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OBOCHOBAHMUE. B nocnefHue gecatnnetna NpogoKUTENIbHOCTb KM3HM NaUMeHTOB C MyKoBucumao3om (MB) ysennum-
nacb, YTO MPUBOAMT K YBEJINYEHMIO YaCTOTbl COCTOAAHWIA, CBA3AHHbIX C HApYLIEHWEM YTIEBOAHOrO 0OMeHa.

LIENIb. MNpoBecTn aHann3 BAUAHKA MyKOBMCLML033aBUCMMOTO caxapHoro anabeta (M3C) y petelt 1 noApoCTKOB Ha Teve-
Hue MB no faHHbIM pernctpa nauymeHToB ¢ MB Poccuinckon Gegepaumm (PO) 2021 .

MATEPUAJIbl U METObI. NMpoaHann3npoBaHbl AaHHble pernuctpa nauymeHtos ¢ MB PO 3a 2021 r. B peructp 6binu
BKNtoueHbl 122 nauuneHTta ¢ M3Cl n noTpebHOCTbIO B NpUMeHeHr nHCynnHa — 33 pebeHka (27%) n 89 B3pocnbix (73%),
cpenHuin Bo3pacT geTen coctasun 13,5+4,1 roga, cpeaHuin BO3pacT B3pOC/bIX NaumeHToB oT 18 net — 27,4+6,6 ropa.
[nsa cpaBHeHWA TeueHns MB y geTeil 1 NOAPOCTKOB € caxapHbiM Anabetom (CM) n 6e3 Hero 6binn chbopmupoBaHbl rpyn-
Mbl, CONOCTaBMMbIe MO BO3PacTy, NONy, reHOTUNy, — B rpynny nauneHToB 6e3 anabeta Bownu 827 nauneHTos, 33 nayu-
eHTa cocTaBunm rpynny 6onbHbix ¢ M3C[] ¢ npumeHeHnem nHcynuHa. CpaBHUBaNMCb AMarHocTnyeckue Kputepum MB,
nokasartenu GyHKLMY BHELIHErO AbIXaHUA, MUKPOOMONOrMYecKnin CTaTyc, XapakTep OCNoXKHeHUN, o6bem NpoBoOANMON
Tepanuu.

PE3YJIbTATbI. Yactota M3C[] ¢ noTpebHOCTbIO B UHCYNMHOTepanuu coctasnseT 4,2% cnyyaes B PO B 2021 r. ¢ npe-
obnagaHvem y B3pocibIx No cpaBHeHUo ¢ getbMu (10,5% vs 1,3%). MaumeHTtsl ¢ M3C[] umeloT 6onee HU3KWIA NOKasa-
Tenb ob6bema popcMpoBaHHOroO BbiAOXa 3a Nepayto cekyHay (O®B,) no cpasHeHuio ¢ amuamu 6e3 C[I — M=SD OB, (%)
85,2+27,5 B rpynne nauuneHTos 6e3 CJ u M+SD OCI)B1 (%) 72,4+26,0 y naumeHnToB c C[] (p<0,016). CpaBHeHMe B rpynnax
MUKPOOMONOrMyeckoro BbiCeBa MOKa3ano TEHAEHUMIO K 6ofiee YacTOMy XPOHUYECKOMY POCTY CUMHEFHOWHOW Manoyku
(P. aeruginosa) — 54,50% npotus 39,4% B rpynne 6e3 M3C/. Takxe ualle BbIABAANCA POCT METULUIIMHPE3UCTEHTHOTO
cTapunokokka — 9,1% no cpaBHeHuio ¢ rpynnoi geter 6e3 CI1 — 3,1%. Yawle ncnonbsyetca aHTubakTepuanbHasa Tepa-
nna — MHranAauMoHHasa y 54,6% nayuneHtos 6e3 C/1 npoTtms 75,8% cnyvaes (p=0,017) cpeaun geteir ¢ M3CA. 3Hauumo oT-
nMyanacb YyactoTa nNnpumeHsaemol TabneTmpoBaHHoN aHTUbaKkTepuranbHom Tepanuu (p=0,013). Yincno naumeHTOB Ha Kuc-
nopogotepanuu B rpynne ¢ M3CJl coctaBuno 12,1%, 6e3 M3C[J — 3,4% (p=0,01), uto noaTeepxaaet 6onee Taxenoe
TeueHne MB y naumentos ¢ M3CJ1.

3AKJTIOYEHUE. PacnpocTtpaHeHHocTb M3C[l ¢ notpebHOCTbIO B MHCYNMHOTepanuu cpeaun geten PO coctasnset 1,3%.
M3C[ 3Hauumo yxygluaeT TeyeHne MB B oTHOLWeHWM GYHKLUN NEFKNX, POCTa rpaMoTpurLaTeNbHON U pe3ncTeHTHOM dnopbl,
YaCTOTbI TAXKESIbIX OC/IOXKHEHWI U NPUMEHEHUA aHTbaKTepuanbHOI Tepanum, YTo, O4eBUAHO, CBA3AHO C YacTbiMK 0boCTpe-
HuAMM BpoHXxoneroyHoro npouecca Nnpuv MB y nauneHToB ¢ pa3suslummca M3CJ.

KJIKOYEBBIE CJ/TOBA: mykogucyudos; caxaprbit duabem; M3C/; pyHkyus nezkux; ODB,; 0CI0KHEHUA; MUKPOBUOIO2U4EeCKUl cmamyc

CHARACTERISTICS OF PATIENTS WITH CYSTIC FIBROSIS-DEPENDENT DIABETES MELLITUS
IN CHILDHOOD ACCORDING TO THE REGISTER OF PATIENTS WITH CYSTIC FIBROSIS OF
THE RUSSIAN FEDERATION IN 2021
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BACKGROUND: In recent decades, the life expectancy of patients with CF has increased, which leads to an increase in
the frequency of conditions associated with impaired carbohydrate metabolism.
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ORIGINAL STUDY

AIM: to analyze the impact of cystic fibrosis-associated diabetes mellitus (CFDM) in children and adolescents on the course
of cystic fibrosis according to the 2021 register of patients with cystic fibrosis of the Russian Federation (RF).

MATERIALS AND METHODS: the data of the register of patients with cystic fibrosis of the Russian Federation for 2021
were analyzed. The study included 122 patients with diabetes mellitus requiring the use of insulin — 33 children (27%) and
89 adults (73%), the average age of children was 13.5+4.1, the average age of adult.

patients aged 18 years and older was 27.4+6.6. To compare the course of cystic fibrosis in patients with and without
diabetes mellitus, groups were formed that were comparable in age, gender, genotype — the group of patients
without diabetes included 827 patients, 33 patients made up the group of patients with CFRD using insulin. Diag-
nostic criteria, indicators of respiratory function, microbiological status, nature of complications, volume of therapy
were compared.

