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Pesome

C 2011 r. exeronHo GpopMupyeTcst peructp 60JbHBIX MyKoBuciuao3oM (MB) Poccuiickoit denepaiivn. AHaIN3 JaHHBIX HALIMOHAIBHOTO PEerv-
CTpa, B KOTOPOM aKKyMYJIMPOBAHbI OOJIbIINE 00BeMbl KITMHUIECKUX U JIAOOPATOPHBIX MTOKa3aTeseld, SIBISIeTCS MHCTPYMEHTOM ISl TOHMMAaHMST
M3MEHEHMUI neMorpacbuIecKux MmokKasaTeseil, MIaHMPOBaHKS Mep IO YITyYIIEHUIO KauecTBa MEIUIIMHCKOM MTOMOII M OLIEHKU MX 3(D(hEeKTUBHO-
ctu. Llenbio vccnenoBaHust IBUICS] aHATU3 COCTOSTHUS 3M0POBbsI POCCUICKUX MALIMEHTOB ¢ MB 1 TMHAMUKM OCHOBHBIX KIIMHUKO-J1A00PaTOPHBIX
rokazareneit 3a 2011—2021 rr. MaTepuasst u MeToapbl. [IpoaHAIM3MPOBAHO COCTOSTHHUE 3MOPOBBSI POCCUIICKUX TAITMeHTOB ¢ M B Ha ocHOBaHWYT
NaHHbIX peructpa OosibHbIXx MB (2011-2021). Pesyabrarbl. [1o gaHHBIM aHajau3a yCTAHOBJIEHO YBEJMYEHME OOLIEro 4ucia MalueHTOB
¢ 1026 mo 3 969, a Takxke 4rcia GOJIbHBIX, BBISIBJIEHHBIX IIPH MOMOIIM HEOHATAILHOTO CKPUHUHTA, 10 53,5 % (2021) vs 28,8 % (2011). B2011 r.
reHeTUYeCKOe nccieqoBaHue BInoiHeHo y 91,8 % nauuenTos, a B 2021 1. —y 93,6 %, 1Ipy 5TOM KOJIMUYECTBO BBISIBJIEHHBIX MYTALIMi YBETMUMUIIOCH
¢ 80 10 90,5 % COOTBETCTBEHHO, a YMCJIO MALIMEHTOB C HEBBISIBJIEHHBIMU MYyTALIMSIMU CHU3WIOCH € 9,5 110 3,2 % cooTBeTcTBeHHO. CpeaHuil BO3-
pact ycraHoBJIeHuUs tuarHo3a MB He nipereprien uamenenwuii (3,3 £ 5,5 roma (2011) vs 3,1 £ 6,2 roma (2021)), HecMOTps Ha yBeJIMYCHHE YnCTa
MalMeHTOB, AMarHo3 y KOTOPbIX YCTAHOBJEH MPU HEOHATalbHOM CKpUHUHTre. PasHuua cpenHero Bodpacta (M = SD) mauueHTOB cocTaBuiia
11,5+ 8,9 roma (2011) vs 14 + 9,8 roma (2021)), mosnst B3pocibix 60abHbIX — 24,95 % (2011) vs 27,4 % (2021). B teuenue 11 et Takke mpereprie-
J1a u3MeHeHust tepanus — ¢ 70,9 no 36,4 CHU3MIOCH YUCIO0 KYpCOB BHYTPUBEHHOI Teparuu, ¢ 8,7 1o 70,7 % yBeJIMUMIOCH YMCJIO TTALUEHTOB,
MPUMEHSIIOIIMX TMIIEPTOHUYECKUI pacTBOP HATpUsl XJopuaa, 10 45 % — WHraISIIMOHHYI0 MPOTUBOCHHETHOMHYIO Tepanuio, YMEHBIINIOCh
YUCIIO CITy4YaeB MCTOJIb30BaHMSI TIIIOKOKOPTUKOCTepouioB. TapreTHast Tepamusi mpuMeHsieTcst ¢ 2018 1., mpu 3TOM YUCIIO MAMEHTOB, MOTyJalo-
LIMX [TaTOreHeTUYecKue rpenaparsl, Bo3pactaeT. 3akmoyenue. [{MHaMMKa roKas3artesieil peructpa siBjasieTcsl okasaTeseM 310pOBbsl U IMHAMUKU
COCTOSTHUS poccuiickux nmanueHToB ¢ M B. [1o pesynbratam aHann3a JaHHBIX PETUCTPA YIYYIIAeTCS] OPraHU3ausl MEAUIIMHCKOM TOMOIIIH, TIPO-
THO3 ¥ TTPOBelieHNe CAHUTAPHO-3MUICMUYECKIX MEPOTIPUSTUI, TUTAHUPOBAaHUE TepariK, OKa3aHue ITOMOIIY PerMoHaM B OpraHU3aluy aMoyia-
TOPHOTO HAOTIONCHUSI 1 MUKPOOMOIOTMYECKOTO KOHTPOJISL. 3aaveil aHan3a PerucTpa siBisieTcsl OpraHu3alisi TOMOILU B3POCIbIM MalUeHTaM.
KaroueBbie ci0Ba: MyKOBUCITUIO3, PETUCTD, TTATOTeHHBIC BapuaHThl reHa CFTR, ciupoMeTpusi, TapreTHasl Teparusl.
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Druyeckas 3kcneprusa. [IpoekT «Peructp 60ibpHBIX MyKoBUuciumo3oM Poccuiickoii @eneparmu» ogodper 20.12.12 DTUUECKUM KOMHUTETOM
DenepanbHOTO TOCYAaPCTBEHHOTO OIOMXKETHOTO HAyYHOTO yYpexXxaeHusi «MeauKo-TeHeTUYeCKUil HaydHbIi LEHTP MMEHU akaaeMuKa
H.I1.boukoBa» MuHHUCTepCTBAa HAYKU M BhIcIero obpazoBaHust Poccuiickoit Peneparyu. [aieHTsI M/ WIN WX TIPEICTABUTENN TIOAITICATA
J1006poBOJIbHOE MHGMOPMUPOBAHHOE corjiacue. B cBsi3u ¢ mepexosoM Ha HOBbI (hopMaT peructpa 100poBosIbHOE MH(HOPMUPOBAHHOE corlacue
C M3MEHEHUsIMU ObLIIO 0m00peHo DTrueckuM KoMuteroM demepaqbHOro rocyaapcTBEHHOTO OIOMXETHOTO HAYYHOTO yUpeXaeHUs «Meauko-
TeHeTHYEeCKU HayJIHbIN 1eHTp uMeHMn akanemuka H.IT.boukoBa» MuHHMCTepcTBa HayKu U BbIciiero oopasoBaHust Poccuiickoit Peneparu
21.02.21, npotokoa Ne 1 / 2.
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Abstract

