (DYHKLMIO ABIXaTeJbHOW MYCKYJIATyphbl, CHUKAaeT TOJe-
PaHTHOCTh K (PU3MUECKMM Harpy3KaM M yxyamaeT (hyHKIMIO MMMYHHO# cucTeMbl®S. B To Bpems
Kak marodusmonoruss MB HanpsiMylo cBsi3aHa C HU3KUM IOTPEOJICHMEM SHEPruu, 1Mo CPaBHEHUIO
C SHEpreTMYeCKMMHU MOTPEOHOCTSIMH, CYIIECTBYIOT U JIpyrue MaTo(pu3nONIOrnYecKie MeXaHU3MBl,
3a cueT KOTOphIX pu MB nopakaiorcst pa3niyHble OpraHbl TAKUM 00pa3oM, YTo (PYHKIIMH JIETKUX
YXYILIAIOTCsI, HapyIeHne (PU3MYECKOro pa3BUTHS YCYTyOmsieTcsl, KAYeCTBO JKU3HU CHIKAETCS], TIPO-
JOJKUTEBHOCTD JKU3HH COKparaeTcs®. Y muiageHnes u AeTeil MiIaiero Bo3pacra, CTpajaloyx
MB, HU3KMI HYTPUTUBHBIA CTaTyC NPUBOAUT K 3aJEpiKKe pocTa. DTO MOATBEPHKAAETCS HU3KUMU
BO3PACTHBIMH TIOKa3aTeIsIMUA Macchl TeJla M pOcTa MO IKaJie MpoUeHTWei %%, be3 neuenus takas
HEJIOCTaTOYHOCTD MUTaHUs, CBsA3aHHAsl ¢ MB 1 BO3HMKIIAsi B paHHEM JIETCTBE, MOXET MPUBECTU K
CEephE3HBIM TOCIIEJICTBUSIM — HAIIPUMEp, HapyIIeHWsIM KOTHUTHBHOH (pyHkumn . Tspkenas Henocra-
TOYHOCTh IIUTAHWSI B MJIAICHYECKOM U JJETCKOM BO3PACTe XapaKTepU3yeTCsl 3HAUMTENIbHBIM yXyALIIe-
HUeM (DYHKIIMH JIETKUX ! 1 HU3KOU BBIKUBAEMOCTHIO 2.

IMo mepe nporpeccupoBanust MB y neteii crapiiiero Bo3pacra ¥ B3pOC/IbIX BO3HUKAIOT pas3iiiy-
Hble METaOOIMYECKHe OCTIOKHEHHs, KOTOpble PUBOIAT K AS(UIMTY MUTATebHBIX BEIEeCTB. JTO,
B CBOIO Ouepe/ib, ellle CUIIbHEE YXYALIaeT KauecTBO JKM3HU " 1 yBeJIMYMBAET pUcK cMepTu’. Hanpu-

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

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

93 Li L, Somerset S. Digestive system dysfunction in cystic fibrosis: challenges for 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

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

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

4 Alicandro G, Frova L, Di Fraia G, Colombo C Cystic fibrosis mortality trend in Italy from 1970 to 2011. J Cyst Fibres
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Mep, acCOIMMPOBaHHBIN ¢ MB caxapHbiii quadeT (HeqOCTaTOK MHCYJIMHA /WA UHCYTMHOPE3UCTEeHT-
HOCTI:») MPOBOLUPYET U YCUIIMBACT HEAOCTATOYHOCTb MUTAHUA 3a CYHET YMCHBIICHUA aHaO0OIMUECKUX
3 eKToB UHCYMHA >

2015;14:267-74

75 Alicandro G, Battezzati PM, Battezzati A, Speziali C, Claut L, Motta V, et al. 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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KoHen 03HaKOMHUTEJIBHOT0 (pparmMeHra.

Texkcr npenocrasieH OO0 «JIutPec».

[IpounTaiiTe 3Ty KHUTY LIEJIMKOM, KYIMB IIOJHYIO JIEraJbHYIO Bepcuio Ha JlutPec.

BesomnacHo onnatuTh KHUTY MOKHO OaHKOBCKOM Kaprtoit Visa, MasterCard, Maestro, co cuera
MOOWIIBHOTO TenepoHa, C TUIaTeKHOro tepMuHana, B catone MTC wm Cesi3Hoii, yepes PayPal,
WebMoney, fAunekc.densru, QIWI Komesnek, 60HyCHbIME KapTaMu WX APYTUM YIOOHBIM Bam crio-
COOOM.
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