RESULTS: Patients with CFRD have a lower FEV1 compared to children without diabetes mellitus — M+SD FEV1 (%) 85.2+27.5
in the group of patients without diabetes mellitus and M+SD FEV1 (%) 72.4+26.0 in patients with diabetes mellitus (p < 0.016),
compared in the microbiological seeding groups — a trend towards more frequent chronic growth of Pseudomonas aerugi-
nosa 54.50% versus 39.4% in the group without CFRD. An increase in MRSA was also more often detected — 9.1% compared
with the group of children without diabetes — 3.1%. Antibacterial therapy is more commonly used — inhaled in 54.6% of
patients without diabetes mellitus while children with CFRD received inhaled antibiotic therapy in 75.8% (p=0.017). There
was a significant difference in the used antibacterial tablet therapy (p=0.013). A significant difference in the number of
patients on oxygen therapy in the group with CFRD — 12.1%, versus 3.4% without CFRD (p=0.01) confirms a more severe
course of cystic fibrosis in patients with CFRD.

CONCLUSION: The prevalence of CFDM with the need for insulin therapy among children in the Russian Federation is
1.3%. Cystic fibrosis-associated diabetes mellitus significantly worsens the course of cystic fibrosis in terms of lung function,
the growth of gram-negative and resistant flora, the presence of severe complications and the frequent use of antibiotic
therapy, which is obviously associated with frequent exacerbations of the bronchopulmonary process in cystic fibrosis in

patients with developed cystic fibrosis-associated diabetes mellitus.

KEYWORDS: cystic fibrosis; diabetes mellitus; lung function; FEV1; complications; microbiological status

OBOCHOBAHUE

MykoBucumpos (MB) — HacnepncTtBeHHOe MyNbTUCK-
CTeMHoe 3aboneBaHue, YacToTa KOTOPOro B MUpPE COCTaB-
naet 1:2500 HoBopOXAeHHbIX. B nocnegHmne pecAtnneTuna
NPOJONIXKNTENbHOCTb »KM3HW NauneHToB ¢ MB yBenunuunaco,
YTO CBSI3aHO C COBPEMEHHBbIMM NMOAXOAaMU K NIeUeHUIo na-
umneHToB [1, 2], 3TO NPUBOAMT K YBEUYEHWIO YACTOTbl HOBbIX
COCTOAHWN, CBA3aHHbIX ¢ MB, Takux Kak HapylueHue Tone-
PaHTHOCTU K FIOKO3€ M MyKOBMCLN03-aCCOLMUPOBAHHBIN
caxapHbiin guabet (M3CO) [3-7].

M3C[] vmeeT obue yepTbl C CaxapHbiM ArabeTom
11mna (CO1) n 2 tnna (CA2), HO He MNOX0X HM Ha OAVH U3 OC-
HOBHbIX TUMOB AnabeTa, UTo TpebyeT YHUKaNbHOro Noaxo-
[a K ero gmarHocTuke u nedyeHuo. HapyweHusa yrnesop-
HOro obmeHa CTapTylOT C NEpPUOAMYECcKM BO3HMKaloLLen
NoCTNPaHANANIbHON TUMNEPINNKEMUN, 3aTEM MPOUCXOOUT
HapylleHVe TONePaHTHOCTU K [JIOKO3e, Mporpeccupyio-
Wwee fo nposasneHna grmabeta. CornacHo MexayHapoaHbIM
NCCNefoBaHMAM, NPOAOIKUTENIBHOCTb »KMU3HM MaLeHTOB
¢ M3C[] B fBa pa3a Kopoue, 4em 6€3 [aHHOIO OCJ/IOXKHe-
HMA (gaHHble CeBepoamepuKaHcKoro pernctpa 2021) [8].
HapyleHne cuHTe3a, CTpyKTYpbl 1 GyHKUMM Benka TpaHCc-
MembpaHHoro perynatopa nposogumoctu MB (CFTR) npu-
BOAUT K AUCOYHKUMM XJIOPHbIX KaHANoB, YTO BbI3blBaeT
Aervapartaumio anukanabHOWM MOBEPXHOCTU CEKPETOPHOro
3NUTeNnA U yBenuyeHue BA3KocTM cmdm. ObpasoBaHue
rycTOro BSI3KOTO CEKpPeTa Bbi3blBaeT OOCTPYKTUBHOE MO-
BpeKAeHVe dK30KPMHHOW YacTy NOAXKeNy[0UYHON »Kene3bl
¢ nporpeccupywum Gnépo3om n Xnposon nHunbTpa-
uuen, YTo NPUBOAUT K AECTPYKLUUU SHOOKPUHHBIX (-, a-
1 NoNMnNenTuaHbIX KneTok [7, 9].

B TO ke Bpems Koppenauua mexxay CTENeHbo AeCTPYK-
uum B-KNeTok 1 pasBuTem grabeTa cnabas, NaTonoroaHa-
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TOMUYECKOe UCCNefoBaHME He MoKa3ano bonbluel notepu
OCTPOBKOB MOMKENYAOYHOM »enesbl y naumneHtos ¢ M3C[
B CpPaBHEHUM C NauyeHTaMu, NMEeLWNMN HOPMasbHYIO TO-
NEepPaHTHOCTb K roko3e [9]. MepBble coobLeHNs 0 anabeTe
npu MB oTHocAaTca K 1955 . [10]. MexgyHapoaHble peKo-
MeHgaumm no MB pexkomeHgyioT ¢ 10 neT HaumMHaTb CKpU-
HUHT Ha M3C[], ncnonb3ya nepopasnbHbIf TECT Ha TONIepaHT-
HOCTb K rimoko3se [11].

HepaBHue nccnepoBaHuA NOKasanu, YTO paHHUE Hapy-
LIeHUA YPOBHSA TOKO3bl MOTYT ObITb CBA3AHbI C YXYALIEHN-
€M KNIMHMYeCKOoro cTaTyca y geten ¢ MB [12]. MNporpeccupo-
BaHMe MB MoXeT $aKTMUECKM HauyaTbCA 3a HECKOJSbKO NeT
[0 TOro, Kak naumeHT byaeT COOTBETCTBOBATb AUArHOCTUYe-
ckum Kputepmam M3CH [13]. PacnpocTtpaHeHHocTs M3C[]
OTNNYaeTCA, MO pa3HbiM AaHHbIM, B 3aBUCMMOCTM OT BO3-
pacTa Hayasia MOHUTOPWHTA, KpUTepUeB ANArHOCTUKN Hapy-
LIEHWU YrieBOOAHOro OOMeHa U MOXeT OblTb HeJOOLIEHEHa
B LiEHTpaX, KOTOpble He MPOBOAAT YHUBEPCaNbHbI CKPU-
HWHT BCEX NaLMEeHTOB.

LIENTb UCCNEAOBAHUA

MpoBecTn aHanu3 pacnpoctpaHeHHocT CJ1 y 60MbHbIX
MB v ananus BnuaHua M3C[l y neten n nogpocTKoB Ha Teye-
Hue MB no gaHHbIM pernctpa nauueHTos ¢ MB Poccuimnckon
Oepepauun (PO) 2021 r.