A registry of patients with cystic fibrosis (CF) of the Russian Federation has been compiled annually since 2011. Analysis of the national registry
with large amounts of clinical and laboratory data helps understand changes in demographic indicators, plan measures to improve the quality of
medical care and evaluate their effectiveness. Aim. To analyze health status of patients with cystic fibrosis in the Russian Federation and the
dynamics of key clinical and laboratory parameters from 2011 to 2021. Methods. The health status of CF patients was assessed using the registry data
from 2011 to 2021. Results. The analysis revealed an increase in the total number of patients from 1,026% in 2011 to 3,969 in 2021, in the number
of patients identified by neonatal screening from 28.8% to 53.5%, and in coverage by genetic testing from 91.8 to 93.6%. At the same time, the
number of mutations detected dropped from 80 to 90.5% and the number of patients with unidentified mutations decreased from 9.5 to 3.2%.
The mean age at diagnosis of cystic fibrosis did not change (3.3 £ 5.5in 2011 and 3.1 £ 6.2 in 2021) despite an increase in the number of patients
diagnosed through neonatal screening. There was a difference in M + SD age from 2011 to 2021 (11.5 £ 8.9 in 2011 and 14 £ 9.8 in 2021). The
proportion of adult patients was 24.95% in 2011 and 27.4% in 2021. The therapy changed over 11 years — the number of courses of intravenous
therapy decreased from 70.9 to 36.4%, the number of patients using inhaled antipseudomonal therapy expanded to 45%, the number of patients
using hypertonic sodium chloride solution expanded from 8.7 to 70.7%, the use of glucocorticoids decreased. The targeted therapy was introduced
in 2018, and the number of patients receiving pathogenetic drugs is growing. Conclusion. The observed changes are indicative of the health status of
Russian patients with cystic fibrosis. Analysis of registries helps improve the organization of medical care, predict and implement sanitary and
epidemic measures, plan therapy, and assist the regions in organizing outpatient monitoring and microbiological control. The registry is analyzed to
organize health care for adult patients.
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IMosiBNeHMe HAIMOHAIBLHBIX 1 MHOTOHAIIMOHATBHEIX pe-
TUCTPOB, B KOTOPBIX aKKYMYJIUPYIOTCS OOJIBIIINE 00Be-
MBI KIMHUYECKUX JAaHHBIX, CTAJI0O MHCTPYMEHTOM IS
yIy4ylIeHUs MTOHMMaHUS U3MEHEHU N JeMorpacduiecKux
rnokaszareseit npu MykoBucuuaose (MB), mianupoBaHust
Mep 0 YIYYIICHUIO0 Ka4eCcTBa MEIUIIMHCKOM ITOMOIIIH,
oneHkN nx a¢pdextuBHocTu. B Poccun ¢ 2011 r. exe-
rogHo (opmupyetcst peructp 6ogbHbIX MB ¢ enuHbIM
dopmMaToM TIpeacTaBIeHNS TaHHBIX, KOTOPHI, OMHAKO,
TOTIOTHSIETCST ¥ U3MEHSIETCSI B COOTBETCTBUH C TPeOO-
BaHMSIMU BPEMEHU U MEHSTIOIIUMUCS PeaTusiMU COBpe-
MEHHBIX 3HaHU1 0 MB 1 cocTosTHUSI cUuCTeMBbl OKa3aHUsI
MEAULMHCKOM oMol 6oJbHeIM MB. B 6osbnHCT-
Be eBpomneiickux crpaH, CIIIA, Kanane n ABctpanuu
CylIecTBYIOT U 3(POEKTUBHO (PYHKIITMOHUPYIOT HALIMO-
HaJbHBIE perucTphl 6oabHBIX M B. Poccuiickuii peructp
WHTETPUPOBAH C MOMEHTA €TO CO3IaHUS B €BPOTICHCKII
peructp [1, 2], comepXUT OCHOBHBIC MTOKA3aTEIN IS
OLIEHKM COCTOsIHUSI TedyeHust MB y poccuiickux namu-
€HTOB I10 CPaBHEHUIO C TAKOBBIM Y MALlUEHTOB €BPOIeii-
CKMX CTpaH [3, 4].

EBporteiickuii peructp cymectsyet ¢ 2008 . B HacTos1-
1ee BpeMsl JaHHbIe CBOMX HabJoaeHuii 3a 52 246 na-
uueHtamu ¢ MB nipencrasisiior 40 crpan [2]. CpenHsisa

BbIXKMBaeMOCTb MalKeHToB ¢ M B HeyKJIOHHO Bo3pacTaet
1 B HACTOSIIIIee BpeMsI B OOJIBIIMHCTBE €BPOMEHCKIX CTpaH
npessbiiaer 40 ner [5, 6].

B Poccuiickoii @enepatyu (P®) ¢ 2011 r. aHanusu-
pyloTcs aemorpaduyeckue JaHHbIe TalueHToB ¢ MB 1 ux
IUHAMUKA, TMaTHOCTUYECKUE KPUTEPUH (CPOKU TUArHO-
CTMKH, YKUCJIO MAlIMEHTOB C MEKOHUAJIBbHBIM UJICYCOM,
Yy KOTOPBIX TPOBOAMJICS HEOHATAIbHbBI CKPUHUHT, JaH-
Hble TToToBoi nMpoosl, JIHK-nuarHocruka), mokasareau
pecrpaTopHOi (DYHKIIUHM, MUKPOOMOIOTNIECKOTO TIeli-
3axa, OCJIOXHEeHUH 1 Tepanuu. Takum o0pa3oM peaanso-
BaHa BO3MOXHOCTb IPOBOAUTH MOHUTOPUHT U KOHTPOJIb
HaJl TeueHreM 3a0oseBanus. [1o JaHHBIM HallMOHAJIEHOTO
perucTpa OIeHUBAETCS BIMSHNIE PAa3IMIHBIX (DAKTOPOB
Ha COCTOSTHUE OOJIBHBIX, CPABHUBAETCST OpPraHU3AIIIs Me-
JUIMHCKOMN MOMOIIM ¥ MPOTUBOIMUIAESMUOIOTUIYECKUX
MEepOIpUsATUil B peruoHax [2, 7—10].

C 2011 r. peructp 60mpHEIX MB B PO gBmsics mpo-
€KTOM OOIIEPOCCUICKON 00IIeCTBEHHOW OpraHu3aluuu
«Bcepoccuiickas accoumanuys ajist 00JbHBIX MYKOBUC-
Huao3oM» (npesuneHT — npodeccop H.U. Kanparnos)
u Poccuiickoro pecrmpaTopHOro ooiecTBa (TIpe3uaeHT —
akanemMuk Poccuiickoit akanemuu Hayk A. I Yyuarun).
C 2019 r. peructp HoBoro opMara noj 3ruaoit Accoru-
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alMu MEAULIMHCKUX TeHeTUKOB U Poccuiickoro pecrnupa-
TOPHOTO 00IIIeCcTBa Ha3biBaeTcs «ba3a manHbIX «Pernctp
MMaIeHTOB ¢ MyKOBHUCIINI030M B Poccuiickoit denmepa-
u»». OrepaTopaMy TTePCOHATBHBIX TaHHBIX U JIMIIAMU,
00pabaThIBAIOLIMMU MEPCOHANTbHbIE TaHHBIE, SIBISIOTCS
¢ 2019 r. AkunoHepHoe o011ecTBO «AcToH KoHcanTuHr»
(http://aston-health.com) 1 Acconaniis MEIUIIMHCKUX
reHeTukoB. [IpenmMyIiecTBoM HOBOTO (popmarta perucrpa
SIBJISIETCS 3allUTa MePCOHATbHbBIX TaHHBIX, PUKCUPOBaH-
HbIE CTaTMYECKHE TTOKa3aTesIn, B KOTOPhIe HEBO3MOXHO
BHECTH M3MEHEHHMS 0e3 yJacTHsI oriepaTtopa (ITacmopTHast
4acTh, TCHOTUII, TMaTHOCTUKA 3a00JIeBaHMS, TCHOTHUI).
Ya1006cTBO U MPOCTOTAa BBEASHUST HJAHHBIX MO3BOJSET
n30exXaTh OIMOOK BHECEHMST TaHHBIX, B CBSI3U C 3TUM
OXUOAeTCs CHIDKEHUE YMCiIa HEKOPPEKTHO BBEICHHBIX
rmokaszateneii. [lepegaya JaHHBIX TPETHUM JIMIIAM OCY-
IIECTBJSIETCS B AeTIEPCOHUGDUIIUPOBAHHOM (00€3TUYeH-
HOM) BUJIE.

Llenpro MccllenoBaHMS IBIJIOCH M3YIEHUE COCTOSTHUS
3[00POBbSI POCCUMCKMX TTallMeHTOB ¢ MB 1 nuHaMuku oc-
HOBHBIX KJIMHUKO-J1a00paTOpHbBIX Moka3areseii 3a 2011—
2021 r. Ha OCHOBAaHUMU JAHHbBIX PETUCTPOB.

Marepuans! u MeToAbl

ITpoaHanmu3MpoBaHbBI TaHHBIE PETHUCTPOB POCCUICKUX
naueHToB ¢ MB ¢ 2011 o 2021 rr.

dopmar peructpa coorBeTcTByeT EBporeiickomy Pe-
ructpy (European Cystic Fibrosis Society Patient Registry
(https://www.ecfs.eu/ecfspr); nata oopawmenus: 12.12.22).

ITpoexTt «Peructp 60JbHBIX MyKOBUCLIMA030M Poc-
cuiickoii Meneparun» ogoopen 20.12.12 DTryeckuM Ko-
MuteroM DeepaibHOroO rocy1apCTBEHHOIO OI0KETHOTO
Hay4IHOTO yUpekIeHNs « MeIUKO-TeHeTUIEeCKIIT HayIHBII
neHTp uMeHu akagemuka H.I1.boukoBa» MuHucTepcTBa
HayKHU ¥ BbICIIETO oOpaszoBanust Poccuiickoit Menepatinn
(®I'BHY «MI'HII» Muno6pHayku Poccun). IauneHTs
1 / WY VX TIPEICTaBUTEITN ITOAITMCAIA TOOPOBOJIHLHOE MH-
dopmmpoBaHHOE cornacue. B ¢BsI3m ¢ mepexomom Ha HO-
BBII (popMaT pernucrpa 100poBoIbHOE MH(OPMUPOBAHHOE
coriacue ¢ UBMEHEHUSIMU 0I00PEHO DTUUECKUM KOMUTE-
toM ®T'BHY «MI'HLl» Munoopuayku Poccuu 21.02.21,
mmpoToKoj Ne 1 / 2.

AO «ActoH «KoHcanTuHr» aBiseTcs cepTUuhULUPO-
BaHHBIM OIIEPATOPOM MEPCOHABHBIX JAHHBIX (HOMEP
3arcu 77-14-002874 B peectpe PeaepaybHOM CITYy>KOBI
10 Haa30py B cepe cBsI3U, THGOPMAITMOHHBIX TEXHOJIO-
Ui 1 MaCCOBBIX KOMMYHMKALIUIT), UMEET aTTeCcTaT COOT-
BETCTBUSI oOecrieuyeHUs UHOOpMallMOHHOI 6€30MacHOCTH
00BbeKTa MHGOPMATHU3ALIMHU TOICUCTEMBI «Y HUBEpPCAJIb-
HBI TpOrpaMMHBIN KOMILUIEKC 1JisT coopa, 00paboTKMN
U yIIpaBJeHUs TEPPUTOPUAIILHO paclipeacieHHbIMU
1 KJIMHUKO-3IHIEMUOJIOTUIECKUMHU TAHHBIMI» B PEXKIME
yaajaeHHoro nocryna Quinta® TpeboBaHUSIM 0€30IaCHOCTH
No 11 /20-021ATT.

Pesynerarthl

B 1-M uzmanum poccuiickoro pervcrpa (2011) 00600611eHBI
nmaHHble o mauueHTax (n = 1 015) us 17 peruonos PO,
BO 2-M — HeonmyOJIMKoBaHHbIe aHHbIe (2021) o manueH-
tax (n =3 969) u3 82 pernoros P® (cM. pucyHoK).

JwuHaMuka neMorpaduuecKux U IUarHOCTUICCKMX
noka3sareneii 3a 2011—2021 rr. npeacrasiaeHa B TadJI. 1.
3a 11 get yKucao mauueHTOB, BKIOYEHHBIX B PETUCTD,
yBenmumsioch ¢ 1 026 (2011) mo 3 969 (2021). OnHako
110 TAaHHBIM MIPOTPaMMBI «14 BHICOKO3aTPaTHBIX HO30-
Jsoruii» MuHucTepcTBa 3apaBooxpaHeHust Poccuiickoit
®enepaliuv, MPUMEPHOE YMCIIO POCCUMCKUX TTAIIMEHTOB
¢ MB cocrasnsteT 4 230 yenoBek. B PD ecTh perno-
HBI, KOTOPBIE HE YYACTBYIOT WJIM MIPEKPATUIN YIaCTHE
B HallMOHAJILHOM PeTUCTpPE, MO3TOMY AaHHbIE Tpe] -
CTaBJICHBI HETIOJTHOCThIO. OTHAKO 32 TIOCIIeIHNE TOIbI
OTMEUEHO MPUCOCAMHEHNE HOBBIX PeTHOHOB-YIaCTHH -
KOB peTHUCTpa.

B Teuenue 11 neT ycTaHOBIEHO YBEIMYEHUE CPEAHETO
Bo3pacTa namueHToB ¢ MB ¢ 11,5 = 8,9 no 14,0 = 9,8 rona
(M = SD). donst B3pOCibIX MAlIMEHTOB BO3pociia ¢ 25
1o 27,4 % (2021).