MATEPUANbI U METOADbI

lNpoaHann3npoBaHbl [aHHble perucTpa nauuMeHToB
¢ MB Poccunckon ®egepaunm 3a 2021 r. ns 82 permoHoB
PO [14]. ®opmaT peructpa cootBeTcTBYyeT EBponenckomy

perucTpy [15].
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Bcero B peructp 2021 r. 6bifiv BHECEHDI JaHHbIE O Teye-
HUM MB y 3969 60nbHbIX, HabNOAALWNXCA B TEKYLLEM rogy
B PO. 3 Hnx 3563 xuBbl n 46 ymepnu, faHHble O AUHaMK-
yeckoM KoHTpose 360 nauMeHTOB He Oblin NpeacTaBeHbl
B TeKyLem rogy. bonbHble BKNoYanucb B permcTp € yCTaHOB-
NeHHbIM ArnarHo3om MB npu HanMuumn KNMHNYECKNX NPOAB-
NEHNI 1 NONOXUTENBHON NOTOBOW NPOGLI U/UNK reHeTnYe-
CKOTro nccnegoBaHums.

B peructp BHOCMANCb AaHHble O HaNWuMK y nauueHTa
M3C/[l ¢ BapraHTaMmu Tepanuu — 6e3 NpUMeHeHUs NHCYN-
Ha, C NPYMEHEHVEM UHCYJINHA, C MPUMEHEHMEM TabneTnpo-
BaHHbIX IMMOMNKEMU3NPYIOLWMX MPENapaToB, a TakXe C He-
V3BECTHOW Tepanuen.

Kpumepuu ucknoyeHuss — B OCHOBHYIO Fpymnny He BKJIO-
yanucb 6OJIbHbIE, HE YAOBNETBOPAIOLIME KPUTEPUAM AKMa-
rHocTukn CL.

JeTepMunHMpoBaHHan KBOTMpPYyemas BblIOOpKa.

1. OpHOBBIGOPOYHOE HEKOHTPOIMPYEMOE CPABHUTENbHOE
nccnegoBaHue B rpynne naumneHtos ¢ MB u CJ] and aHa-
nn3a pacnpocTtpaHeHHocTn Cll cpegn nauneHToB ¢ MB
B PO.

2. HekoHTponupyemoe CpaBHUTENIbHOE WCC/IefoBaHue
C AByMs BblbopKamu nauumeHToB ¢ MB — ¢ C[1 n 6e3
Hero ana aHanusa BnuaHua M3C[l y fgeten 1 NOQPOCTKOB
Ha TeyeHue MB.

OuarHo3 C[] yctaHaBnvBancs Ha OCHOBaHUW OOLLENPUHS-
TbIX KpUTEPMEB: NPU Hanuuum cumntomos CI1 (nonnypus, no-
NNANNCKA) 1 MOBbIWEHWA YPOBHA [IOKO3bl B Mfla3mMe KpoBu
B C/ly4yaiHO B3ATOM Npobe >11,1 MmMonb/n (CnydyanHom cuuTa-
eTcs Npoba, B3sTas B N11060e Bpems CYyTOK He3aBUCMMO OT Npu-
eMa NMLWKM), a TakKe MNPU KOHLEHTPALMN FIOKO3bl B Ma3me
KPOBW HaToLWaK >7,0 MMosb/N. B COMHUTENbHbBIX CyYasax npo-
BOAMWIICA NepPOpanbHbI MMIOKO30TONEPaHTHbIN TecT. TecT npo-
BOZWIICA YTPOM Ha GOHE He MeHee YeM 3-IHEBHOro HeorpaHu-
yeHHoro NuTaHus (6onee 150 r yrneBofoOB B CYTKIM) U OObIYHON
du3nyeckon akTMBHOCTU. TecTy [OMKHO MpepLecTBOBaTb
HOYHOe ronogaHve B TeueHune 8-14 4 (MOXHO MUTb BOAY).
MNMocnegHun BeuepHin Nnprem nuwm cogepan 30-50 r yrne-
BoZOB. [Tocne 3abopa KPOBM HATOLAK WCMbITYEMbIA JOJIKEH
He 6onee yeM 3a 5 MWH BbINUTb 75 I 6e3BOAHON MTTHOKO3bl N
82,5 r MoHormagpara rKo3bl, PacTBOPEHHbIX B 250-300 mn
BoZbl. [1nA feTeln Harpy3ka cocTaBnset 1,75 r 6e3BogHoN rmto-
KOo3bl (1nn 1,925 r MOHOrMAPaTa rMKOo3bl) Ha 1 KF Macchbl Tena,
HO He 6onee 75 1 (82,5 r). B npouecce Tecta He paspeLuaeTca
KypeHwue. Yepes 2 4 ocyLLecTBNsSEeTCA MOBTOPHbIN 3a60p KPOBU.
Ina npefoTeBpalleHus MMKomM3a 1 oWMOOYHbIX Pe3ysibTaToB
KOHLIEHTPALMA TIOKO3bl onpeensaeTca cpasy nocne B3ATUA
KPOBU, U KPOBb 0JIKHA ObITb LIEeHTPUYrpoBaHa cpasy no-
Cne B3ATVA, W XpaHUTbCA Npuv Temnepatype 0-4°C, unu B3ATa
B NPOOVIPKY C KOHcepBaHTOM (nyopua HaTpus) [16].

AHanM3npoBanncb AnarHocTUYeckne Kputepum (noto-
BbI TecT, AHK-gnarHoctnka), KpUtepumn TAXeCT TeyeHus
MB: nokasatenu GpyHKLMU BHELIHEro AbIXaHusA, MUKPobuo-
NOrMYECKniA CTaTyC, YaCTOTa OCIIOXKHEHU, 06bem NpoBoaN-
MOW Tepanuu.

CaxapHbli1 gnabet. 2023;26(5):418-426

doi: https://doi.org/10.14341/DM13064

OPUTMHAJIbHOE NCCNEAOBAHUME

MNMoToBbIN TECT NPOBOAWACA BCEM MauMeHTam AnA Aua-
rHOCTUKK MB. [onoXuTenbHbIM MOTOBbIM TECTOM CUMUTANIUCD
nokasaTenu: AnA Metoda TUTPoBaHUA 60 1 6osiee MMOJIb/,
ans nposoanmMoctn — 80 1 6onee MMONb/J, MOrpaHMYHbIe
3HayeHusA: 30-59 n 50-79 mmonb/n ana TUTPOBaHWA U NPO-
BOAUMOCTN COOTBETCTBEHHO.

CnupomeTpua npoBogmnacb BCeM nauMeHTam B BO3pac-
Te 6 NeT 1 CTaplue, OLEHMBANNCL B NPOLIEHTaX OT AOJIKHOIO
nokasaTenv ¢yHKLMM BHELLIHETO [IbIXaHWA MO AaHHbIM ¢op-
CMPOBaHHOWN XM3HEHHOW eMKocTu nerkux (OXKEJT) n obbema
dopcmposaHHoro Bbifgoxa 3a nepsyto cekyHay (OOB,). Uc-
cnefoBaHMe NPOBOAUAN B COOTBETCTBMM C KpuTepusamin Es-
POMEeNCKOoro PecrnmpaTopHoro obLectsa U AMepPUKaHCKOro
TopaKanbHoro obwectsa (ERS/ATS) [17].