Jlonst B3pocabix mauueHToB ¢ MB, BKIIOUYEHHBIX
B EBporeiickuii peructp, cocrasiset 53,13 %, nereit —
46,87 %, meanaHa Bo3pacTa yCTAaHOBJIEHUSI AUAarHO3a
MB — 0,3 rona [5].

C 2007 r. nmpoBOAUTCSI HEOHATAJbHBIM CKPUHUHT
Ha MB, B CBSI31 C 9TUM YUCJIO TTAIIMEHTOB, BBISIBIIEHHBIX
10 HEOHATATbHOMY CKPUHIHTY, HEYKJIIOHHO pacTeT. ors
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PucyHok. JInHaMK1Ka 4YMCIEHHOCTHU TAllMEHTOB, BKIIOYEHHBIX B poccuiickuit peructp (2011-2021)*
[pumeuanue: * — B T. u. mauueHTsl (n = 1 123), KoTopeie He Habmoanuch B 2021 T.

Figure. Dynamics of the number of patients included in the Russian register (2011 — 2021)*

Note: *, incl. (n = 1 123) patients that were not followed-up in 2021.
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Tabau
Junamura demoepaguueckux u ouaznocmuseckux noxazame.eii 3a nepuoo 2011 —20211“23{
Table 1
Demographic and diagnostic characteristics in 2011 — 2021
Mokasatens Coam | o2 | a3 | 2014 | 215 | 206 | 207 | aoter | 2019 | 2020 | 20
O6iyee uncno BonbHbix,n 1026 121 1739 1847 2916 3049 3096 3142 3169 3722 3969
Craryc 60nbHbIX:
* XVBbI, N 101 1251 1707 1815 2877 2996 3047 3091 317 2567 3923
« ymepnu, n (%) 15(146) 20(157) 32(184) 32(173) 39(133) 53(1,73) 49(1,60) 51(1,62 52(157) 32(085) 46 (1,15)
Boapact, rogbi, M + SD 1589 118489 11991 122494 121%95 122+95 121494 128+96 132498 137497 140£98
e e 250 262 259 257 24,6 %3 223 247 255 26,5 274
B Bo3pacte 2 18 ner, %
2::?::;3"?:;1‘:“&9:2’6 3355 35%56 34461 33+58 3258 31458 31%62 31+61 32+64 3661 31£62
’B"cee"r‘;'jf/‘:‘“"“ DT 5.4 57 6.4 70 73 7 81 85 87 89 92
ﬂuaruos N0 HeoHaTanbHOMY CKPUHUHTY, %:
 Bcero 288 324 36,0 385 40,0 447 478 482 497 523 535
* B OTHETHOM roay 783 738 75,0 798 746 730 66,0 729 64,9 80,2 65,8
Ywepnu, n 15 20 32 32 39 53 49 51 52 32 48
Bospact cMepT, TOREl, 4594497 173488 17,1£88 145104 1894101 1504112 220499 226:99 225£122 173£107 237103

M*SD

MMAaLIMEHTOB, BHISIBJICHHBIX IT0 HEOHATATLHOMY CKPUHUHTY,
yBesmumiachk ¢ 28 (2011) mo 53 % (2021).

CpenHuli BO3pacT YCTAaHOBJIEHUSI IUMarHo3a OCTaeTCs
0e3 quHamMuku — 3,3 £ 5,5u 3,1 £ 6,2 roga (M = SD)
COOTBETCTBEHHO.

CpenHuii BO3pacT CMEePTH MAIlUEHTOB YBEIMIMIICS
¢ 15,9 £ 12,7 (2011) mo 23,7 £ 10,3 roma (2021), onHako
B 2020 r. coctaBui 17,3 = 10,7 rona.

OTMedaeTcs MMOJIOKUTENIbHAsT TMHAMUKA OXBaTa Te-
HETUYECKHUM HCCIIeIOBAaHNEM M CHUKEHUE MOJTM HEBBI-
SIBIEHHBIX T€HETUYECKUX BapUaHTOB HYKJEOTUIHOM
nocnenoBareabHocTh reHa CFTR B 2011—-2021 rr., B TO
BpeMsI KaK CyMMapHasi 9acToTa MACHTUMUIINPOBAHHBIX
ajteneit yBeanumiachk ¢ 80 1o 90,5 % 3a cueT onTuMM3a-
LIMM TEHETUYECKUX UCCAENOBAaHUI — CO3MaHUsI alrOpUTMa

JHK-aguarHocTuku, BKIOUYas pacliupeHue reHeTuue-
CKMX BapMaHTOB Ha |-M 3Tare, CeKBeHUPOBAHMUS U T10-
ncka KpynHbix nepectpoek [10] (tada. 2). C TeueHueM
BpeMeHH ¢ 69,1 10 84,2 % yBeTMUMIIOCH YMCJIO TTAIIMEHTOB
¢ IBYMS UACHTU(ULIMPOBAHHBIMY TTATOTeHHBIMU BapyaH-
tamu, ¢ 9,5 (2011) mo 3,2 % (2021) cHU3UIOCH YUCJIO T1a-
LIMEHTOB C ABYMS$I HEBBISIBIECHHBIMU MyTaLUsIMU (Ta0J1. 2).

B 2021 r. BoisiBiieHO 230 maTOreHHbIX BAPMAHTOB reHa
CFTR, mpuiem 58 13 HUX YHUKAIBHBI, T. K. OTCYTCTBYIOT
B MexxayHapoaHbix 6a3ax CFTR. T1pu aTom 1Jist orpe-
JleJIeHUs] TTaTOTeHHOCTU HEOIMCAHHBIX TeHETUYECKUX
BapuaHTOB, COTJIACHO €BPOMNEHCKUM U OT€YECTBEHHBIM
KIMHUYECKAM PEKOMEHIAIUSIM, TpeOyeTCs IpUMEHEeHE
(YHKIIMOHAIBHBIX METOIOB MCCIICIOBaHMSI XJIOPHOTO Ka-
Hana [11, 12].

Tabauua 2

,Zquamulca doau nauuenmoe, y Komopslx npoee@ena ,ZIHK-BuaeHocmulca, U HUCA0 6bIABACHHBIX NAMOCEHHbIX 6APUAHNO6

6 meuenue 11 aem nabarodenus, %
Table 2

The proportion of patients who underwent DNA diagnostics and % of detected pathogenic variants

Top ‘ 2011 ‘ 2012 ‘ 2013 ‘ 2014

Yucno naumeHToB, n 1026 1309 1968 2131

OxBarT reHeTM4EeCKUM MCCrIeA0BaHUEM 91,8 91,1 87,5 87,7

[lons BbIABNEHHbIX MyTaLui* 80,0 80,4 791 79,5
BbisiBneHo mMyTaumit:

o2 69,1 69,2 66,1 66,5

o 1* 21,4 22,4 259 252

0Ge MyTaumm He BbISBNeEHbI* 9,5 8,4 8,0 8,3

TpumeyaHve: * - gons GonbHbIX, Y KOTOPbIX MPOBEEHO FEHETUHECKOE MCCEM0BaHME.
Note: *, the proportion of patients who underwent a genetic study.

during 11 years of follow-up, %

Coams | oame | a7 | ams | ate | a0 | 2o
2016 3040 3096 3142 3169 372 3969
882 4 924 M3 950 930 936
B9 841 883 893 902 899 905
04 T34 802 84 85 83 842
281 28 61 40 133 133 127

65 58 87 a1 32 35 32
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3a BpeMs HaOMIOAeHUS 32 POCCUMCKUMMU MallueHTaMU
¢ MB no mepe pacupenust BoamoxxHoctel JIHK-guar-
HOCTUKH, BHEIPEHUS TPEXITAITHOTO 00CIeIOBAHNS Al -
eHtoB ¢ MB, nposenennst nporpammel ®I'BHY «MT'HII»
MunoobpHayku Poccun u ¢ponga «OcTpoBa» Mo MOBBI-
meHuto oxsara nauueHToB ¢ MB IHK-auarnoctukoit
(2018—2019) (mo maHmeMuu HOBOU KOPOHABUPYCHOM
nHpekuun SARS-CoV-2) u uncna odcieqoBaHHBIX Ma-
LIMEHTOB U3MEHMJIACh CTPYKTYypa nepBbix 10 Hanbosee ya-
CTO BCTpeYalolIUXCcs MaToreHHbIX BapuaHToB reHa CFTR
Cpeny pOCCHICKUX MmanueHToB ¢ MB (a6 3).

B teuenue 10 net mepBble 2 MO3UIIUU HEU3MEH-
HO OCTaloTcs 3a maToreHHbIMU BapuaHTamu F508del
n CFTRdele2,3 cooTBeTCTBEHHO 0€3 IBHOM TUHAMUKU
1o yactote. Ha 3-if mo3ummm octaeTcs «JyBalIcKast MyTa-
must» E92K, Ho yacToTa ee BBISIBISIEMOCTU CpeIn obcie-
JIOBaHHBIX MALMEHTOB YBEJINYMWIACh U cocTaBuia 3,46 %
vs 2,65 % (2011). Ha 4-¢ MecTo 1Mo pacnpoCTpaHEHHOCTH
Cpemy pOCCUICKMX MareHToB B 2021 T. BBITIUIA T. H. KaB-
Ka3ckast Mmytauus 1677delT>A (2,25 %), B To BpeMst Kak
B 2011 r. ee He ObL10 B criucKe 10 4acThIX MaTOreHHBIX Ba-
puaHToB. [laToreHHblil BapuaHT 2184insA, paHee He Bbl-
SIBJIEHHBIN cpeny yacThiX, B 2021 T. 3aHsT 7-€ MecTo, eTo
yactoTta coctaBuia 1,94 %, a paHee 3aHMMABILINIA 7-10 T10-
3ULIMIO B TaOIMLIE YacThIX BapuaHToB G542X Tenepb He Bbl-
sBisieTcs cpeau 10 yacTtoix BapuaHToB reHa CFTR.

[Ipu cpaBHEHNMN HaMboOIee YACTHIX MYTaIUil Y POC-
CUICKHUX OOJILHBIX ¢ eBpornelickumu ctpaHamu u CILA
MoKa3aHo, YTO Ha 1-M MecTe ocTaeTcsl MaTOreHHbI Bapu-
anT F508del, Ho oTMeueHa pa3HM1Ia B €r0 pacnpocTpaHe-
nuu: 51,55 (8 P®), 60,41 (8 EBponie) u 85,8 % (B CILIA).
B To xe Bpems 2-g no yactore myTtauust CFTRdele2,3
B P® B eBporeiickux crpaHax cocrasiseT Bcero 0,96 %,
a B CIIIA He BXOaUT B 1-10 JecATKY MO pacnpoCTpaHeH-
HOCTH ITaTOTeHHBIX BapuaHTOB. BTOpoii mo yacToTte Ba-
puant G542X B CILA (4,5 %) n EBponie (2,75 %) B P®
sannmMai B 2011 r. yiums 7-¢ mecto (1,33 %), a B 2021 .

OH HE BXOJIUT B cnUCOK 10 camMbIX YaCThIX TATOI€HHBIX
BapuaHTOB [6, 13].

B perucTp BHOCATCS M aHATU3UPYIOTCS OCHOBHEIC
IMoKa3aTe/IM, XapaKTepU3yIoIlIe 3MI0POBbe MAIleHTOB
u teueHue MB. B taba. 4 npeacraBieHa nuHaMuUKa
(2011—2021) OCHOBHBIX KITMHUYECKUX U JIAOOPATOPHBIX
TMOKa3aTesen.

3a nepuon 2011—2021 rr. y manmmeHToB ¢ MB n3me-
HWICS MUKPOOHBIi Meii3axk — YMEHbBIIWIOCH KOJIMYECTBO
pe3ucTteHTHOM Giopbl: gost MRSA cocrasnsiia 6,4 %
(2015), a B 2021 r. cHusunach 10 4,9 %, nons Burkholderia
cepacia complex — 7 % (2011) vs 5,5 % (2021). OTmeueH
poct Achromobacter spp. ¢ 3,2 (2014) no 7,6 % (2021).
B Tedyenue uzyuaemoro neprozaa 1oJist MaureHTOB ¢ MUKO-
0aKTEepPHO30M HECKOJIBKO YMeHbIImIach — ¢ 1,6 1o 1,2 %.
B oTHOIIEHNY YKcTa TALIMEHTOB, Y KOTOPBIX BBISIBJIEHA
Pseudomonas aeruginosa (Kax XpOHUYECKOTO, TaK U pe-
LIMIMBUPYIOIIETO TEUEHHSI ), U PECTTUPATOPHOI (PYyHKIINN
(M + SD) (dbopcupoBaHHast )KU3HEHHAsT eMKOCTb JIeT-
kux (OXKEJT) — 84,6 + 30,1 % (2011) vs 86,6 + 23,3 %
(2021)) nonoxuTtenbHasi IMHaAMKKa He oTMedeHa. [lo-
BbIllIEHHE 00beMa (hOPCUPOBAHHOTO BbIOXa 3a 1-10 ce-
KyHay (O®B)) ¢ TeueHreEM BpeMeHM ObLIO HECKOJIBKO
Gosbuie — 74,6 29,4 (2011) vs 79,2 £ 28,9 (2021). Hyr-
PUTUBHBIN CTATYyC Y JETEU U B3POCJBIX HE MPETEPIIET
3HAYMMBbIX U3MEHEHUI 3a BECh MEPUO HAOTIOIECHUS.
JaHHBII (haKT MOXKXHO CBSI3aTh C YBEJIUMYCHUEM UMCIIA
MMallMeHTOB M3 PETMOHOB, TIIe CUCTeMa TUHAMWYECKOTO
HaOJI0IeHUS MallMeHTOB OTCYTCTBYET.