JOHK-gnarHocTnky npoBOAMAN COrNacHO anropuTMy KOH-
ceHcyca «MykoBuMcUMAo3: onpeaeneHne, ouarHocTnyeckne
Kputepuu, Tepanus», pasgen «[eHeTMka MyKOBUCLMAO3a.
MonekynapHo-reHeTUYeCKasA AMArHOCTUKA MNpuY MyKOBUC-
ungose» [18]. Ha nepBom 3Tane mccnefoBaHUA MyTauui
reHa CFTR wncnonb3oBanacb MeTOAMKa MyNbTUMNEKCHON
aMmnnndeuKkaumm AnsA  BblABNIEHUA WHCEPLUOHHO/aeneumn-
OHHbIX MyTaLUW, ANA perncTpaumy TOUKOBbIX HyKneoTua-
HbIX 3aMeH — MeToA annenb-CneundpuyHOro NMUrMpoBaHus
C nocnepgyouwen amnaudrkaumen. Ha BTopom stane pagy
60/IbHbIX MPOBEAEHO OMNpefeneHne HyKIeoTULHON Mo-
CnefoBaTeNlbHOCT METOAOM MPSAMOro aBTOMATMUYECKOrO
cekBeHupoBaHus no CaHrepy Ha npubope dupmbl Applied
Biosystems cornacHo npoTokony ¢rpMbi-MpoOn3BOANTENS.
Ha TpeTbem 3Tane NpoBOAWICA aHaNN3 NPOTAXKEHHbIX Nepe-
cTpoek reHa CFTR meTopgom KonnyectBeHHow MLPA (mynbTu-
MEKCHOW NMra3o-3aBucnmon amnandmrKkaumm npoob).

«TAxenbI» reHOTUN ONpefenAnca HaMunem B HeM [BYX
naToreHHbIX BapnaHToB |-l Knaccos, Npu «<MArKOM» B FeHOTU-
rne umenacb xoTa 6bl ogHa MyTaums reHa CFTR IV-VI knaccos.

MwuKpobuonornyeckmne nccnefoBaHus NPOBOAMIN BCEM
nauveHTam B COOTBETCTBUM ¢ PykoBOACTBOM Mo MUKpobmo-
NOTNYECKON [AMArHOCTMKE VMHQEKLUN [bIXaTeNIbHbIX NyTewn
y naumneHToB ¢ MB [19], a TakXe MeTOQNYECKUMUN PEKOMEH-
Jaumammu «MeTtogbl 6aKTepPrONOrMyeckoro MccieaoBaHns
YCITOBHO-MATOr€HHbIX MUKPOOPTraHM3MOB B KJIIMHMYECKON
MuKpobronornn» (yTeepxgeHbol MUHUCTEPCTBOM 34paBo-
oxpaHeHus PCOCP 19 gekabps 1991 r.) [20].

[drarHocTnyeckrne KpUTepUn aneprnyeckoro 6poHxo-
NEeroyHoro acneprunnesa, No KOTOPbIM AMarHO3 BHOCUIICA
B PErNCTP, COOTBETCTBOBaNN KpuTepusam KoHceHcyca doHaa
KUCTO3HOro ¢pnbposa 2003 r. [21].

InarHoctnyeckune Kputepmm oCTeonoposa, No KOTOPbIM
AMarHo3 BHOCUJICA B PEFUCTP, COOTBETCTBOBANWN CHUXEHMIO
MWHEPANbHOW MJIOTHOCTU KOCTHOW TKaHW Z-SCore Huke
2 CUTManbHbBIX OTKIOHEHWN N HANNYMIO HU3KOIHEpPreTuye-
CKOTO nepenioma B aHaMHe3e.

Cratuctnyeckas 06paboTka AaHHbIX MPOBOAMIACH C MO-
MOLLbIO MaKeTa NPUKNagHbix nporpamm IBM SPSS Statistics 26.
B 3aBucMMoCTV OT BMAa pacnpeneneHus mepamu LeHTpasb-
HOM TEHAEHUMM W PacCeaHna CIYyXWUIM CpegHee 3HayeHue
(M)£cTaHpapTHOE oTKNOHeHMe (SD) nnn megraHa 1 MexkKBap-
TUnbHbIN pasmax (Me [Q1; Q3]). Cratuctnyeckas o6paboTka
nposoannacb C UCNONb30BaHMeM Kputepua MaHHa-YuUTHW,
Kputepua Xu-kBagpat, TouHoro kputepusa Quwepa. Pasnuuma
CUNTANUCh CTAaTUCTUYECKM 3HaYMMbIMK Npy p<0,05.
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ITnyeckasa 3KcnepTN3a

MpoekT PerncTtp 6onbHbiXx MB Poccuinckon ®enepaummn
n nHbOpMUPOBaHHOe cornacre opobpeHbl KomuteTom
no stuke OrbHY MIHL, 20 pekabpsa 2012 r. MauneHTbl ¢ MB
W/Unn X NpPeacTaBUTENM MOAMNUCHIBANM MHGOPMUPOBaAH-
Hoe cornacme. HoBasi ¢opmMa MHPOPMMPOBAHHOIO COrna-
cvA 6bina ogobpeHa stuyeckum kommutetom OIr6HY MIHL
21.02.2021 r., npoTtokon N2 1/2, nocne nepexofa Ha UCMOMb-
30BaHMe NporpaMmbl co6opa MHGOpPMaLMK 1 3aLUTbl NEPCO-
HaJIbHbIX JaHHbIX, pa3paboTaHHo AO «AcToH KoHCanTuH».

AO «AcToH «KOHCanTuHr» sABnAeTca  cepTudnumnpo-
BaHHbIM OMEPaTOPOM MEePCOHANbHBIX AaHHbIX (HOMep 3a-
nucn 77-14-002874 B peectpe «PockomHagsopa»), Mmeet
aTTecTaT COOTBETCTBMS obecrieveHnss MHPOPMALMOHHON
6e3onacHOCT  06bekTa UHOPMATU3aLUMN  MOACKCTEMDI
«YHVIBEpCanbHbI NPOrpamMMHbIi KOMIMIEKC AnA cbopa, 06-
paboTKM 1 ynpaBneHVs TePPUTOPUANbHO pPacrpefeneHHbI-
MU U KIIMHUKO-3MUAEMMONIOTMYECKUMM AAHHBIMW B PEXUME
yoaneHHoro fgoctyna Quinta® TpeboBaHuAM 6Ge3onacHoCTV
N211/20-021ATT. LLUndpoBaHne AaHHbIX NPOBOAMTCA B COOT-
BetcTBmM ¢ TOCT P 34.10-2021 256 6uT, ycTaHoBeH TLS-wwnio3.

PE3YJNIbTATDI

Mo paHHbIM perucTtpa 6onbHbiX MB Poccuiickoin Mepepa-
umm 2021 r., yactota M3CJ] ¢ MHCynuMHOTepanven cocTaBnseT

4,2% cnyyaes: 1,3% cpegwn geter 1 nogpocTkos 1 10,5% cpeau
B3POC/IbIX.