Y mauueHTOB ¢ ocloxHeHusiMu MB yctaHoBie-
Ha MOJIOXKUTEIbHAS TUHAMUKA B CHIDKCHUU ITOJIH JINIT
C 2JIEKTPOJIUTHBIMU PACCTPOMCTBAMM, YTO CBSI3aHO C TIPO-
bunakTUYECKMMU MEpaMU, TIPOBOAMMBIMU Cpa3y Iocye
yCTaHOBJIEHUS AuarHo3a M B B Buzie MOBBILIEHHON 10Ta-
LINY COJIM, CBOEBPEMEHHOM KOPPEKIIUY SJICKTPOJIUTHBIX
HapyIIeHU B CIIy4asiX MOBBIIIEHHOTO TTOTOOTICICHMS,
00y4YeHUs pOIUTEIICIA.

Tabauua 3

Yacmote cenemuueckue eapuanmot 2ena CFTR no dannovim pe2ucmpos poccuiicKux nauueHmos ¢ MyKoeucuudo3om
6 2011 u 2021 22. no cpasnenuro ¢ maxosvimu y nauuenmog us Eeponvt u CIIIA (2020)

Table 3

Common genetic variants of the CFTR gene according to the 2011 and 2021 cystic fibrosis patient registries
of the Russian Federation compared with common variants in Europe and the USA (2020)

TeHeTueckuit BapuanT, %

Ne n/n Poccuiickas ®epepaums EBpona CLLA
2011 2021 2020 2020

1 F508del 52,79 F508del 51,55 F508del 60,41 F508del 85,8

2 CFTRdele2,3 6,32 CFTRdele2,3 6,11 G542X 2,75 G542X 45

3 E92K 2,65 E92K 3,46 N1303K 2,18 G551D 43

4 2184insA 2,02 1677delT>A 2,25 G551D 1,26 R117H 4

5 3849+10kbC>T 1,65 3849+10kbC>T 2,22 W1282X 1,07 N1303K 24

6 2143delT 1,65 2143delT 1,98 2789+5G->A 1,07 W1282X 2,2

7 G542X 1,33 2184insA 1,94 3849+10kbC->T 1,0 3849+10kbC->T 1,9

8 N1303K 1,33 W1282X 1,72 CFTRdele2,3 0,96 R553X 1,8

9 W1282X 1,11 L138ins 1,64 RI117H 0,95 1717-1G->T 1,6

10 L138ins 1,06 N1303K 1,52 1717-1G->T 0,88 621+1G->T 1,6

The article is licensed by CC BY-NC 4.0 International Licensee https://creativecommons.org/licenses/by-nc/4.0/ 175



Kondpamvesa E.H. u dp. Poccuiickuii perucTp nalmeHTOB ¢ MyKOBUCLIMI030M: YPOKU U MEPCIIEKTUBBI

Tabauua 4

ﬂuuamuxa OCHOBHbBIX KAUHUYEeCKUxX u ﬂab'opamopubtx nokazameaeil ypoccmicxux nauuenmoe ¢ MyKOGuCl{lll)Ofi’OM

(2011-2021)
Table 4

Dynamics of the main clinical and laboratory parameters from 2011 to 2021 in Russian patients with cystic fibrosis

Mokasatenu

(2011 = 2021)

Coaomt | 202 | 2013 | 2014 | 2015 | 206 | 2017 | 2018 | 2019 | 2020 | 202

Mukpobuonornyeckuii cratyc

Staphylococcus aureus, % 58,4 58,4 53,8 55,3 56,0 58,0 57,1 58,4 61,5 63,1 63,1
MRSA, % - - - - 6,4 4,0 4,0 41 41 31 49
Pseudomonas aeruginosa, %:
* XPOHUHECKoE 323 308 3138 3,1 32,1 316 324 330 343 34,1 336
MHGULMPOBaHNe
UL Ll 15,1 145 148 14,6 15,1 15,2 149 15,0 158 16,9 15,4
BbICEB
Burkholderia cepacia
complex, % 7.0 63 79 6,9 6,6 6,0 6,2 58 55 5,1 55
Stenotrophomonas
maltophilia, % 34 38 39 33 34 35 35 43 59 53 43
Achromobacter spp, % - - - 3,2 39 44 4,6 58 6,6 7,6 7,6
HenceBgomoHaaHas
rpamoTpuLatensHas 134 14,9 11,4 10,3 75 8.4 14,1 8,9 11,0 - -
thnopa, %
JleroyHbin
(HeTyGepkynesHbli) 1,6 1,2 0,8 0,8 0,9 0,7 0,7 0,9 1,0 1,7 1,2
MuKobakTepuo3, %
Pecnuparopas chykuus, %, ., M £ SD
OXKEN 84,6+301 839+264 845+t245 848+250 834+246 833+235 845+231 84,6+218 846+216 857%221 86,6%233
0B 7461294 734+285 752+269 754+269 776+261 77,6+261 77,6+261 776%261 77,6%262 78,6%265 79,2%289

1

HyTpuTMBHBIi cTaTyC

MepawaHa nepueHTuns UMT:
* cpeau petei

* Cpeay B3poCAbIX 188(39) 191(36) 189(37) 19,0(40)

29,0 (556) 243(474) 311(559) 316(51,0) 291 (488) 26,5(444) 295(50) 291(48,9) 30,5(49,5 30,2 (52,0)
19,1 (3,9)

HIR

19438 191(38) 190(42) 191(38) 19137  HA

Mpumeyarme: MRSA (Methicillin-Resistant Staphylococcus Aureus) — METUUVNMMHPESUCTEHTHBIA 30N10TUCTbIA CTacpunokokk; ®XEN — dhopcuposaHHas xuaHeHHas eMkocTb nerkix; OB, - obbem

(hopcupoBaHHoro Bbifoxa 3a 1+ cexykay; MT — uxaexc maccsl Tena; HI] - HET AaHHbIX.

CHI:XeHUe YMCcIia cydaeB MopaxkeHUs TeYeH! 0e3
LIMPpO3a CBSI3aHO C MOSBJICHUEM YETKUX KPUTCPHUEB
3aMOJIHeHMST JaHHOTO pasnesa B peructpe. OTMe4eHO
CHUXXEHHME YHCJia MalMeHTOB C OCTeonopo3oM ¢ 14,5
(2011) 10 6,4 % (2021). Donst MallMEHTOB, Y KOTOPBIX Ha-
OJTIOHATMCh JIETOYHOE KPOBOTEUCHUE 1 ITHEBMOTOPAKC,
cHusunack a0 0,6 % (2021). C 3,2 no 4,2 % Bo3pocia
3a00sieBaeMOCTb caxapHbIM quaderom u ¢ 15,0 % (2011)
10 36,7 % (2021) — moaumno3om Hoca. JIluHaMK1Ka 4aCTOTHI
ocJioXHeHu TeueHrst MB cpeay poccuiicKux mauueHTOB
npencraBieHa B Ta0JI. 5.

JvHaMuyKa IpOBOAMMON TepaIriuy U BHEPEHMsT HOBBIX
MEeTOHOB JieueHMsT TanmeHToB ¢ MB B P® mipeacrasie-
Ha B Ta0J1. 6. 32 aHAIM3UPYEMBII TTEPUOL HAOTIOAECHUS
¢ 8,7 10 70,7 % BO3pOCIIO YKCIIO MALMEHTOB, Y KOTOPBIX
npumensietcst 7%-Hplil runeptronnueckuii pactsop (I'P)
Hatpus xiopuna. B P® 7%-uwiii I'P ¢ 0,1%-HbIM pacTBO-
POM THAJTypOHAaTa HaTPHSI 3apeTUCTPUPOBAH KaK CPEICTBO
MEIUIIMHCKOIO Ha3HAUYEeHUSI, UTO 3aTPYIHSIET ero 3aKymKu
JUTSI TITALIMEHTOB ¢ M B peroHalbHBIMKM OpraHaMu 37pa-
BOOXpaHEHMS. B clIoXKUMBIIIEiCS cMTyalIuy 0co0oe 3Haue-
HUE TpUOOpeTaeT CTOMMOCTb JaHHO KOMOMHALIMU, YTO
nenaeT 6ojiee NOCTYIMHBIM IPUMEHEHME CPEeCcTBa MEIU -

LMHCKOTO HasHaueHust 7%-Hbiid ['P ¢ 1%-HbIM pacTBO-
pom ruanyponara Hatpust Muracamma® (OO0 «I'potekcy,
Poccus).

C 2019 r. B KaueCTBE MyKOJUTUYECKOU Tepanuu y na-
LreHToB ¢ M B npuMeHsieTCst MHTaISIMOHHBI MAHHUTO
400 mr 2 pa3za B ieHb, 3a 3 rona oTta 1udpa yBeaIuumniach
110 5,8 %. TpaauIIMOHHO COXPAHSIETCST BLICOKAST OIS JIMII,
y KOTOPBIX MIPUMEHSsIETCsI TopHasa aibda — 93,4 % (2011)
vs 95,1 % (2021). OtmeueHo cHukenue ¢ 70,9 (2011)
10 36,4 % noiu mauKMeHTOB, Y KOTOPBIX MPOBOAUTCS
BHYTpUBEHHas aHTUOaKTepUaibHas Tepanus. Heckosb-
KO CHU3MJIOCH YMCJIO CJTydyaeB Ha3HAYCHUST a3UTPOMMU -
IIMHA B CYOMHTMOMPYIOIINX T031UpoBKax — ¢ 34,7 (2011)
10 25,9 % (2021). TapretHas tepanus (TT) BHOocUTCs
B peructp ¢ 2018 r., mpu 3TOM 3a 4 rona 10Jis MalKEeHTOB,
TTOJTyYaIOIIMX Pa3IMYHbIC TTATOTeHETUYECKUE ITPenapaThl,
yBeauuuiaach 10 7,5 % (2021).

B teueHue 11 neT nporpeccuBHO yBEJIMYUBACTCS YK -
CJIO TpaHCIIJIaHTaLMIi OpraHoB y 00JbHEIX M B (Tab. 7).
3a OTYETHBII TTIepuoJ MPOBEACHO 53 TpaHCIUIAHTALIMU
nerkux (Ha 31.12.21 xwuBbl 38 manmeHToB), 17 TpaHCIIIaH-
Tauuii neyeHu (kUBbI 14 mauneHToB), | TpaHcTUIaHTaUS
nouex (MalueHT XXKUB).
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Tabauua 5
Jlunamura ocaoxncuenuii myxkosucuudosa cpedu poccuiickux nayuenmos (2011-2021); %

Table 5

Cystic fibrosis complications in Russian patients (2011 — 2021); %

OcnoxHeHusi 3aboneBaHNsi B OTYETHOM roay ‘ 201 ‘ 2018 2019 ‘ 2020 ‘ 2021
Annepruyeckuii GpOHXONeEroYHbIN acneprunnes 1,3 2,0 23 25 22
CaxapHbilit fuabet ¢ NpUMeHeHMeM MHCYNUHA 3,2 2,7 33 3,2 42
THeBMoTOpaKC, NpK KOTOPOM NOTPEGOBANOCH APEHUPOBaHUE 1,5 0,5 0,7 0,7 0,6
TNero4Hoe kpoBoTEYEHUE 2,6 0,9 1,0 1,5 0,6
Linppo3 neyenu:

* C NopTanbHoIA runepTeH3ueit / runepcnneHn3mMom 42 39 49 4,0 39
* 63 nopTanbHON rMNepTeH3nm | runepcnneHu3ma 43 2,2 23 31 34
* 0 HanMyMm rTMNEPTEeH3UN HEU3BECTHO 0,3 0,4 0,3 0,5 0,1
MopaxeHne nevenn Ge3 unpposa 23,2 11,9 13,0 17,9 15,5
OcTeonopo3 (Hu3kas KocTHas Macca) 14,5 6,9 6,4 5,2 6,4
Tonuno3 BepxHUX AbIXxaTeNbHbINA NyTeN 15,0 28,3 334 318 36,7
OneKTponuUTHLIE paccTpoiCTBa 4,0 2,9 32 31 3,7
Tabauua 6
Jlunamuxa npumensiemoi mepanuu y nauuenmog ¢ mykosucuyuoozom (2011-2021); %
Table 6
Therapy used by patients with cystic fibrosis (2011 — 2021); %
Tepanwsi B OT4eTHOM rogy | 2011 2018 2019 | 2020 | 2021
TMnepToHNyeckuiA pacTBOp HaTpus xnopuaa 8,7 67,6 7,5 72,7 70,7
ABI:
* NHransAUMOHHbIe 41,3 459 46,7 45,7 45,0
* BHYTPUBEHHbIE 70,9 38,0 33,2 32,3 36,4
* nepopanbHbIe 69,1 59,4 55,0 574 61,4
Bponxoaunararopbl 63,0 49,9 50,5 455 475
TKC:
* UHranAUMOHHbIe 26,8 14,9 14,6 10,3 11,3
* CUCTEMHbIE 8,3 3,7 34 3,6 34
[lopHasa anbtha 93,4 95,7 95,8 95,2 95,1
AsuTpomuuyH B cyGUHIMOMpYytoLei Ao3e 34,7 31,9 30,6 26,5 25,9
Ypcope3sokcuxoneBas kucnora 93,2 88,6 87,9 88,1 86,4
MaHkpeaTnyeckme depmeHThI 94,2 92,2 90,8 93,3 89,8
XupopacTBopuMble BUTaMUHbI 88,1 88,9 88,3 91,2 84,2
KuHesutepanus 79,9 80,0 79,4 81,6 731
Kucnopopotepanus 6,2 45 45 44 5,4
WHrMGuTOpLI NPOTOHHOI NOMMbI - 18,8 20,3 235 21,2
WHransumMoHHbI# MaHHUTON - - 32 39 58
T - 0,35 0,48 09 7,35
Mpumevanme: ABIT - aHTubakTepuanbHble npenaparsl; FKC - rmiokokopTukocTeponabl; TT — TapreTHas Tepanus.
Tabauua 7
Junamurxa mpancnianmauuii 0peanoe y poccutickux 604oHvix mykosucuyudozom; n (%)
Table 7
Dynamics of organ transplants in Russian patients with cystic fibrosis; n (%)
Toancnnawrauns | 200 | 2012 | 2013 | 2014 | 2015 | 2016 | 2017 | 2018 | 2009 | 2020 | 2020 | Beero
TNerkux 1(1) 2(2) 2(1) 1(0) 9(7) 6 (6) 8(6) 9(7) 7(4) 5(1) 3(3) 53 (38)
MeyeHn 0 1(1) 0 0 3(3) 0 4(3) 2(2) 2(0) 4(0) 17 (14)
Moyek 0 0 0 0 0 1(1) 0 0 0 1(1)
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O6cyxpeHue