B aHanu3 pacnpoctpaHeHHocT M3C/] 6binn BKITHOUEHDI
122 nauueHnTa ¢ Cl, Tpebyowmm NprMeHEHNA NHCYNNHA, —
33 pebeHKa (27%) v 89 B3pocsbix (73%), cpegHUn Bo3pacT
feten coctaBun 13,5+4,1, cpenHWiA BO3pacT B3pPOC/bIX Ma-
LmeHTOB OT 18 neT 1 ctapwe — 27,4+6,6 ropa.

Mpy aHanv3e nokasaTtenen He ObINO BbISIBIIEHO MOJIOBbLIX
Pa3nnuuii, NaumeHTbl MY>KCKOTO 1 »KEHCKOTO Mosia OAMHAKOBO
YacTo cTpaganu M3CA. Cpean petein npeobnagany NogpocT-
Ku ctapwe 11 net (IQR 15,2 [Q1; Q3: 11,9; 16,5]), c BO3pacTom
KONMMYeCTBO NauueHToB, cTpagatowwmx CJl, focToBepHO yBenu-
ymBaetca. JHK-grarHoctrka npoBefeHa 6bin1a 111 nayneHTam
¢ CAnz 122.Mpeobnaganv NaumMeHTbl C <TAXKeSTbIM» FreHOTUMOM
(Hanuume B reHoTUNE ABYX MaTOreHHbIX BapmvaHTOB 1,2 Knac-
coB) — 93,7%. MNaLneHTbl C HaNNYMEM «MAFKOro» NAaTOreHHOro
BapuaHTa reHa CFTR B reHoTMnNe coctaBunu 6,3% (tabn. 1).

HapacTaHne pacnpoctpaHeHHocT M3CJl Habnogaetcs
¢ 10-11 net c nnkom B 18-21 rof, v NOCTENEHHbIM CHVXKEHEM
[0 37 neT, 4To COOTBETCTBYET COBPEMEHHBIM AaHHbIM O NPO-
JOMKNUTENBHOCTY XU3HM NaumeHToB ¢ MB n CJ] (puc. 1).

B ganbHeiwem cpaBHMBaNM KNMHNYECKNE 0COOEHHOCTM
TeueHuA MB y nauneHToB B Bo3pacTe go 18 net ¢ CA.

Ins cpaBHeHuA TeyeHus MB y nauymeHToB ¢ C1 n 6e3
Hero B JETCKOM Bo3pacTe Obinyv CHOpMUpPOBAHBI TPyMMbl,
COMoCTaBMMble MO BO3PacTy, MOAY, reHoTuny (TAXenbin,

Ta6nvu4a 1. XapakTeprcTuka naumeHToB C CaxapHbIM ,Ell/la6eTOM N MYKOBNCLMOO30M MO AaHHbIM perncrtpa nauneHToB C MyKOBMCLMAO30M Poccuiickon

Qepepauymm 3a 2021 .

Mokasarenb Bcero P Detn P B3pocnbie P
Bospacr, rogbi
M+SD 122 23,7+8,7 - 33 13,5+4,1 - 89 27,4+6,6 -
Me (IQR) 122 22,5(12,8) - 33 15,2 (5,0) - 89 27,3(10,9) -
Me [Q1; Q3] 122 22,5[17,7; 30,4] - 33 15,2[11,9; 16,5] - 89 27,3[21,2; 32,1] -
Mon
My>unHbl 55 45,1% 13 39,4% 42 47,2%
0,197 0,44
KeHwyHb 67 54,9% 20 60,6% 47 52,8%
leHoTNN
Taxenbin 104 93,7% 27 90% 77 95,1%
— <0,001 0,205 0,33
Markun 7 6,3% 10% 4,9%

MNpumeyanne: IQR — MHTePKBapPTUSIbHBIV pa3max.
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PucyHok 1. [McTorpamma pacnpoCcTpaHeHHOCTU UHCYNIMHO3aBUCUMOTO CaxapHOro Auvabeta no BO3pacTy MaLMeHTOB C MyKOBMCLMAO30M MO AaHHbIM
peructpa 2021 r.
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Ta6nmua 2. XapakTepucTriKa NaumMeHToB AeTel 1 MOAPOCTKOB C MYKOBMCLIMA033aBUCMMbIM CaxapHbIM AMaGeTom 1 6e3 Hero no AaHHbIM peructpa 2021 .

[eTtn 6e3 nHcynuHosasucumoro CJj

Aetn c uHcynuHosasucumbim Ci

Nokasartenb P
n BospacrT, roagpi n BospacrT, roapi
M+SD 827 13,6+2,3 33 13,5+4,1
Me (IQR) 827 13,4 (4,0) 33 15,2 (5,0) 0,223
Me [Q1; Q3] 827 13,4[11,6;15,6] 33 15,2[11,9; 16,5]
MNon
My>XunHbl 408 49,30% 13 39,40% 0.263
KeHwWwmHbI 419 50,70% 20 60,60%
BospacT yctraHOBNEHNA AnarHos3a, roapbl
M+SD 814 2,0+£3,3 33 1,8£3,1 0.797
Me (IQR) 814 0,4(1,83) 33 0,5(1,85)
Me [Q1; Q3] 814 0,410,2;2,0] 33 0,5[0,2; 1,9]
MoToBbIN TEeCT
TutpoBaHne 266 98,1+£26,4 14 108,1+£27,9 0,193
MNpoBogumocTb 517 106,9+22,1 18 109,8+12,5 0,637
leHoTUN
Taxkenbin 549 81,0% 27 90,0% 0.214
Markumi 129 19,0% 3 10,0%
PecnupartopHas ¢pyHKLMA
’\O/lé;? % f1onK. 714 85,2+27,5 27 72,4+26,0 0,016
g‘;(SEJI?I % oMK, 714 87,8+23,1 27 82,7+20,0 0,17
MpumeyaHme: IQR — nHTepKBapTUNbHBIN pa3max; ODBT — o6bem GopmrpoBaHHOro Bbigoxa 3a nepsyto cekyHay; OXKEJ1 — popcrpoBaHHas XKu3HeHHas
€MKOCTb JIEerKnx.
MSAMKWI), — B rpynny nauneHToB 6e3 anabeTta Bownu 827  3HAYMMOeE pasfivyme No OCHOBHOMY MOKa3aTesto COCTOAHUSA

naumveHToB, 33 nauuMeHTa COCTaBMAM TpPynny OO0MbHbIX
¢ M3C[] ¢ npumeHeHem MHCYNMHa B Bo3pacTe Jo 18 nert.
CpaBHUBaANNCb AMAFHOCTUYECKMNE KPUTEPUN, KpUTEPUK TA-
Xectu TeyeHums MB: nokasatenu GpyHKLMN BHELIHETO AblXa-
HUA, MUKPOOMONIOTMYECKNIA CTATyC, YacToTa OCIOXHEHWIA,
06bemM NpPoBOAVMON Tepanuu.

B rpynny cpaBHeHuA nauuneHTtoB 6e3 C[] Bownu 827 fe-
Ten B Bo3pacTe 13,4 [11,6; 15,6] roga, Manbunky COCTaBUIN
49,30%/408, peBoukn — 50,7%/419. Ipynny ¢ M3C[ cocTa-
BunK 33 pebeHka B Bo3pacTe 15,2 [11,9; 16,5] roga, manbuu-
K1 — 39,4%/13, peBoukn — 60,6%/20 yenoBsek.

Mpwu cpaBHeHun naumeHToB ¢ M3C[ n 6e3 Hero B rpyn-
nax, COnoCTaBMMbIX MO BO3PACTY, MOAY, FeHOTXMY, BbIAABIEHO

dyHKUMM nerkux: M+SD O(I)B1 (% ponxk.) — 85,2+27,5 B rpyn-
ne nayuenToB 6e3 CI1 n M+SD ODB, (% ponxk.) — 72,4+26,0
y naumeHToB ¢ C[] (p<0,016) (Tabn. 2).

lNo gpyrvm nokasatensam AMarHOCTUYECKUX KPUTEPUEB U Te-
yeHua MB (Bo3pacT yCcTaHOBNEHWA AMarHo3a, pesynbTaTbl MOTO-
BOW NPOObI, FEHOTUIM) JOCTOBEPHON PA3HULLbI HE MOJTYYEeHO.

Mpyn oueHKe MUKPOOMONOrMYeCcKoro cratyca 3Hauu-
MOW pasHuLbl MeXJy NoKasaTenaMn B U3yyaeMbiX Fpynmnax
He 6blIO BbIABNEHO, HO TEHAEHUMA K GonbluemMy yncny na-
LMEHTOB C XPOHUYECKOWN CUMHErHONHON nHdeKkumen, MRSA
oTMeueHa B rpynne ¢ M3C[] (tabn. 3).

Mpn aHanmnse ocnoXKHeHW, XapakTepHbIx ana MB, pas-
nnmunii mexgy rpynnamm ¢ M3CA n 6e3 Hero BbIABIEHO

Ta6bnuua 3. Xapaktepuctuka MVleO6HOI'O nersaxa pecnMpaTopHOro TpakTa Yy nauneHToB C MyKOBUCLIMAO03aBNCAMbBIM CaXxapHbIM nnabetom

C NpYMeHeHneM UHCYNHA 1 6e3 anabeTa No faHHbIM pernctpa 2021 T.

Detn 6e3 Detun c
fpynne nHcynuHosaeucumoro Cf1 nHcynuHosasncumbim CJi P
n % n %
Pseudomonas aeruginosa XxpoHNYeCKniA BbiCEB 326 394 18 54,5 0,082
Pseudomonas aeruginosa HTEPMUTTUPYIOLLUI BbICEB 137 16,6 5 15,2 0,830
MSSA XpOoHUYeCKuii BbiceB 452 54,7 19 57,6 0,741
Burkholderia cepacia xpoHnyeckuni Bbices 30 3,6 2 6,3 0,447
Achromobacter spp. XpOHUYECKNIA BbICEB 45 55 2 6,1 0,888
MRSA xpoHYeckun Bbices 27 3,3 3 9,1 0,074

Mpumeuanune: MSSA — methicillin-sensitive Staphylococcus aureus; MRSA — methicillin-resistant Staphylococcus aureus.
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Ta6nuua 4. OcnoxHeHus MYKOBMUCLMAO3a B OTYETHOM rofy B M3y4daemblX rpynnax

Detn 6e3 Detn c
WHCY/IMHO3aBUCMMOIO  MHCY/IMHO3aBUCMMbIM
Mokasartenb ca ca
n % n %

Annepruyeckuin 6poHxonynbMOHaNbHbIN acneprunes 23 2,8 1 3,0 0,939
e P o a0 0 o osme
CviHgpom noTepwu conen 12 1,5 0 0,0 0,492
lNMHeBMOTOpPaKC, NoTpeboBaBLNI ApeHaxa 4 0,5 0 0,0 0,688
KpoBoTeueHune neroyHoe 4 0,5 0 0,0 0,689
OcTteonopos 15 2,3 2 7,7 0,085
Amnnongos 3 0,4 0 0,0 0,740
PMHOCUHYCMT C NOAIMNO30M HOCa 410 50,0 20 60,6 0,489
PrvHOCKHycuUT 6e3 nonmnosa Hoca 256 31,2 8 24,2
OHKonornyeckme 3abonesaHusA 0 0,0 0 0,0 -

He 6bin0. OgHako Gbina oTMeuyeHa TeHAeHUMA K 6onbliemy
yrCny NaUMEHTOB C ocTeonopo3om B rpynne M3C[ (tabn. 4).

AHanu3 Tepanuu, nonyyaemoun naumeHTamm ¢ M3C[
1 6e3 Hero, BbISIBUN 3HAYMMyI0 Pa3HMLY B NMPUMEHAEMON
WHransauMoHHOW aHTubaKTepuanbHon Tepanun — 54,6%
nauveHToB 6e3 C[l nonyyanu WHransuyuoOHHbIE aHTMOMO-
TUKK, B TO BpeMd Kak yactoTta geten ¢ M3C[l, nonyuatowmx
WHransALVMOHHY0 aHTUbaKTepuanbHyto Tepanuio, CoCTaBua
75,8% (p=0,017). 3HauMmMo 6bIsI0 pasfinune NpPUMeHsiemMmon
TabneTnpoBaHHOM aHTMbaKTepmanbHon Tepanuu (p=0,013).
OTmeyaeTcss TeHAeHUMs K Oonbluemy KOonuuyecTsy nauu-
€HTOB Ha BHYTPUBEHHOW aHTMOaKTepuasbHOW Tepanuu
B rpynne geten ¢ M3C[] — 53,1% npotums 38,3% B rpynne
6e3 Cl1 (p=0,091). 3HauUMMO OTNNYANIOCb KOJIMYECTBO NaLu-
€HTOB Ha Kucniopogotepanuu — B rpynne ¢ M3CJ kucno-
pozoTepanua npumeHsnacb B 12,1% cnyyaes, B rpynne 6e3
M3CJ — nuuwb B 3,4% (p=0,01) (Tabn. 5).

OBCYXXAEHUE

Yactota M3C[] c notpebHOCTbIO B MHCYNMHOTEPANUn
coctaBnseT 4,2% cnyyaes B PO B 2021 r. ¢ npeobnagaHu-
eM y B3pOC/bIX MO cpaBHeHuto ¢ getbmu (10,5% vs 1,3%)
COMMacHO QJdaHHbIM peructpa 6onbHbix MB. MegmaHa
Bo3pacta geten ¢ CJ} coctaBnsaet 15,2 [11,9; 16,5] roaa.
B CWWA M3CJ pwarHoctmpyetca y 9% nauymeHtoB ¢ MB
B BO3pacTe oT 5 o 9 net ny 26% naumeHTOB B BO3pacTe
ot 10 go 20 neT [22], UTO 3HAUMTENDBHO NPEBbILIAET NOKa3a-
Tenn PO 1, BO3MOXHO, CBA3aHO C 0COGEHHOCTAMM AUarHo-
ctrkn C1 B PO 1 npofomKntenbHOCTbIO XKN3HW NaLMEHTOB.
Mpwn opraHnsaunn exxerogHOro MOHUTOPWHIA HapyLLIeHWI
yrneBofHoro obmeHa y Bcex nauneHToB ¢ MB pacnpoctpa-
HeHHocTb M3Cl nocturaet 50-70% y nauneHToB B BO3pac-
Te oo 30 net [23, 24].

CoyvetaHme MB v CJ[1 oka3biBaeT HeraTMBHOE BNUS-
H/Ye Ha NPOAOJIKUTENbHOCTb XM3HK [22, 25]. CpenHAn
NPOJOMKUTENBHOCTb KM3HU nauymeHToB ¢ M3C[ Huxe
Mo CpaBHEHUIO C NauueHTamm 6e3 C[l, MmeanaHa BbIXKu-
BAaeMOCTU Y HMX COCTaBAAeT 24 roga npoTtus 32 neT y na-
umeHToB ¢ MB 6e3 C[l. M3C/[]l, Kak npaBuno, NpoTeKaeT

CaxapHbli1 gnabet. 2023;26(5):418-426
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6eCCMMMNTOMHO 1 MOXET 10JIF0e BpeMs O0CTaBaTbCA Heau-
ArHOCTMPOBAHHbIM.

B HacToAee BpemA OOLWENPUHATO, YTO rpynnamm ans
obcnegoBaHna 1 nckoueHna M3CJ ABNSOTCA NOAPOCTKM
¢ 10-neTHero BO3pacTa, MaUMeHTbl C HYTPUTUBHBIM Aedu-
LUMTOM U C HU3KMMIK TEMNaMK POCTa, 3a4eP>KKOM NOSIOBOro
CO3pEeBaHUs, CHUXKEHUEM JIEFOUYHOW OYHKLMK, A TakxKe na-
LMEHTbI, Y KOTOPbIX YPOBEHb I0KO3bl HAaTOLLAK NpPEeBbILLaeT
7,0 Mmonb/n, Bce 6epemeHHble NaLMEeHTKN U MIaHMpyoLwme
6epeMeHHOCTb. TakKKe KOHTPOJIIO MMKEMUW noanexat na-
LMeHTbl Ha BHYTPMBEHHOW Tepanuy aHTUGAKTEPUANbHBbIMU
cpencTBamu, NMauueHTbl Ha 3HTepasibHOM nuTaHuun. O6sA3a-
TenbHO oOcCnefoBaHWE MaLMEHTOB Mepen onepaTUBHLIM
BMELLATENbCTBOM, TPAHCMIaHTaLUnen [26].

[laHHble HacToAWEro WccNefoBaHWA MOATBEPXKAAOT
6onee HebnaronpusTHoe TeudeHne MB npu npucoeguHe-
Hum M3C[ B petckom Bo3pacTe. o gaHHbIM UccnepoBa-
HuA, naumeHTbl ¢ M3CIl nmenn 6onee HU3KWIA NOKas3aTenb
O®B, no cpaBHeHWIO C AETbMU 6e3 CJ] (85,2+27,5% npo-
TMB 72,4426,0% y naunentoB ¢ Cll, p<0,016), yto rosoput
0 6onee TAXKENOM NMOPaKEHNN BPOHXONIEFOUYHOW CUCTEMBI.
OTO NOATBEPXKAAETCA CPaBHEHWEM B rpynnax MUKpooumo-
NOTMYECKON XapaKTePUCTUKN MUKPOIopbl pecnmpaTtop-
Horo Tpakta. OTMeueHa TeHAeHUUA K 6osiee YyacToMy Xpo-
HNYECKOMY BbICEBY CMHETHOMHOW Manoyku y MauMeHTOB
¢ M3C[ — 54,50% npoTus 39,4% B rpynne 6e3 M3C/. Takxe
yawye BbigBnanca poct MRSA — 9,1% no cpaBHeHMIO € rpyn-
non peten 6e3 C1 — 3,1%. bbina oTMeueHa TeHAeHLUUSA
K 6onbluemMy 4Mcily NaLMEHTOB C OCTEOMOPO3OM B rpymnmne
M3C[, uto cBMAeTenbCTBYET O TAXKECTM TeyeHma MB y nauu-
eHToB ¢ C/l. bonee TaXenoe COCTOAHME NALMEHTOB MO AaH-
HbiM O®B, 1 POCTy rpamMoTPULATENIbHON U aHTMONOTUKO-
pe3nCTeHTHON ¢Gnopbl BEAET K YAaCTOMY KCMOJSIb30BAHMIO
WHransLMoHHON aHTnbaKTepuanbHom Tepanum — 54,6% na-
umeHToB 6e3 C/] nonyyanu UHranAUMOHHbIE aHTUOVOTHKY,
get ¢ M3C[l nonyyanu MHranaumMoHHy0 aHTMbaKkTepranb-
Hyto Tepanuio B 75,8% cnyuaes (p=0,017). JocToBepHO 6bino
pasnuuve npuMeHsemol TabneTMpoBaHHON aHTUbGaKTepu-
anbHoun Tepanuu (p=0,013). Yawe naumenTtbl ¢ C1 nonyya-
NN BHYTPYBEHHYI0 aHTMbaKTepuanbHyto Tepanuio — 53,1%
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Ta6bnuua 5. AHanu3 npumeHAeMon Tepanmmn y NaLMeHTOB B U3yYaeMmblx rpyrnnax no JaHHbIM perncrpa naumMeHTos ¢ Mykosucumngosom 2021 r.

Detn 6e3 Detu c
WHCYINHO3aBUCMIMOTO  MHCYNINHO3aBUCUMbIM
Mokasarenb ca ca
n % n %

HaTtpua xnopug runepToHNYeCKnin pacTBop B MHranAumax 636 77,2 25 78,1 0,901
MaHHUTON NHFANALMOHHDIN 76 9,2 6 18,2 0,086
AHTMGaKTEpManbHaA Tepanusa NHranALNOHHaA 448 54,6 25 75,8 0,017
AHTUGAKTEpPrANbHaA Tepanms BHYTPYIBEHHAs 313 38,3 17 531 0,091
AHTMGaKTepManbHasa Tepanus TabeTnpoBaHHas 485 59,2 26 81,3 0,013
bpoHxogunatatopbl 396 48,1 19 59,4 0,211
Kucnopopotepanua 28 3,4 4 12,1 0,01

[lopHaza anboda 813 98,7 32 97,0 0,416
KopTukoctepoungbl MHranALMOHHOE NpUMeHeHne 81 9,8 5 15,2 0,316
KopTukoctepoungbl opanbHoOe NpuMeHeHne 20 2,4 1 3,0 0,824
AsntpomununH 273 33,8 15 46,9 0,126
Ypcope3okcuxonesasa KNCnoTa 788 95,5 32 97,0 0,69
MaHKpeaTnH 772 93,5 32 97,0 0,42

NHrnéutopbl NPOTOHHOM NOMMbI 194 24,2 10 31,3 0,36
BuTamuHbl >XnpopacTtBoprmMble 771 94,7 30 93,8 0,811
Kunesntepanus 702 87,0 26 81,3 0,347

npotus 38,3% B rpynne 6e3 Cl (p=0,091). BaxxHO oTMeTUTb
[OCTOBEPHOE OTNMYME KONMMYecTBa NauMeHTOB Ha KUCNO-
ponoTepanuu B rpynne ¢ M3CA — 12,1% npoTus 3,4% 6e3
M3C[ (p=0,01). MNpuBeneHHble OTANYMA NOATBEPKAAIOT 60O-
nee Taxenoe TeyeHne MB y nauymeHtoB ¢ M3C[] B geTckom
BO3pacTe, UTO COrnacyeTca C AaHHbIMW NuTepaTypsbl. Mccne-
L0BaHUs, npoBefeHHble B PO cpeaun B3pocCsbix NaunMeHToB
¢ MB, nokasanu, uto naumeHTbl ¢ M3C/[] xapakTepn3oBanucb
CHUXKeHMeM nokasaTtesiell HyTPUTUBHOTO CTaTyca, GyHKLMK
NErknx, BbICOKOW KOJIOHM3auuen pAbixaTenbHOro TpaKTa
arpeccuBHON MUKPOGHOI Gpropoii, BbICOKOW YaCcTOTON «Ts-
XKenbix» reHeTUYeCcKnx BapuaHToB reHa CFTR; «mArkue» Ba-
puraHTbl OTCyTCTBOBaNU [27].

3AKNIOYEHUE

PacnpoctpaHeHHocTb M3C/] ¢ noTpe6bHOCTbIO B MHCYNN-
HoTepanuu y geten u nogpoctkoB B PO coctaBnsaet 1,3%,
YalLe cTpagatoT nogpocTku. TeueHne M3C[] 3HauMmo yxygLua-
eT TeyeHne MB B OTHOLIEHUN GYHKLUM NIETKMX, POCTa FPamMo-
TPULATENbHOWM 1 PE3UCTEHTHON GJIOPbI, PA3BUTUA TSKENbIX
OCJIOXKHEHWI, YTO BELET K YaCTOMY MPUMEHEHNI0 aHTUOaKTe-
pvianbHoOM Tepanun. 3agavya CneyranmcToB, 3aHMMAOLWMXCA
neyeHnem naumeHTos ¢ MB, — nccnegosatb COCTOAHME yrhe-
BOJHOro 0bmeHa HauvHas ¢ 10 neT y Bcex nayueHTos ¢ MB,
a Mo nokasaHuAM 1 paHee, BOBpeMsA AnarHoctmpoBaTb M3C[
1 NnpegynpexaaTb pa3suTre ocnoxxHeHun CLl n MB. Bo3mox-
HO, paHHee Ha3HauyeHve TapreTHoWM Tepanuu byaeT npenAT-
cTBOBaTb pa3sutuio C[1 y naymeHToB ¢ MB.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHnkn ¢puHaHcmpoBaHmuA. PaboTa BbiMosHEHa B pamKax
rpaHta PHO «KnuHuKko-anngemuonornyeckas xapakTepucTuka Ha-
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pyweHni yrneBoAgHoro obmeHa mnpu MyKoBuCUMAO3e 1 paspaboTka
HOBbIX MOAXOAOB K MX AnarHocTuke u tepanun CFTR-mopgynatopamu»
Ne 23-25-00452 locynapCTBEHHOro OOOXKETHOrO yuypexaeHusa 3gpa-
BOOXpaHeHUsi MocCKOBCKoOW o6nactu «HayuyHo-uccnepoBaTenbCKui
KNUHUYECKUN WMHCTUTYT AeTcTBa MuHucTepcTBa 3[paBOOXpaHeHus
MockoBcKoi obnactu.

KoHpnuKT nHTepecoB. ABTOpPbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWen cTaTby.

Yuyactue aBTOpoB. KoHapaTbeBa E.V. — cyLiecTBeHHbIV BK/1ag B KOH-
Lenuuio 1 An3aiiH UCccnefoBaHns, naea ctatby, opmanusauma 3agaum,
oTbop MaTepuana, pabota ¢ 6a3amMmn AaHHbIX, BHECEHNE B PYKOMUCH Cy-
LWeCTBEHHON (Ba)KHOW) NPaBKK C LieSiblo MOBbILEHNA HAYyYHON LIEHHOCTU
cTaTby, opobpeHue GprHanbHon Bepcun pykonucy; Tnud AU, — cyuwe-
CTBEHHbIN BK/aj B HanucaHue CTaTby, NOAyYEHUE, aHaNIM3 AaHHbIX NN
UHTeprpeTaLuio pe3ysibTaToB, BHECEHVE NPaBoK, 04o6peHe ¢puHanbHoM
Bepcun pykonucu; BopoHkosa A.KO. — cyliecTBeHHbI BKNag B nonyye-
HVe, aHany3 AaHHbIX WK MHTEpNpeTaunio pesynbraTtos, cbop matepuma-
na, HafmmcaHWe CTaTbl, KOppeKUMsA TeKCTa, BHECEHVEe MpaBoK, ofobpe-
Hue duHanbHol Bepcun pykonucy; Kawmpckasa H.I0. — cyuecTBeHHbIN
BKMa4 K KOHLeNuMn MCCNefoBaHWs, BHECEHNe CyLeCTBEHHbIX NpPaBoOK;
Kpacosckuin C.A. — cyweCcTBeHHbIN BKNaA B MOJyyeHne, aHan3 JaHHbIX,
BHECeHVe CyLecTBeHHbIX NpaBokK; Kypaesa T.J1. — cylieCcTBEHHbIV BKNag
B KOPpPEeKUMA AaHHbIX, BHECEHME B PYKOMUCb CYLLECTBEHHOW (Ba)HOMW)
MpaBKM C LieNblo MOBbILEHNA HAayYHOW LIEHHOCTW CTaTbu, OfobpeHune
duHanbHoW Bepcun pykonucu; Amenuna EJI. — cywecTBeHHbI BKnag
B MOJlyYeHne, aHanmn3 AaHHbIX UM UHTeprpeTaunio pe3ybTaToB, BHeCe-
HUe B PyKOMWCb CYLECTBEHHOW (BaXXHOW) NPaBKM C LieNibio NOBbILEHNA
Hay4YHOW LIeHHOCTN CTaTbML.

Bce aBTOpbl 0806pUNM PUHANBHYIO BEpCUO CTaTbu nepef ny6nu-
Kaumen, Bblpa3uan cornacre HecT OTBETCTBEHHOCTb 3a BCe acMeKTbl
paboTbl, nogpa3ymeBaloLLlylo Haanexallee n3yyeHve 1 peleHne Bonpo-
COB, CBA3aHHbIX C TOYHOCTbIO MM BOBPOCOBECTHOCTLIO NGO YacTn
paboTbl.
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