3a 11 jet ymncio manmeHToB ¢ M B, BKITIOYeHHBIX B pOCCHIA-
CKMii peructp, yBeauumioch ¢ 1026 (2011) no 3 969 (2021).
OnHako 1Mo JaHHBIM TPOrpamMMbl «14 BBICOKO3aTpaTHBIX
Ho3oJ0rMii» MuH3apasa Poccun mpumepHoe 4o maim-
entoB ¢ MB B P® cocrasisier 4 230. C 25 (2011) 10 27,4 %
(2021) BO3pOCTa MOIST B3POCIIBIX MAIlMEHTOB. B TeueHme
11nerc 11,5+ 8,910 14,0 + 9,8 rona (M £ SD) yBenuuni-
CsI CpeqHUIA Bo3pacT MauueHToB. OHAKO C YYETOM TOTO,
YTO MO JaHHBIM EBPOITEIICKOTO PerncTpa YrciIo B3pOCIbIX
MaLueHToB coctaiset 53,13 % [6], PD 3HauuTe1bHO OT-
CTaeT 110 3TOMY IoKa3aTesto OT eBporneiickux ctpaH. He-
3HAYUTEJbHOE YBEJIMYCHUE J0IU B3POCIBIX MAIMEHTOB,
BKJTIOUEHHBIX B POCCUMCKHIT PETUCTP, B 1IEJIOM CBSI3aHO
¢ 100aBJIEHUEM B PETUCTP HOBBIX PETHOHOB, B KOTOPBIX
ele OTCYTCTBYeT JMHAMMUECKOe HaOIIoIeHUE 3a MalieH-
TaMu ¢ M B, He HanaxeHa ciry>k0a amOy/1aTOpHOI TTOMOILIH,
B OOJIBIIMTHCTBE PETMOHOB CTPAHBI HE CO3IAHBI YCJIOBHSI TSI
HabJII0IeHUST 32 B3pOCAbIMU NalMeHTamu ¢ M B, kotopbie
BBIHYKIEHbI 00pallaThCsl B MOCKOBCKUI LIEHTP O Mepe
BO3MOXHOCTH.

Hecmorps Ha yBennuenue ¢ 28 (2011) o 53 % (2021)
oAU 00abHBIX M B, BBISIBJIEHHBIX IPU HEOHATAJIbHOM
CKPUHUHTE, CPETHUI BO3PACT YCTAHOBJCHUS AUarHo3a
ocraercs 0e3 nuHaMuku — 3,3 £ 5,5 roga vs 3,1 + 6,2 rona
(M % SD) cooTBEeTCTBEHHO, YTO, BO3MOXHO, CBSI3aHO
C COBEpPIICHCTBOBAHMEM HACTOPOXEHHOCTH Bpadeit
1 OOJIBIIIUM YKCJIOM TMallMeHTOB C TMarHO30M, YCTaHOB-
JICHHBIM 110 KIIMHUYECKUM TPOSIBJICHUSIM, POIVBIIMXCST
IO BHEIPEHNST HEOHATAIBHOTO CKPMHMHTA.

CpenHuit BO3pacT CMEPTU MAIlMEHTOB TTOBBICUIICS
¢ 15,9 £ 12,7 (2011) mo 23,7 = 10,3 rona (2021), onHa-
ko B 2020 r. oH coctaBua 17,3 = 10,7 roga. Bo3amoxkHo,
B 2020 T. cCHIDKEHME BO3pacTa CMEPTH CBSI3aHO C TTaHe-
MUel HOBOI KopoHaBupycHo# nHpekin SARS-CoV-2.

VBenuueHue CyMMapHOl 4acTOThI UAEHTU(DULIUPO-
BaHHBIX ajutesieil ¢ 80 10 90,5 % nmpou30IIIIO 3a CYET OIl-
TUMM3ALNY TeHETUIECKUX UCCICTOBAHUN — CO3MaHMUS
anroputma JJHK-nuarnocTuku, BKJo4asl paciuupeHue
reHeTUYECKUX BapMaHTOB Ha 1-M aTare, CeKBeHMpPOBaHUE
U TIOMCK KPYMHHBIX nepecTpoek. C TeueHMeM BpeMeHU
IIOJIS TIALIMEHTOB ¢ 2 MACHTU(PUIIMPOBAHHBIMH I1aTO-
FeHHBIMM BapuaHTaMu yBeauuuiaach ¢ 69,1 no 84,2 %,
a C 2 HEeBBIIBJICHHBIMU MYTallMsIMU — CHU3UJIACh C 9,5
10 3,2 %. B teuenue 10 jeT nepBbie 2 MO3ULIMU HEU3-
MEHHO OCTAlOTCH 3a MaToreHHbIMK BapruanTamu F508del
n CFTRdele2,3 cooTBeTCTBEHHO, 0€3 IBHOI AMHAMUKM
4acToThl. BBISIBISIEeMOCTh «4yBalickoit mytamuu» E92K
no cpaBHeHuto ¢ 2011 r. yBesquuuaach U cocTaBuia
3,46 %. YBenuuyeHue pacipoCTPaHEHHOCTU IIATOT€HHOTO
BapuaHTa 1677delT>A 1o 2,25 % cBsI3aHO C BKJIIOUEHUEM
B PErMCTpP JAHHBIX MallMEHTOB M3 KaBKa3CKUX pecrnyo-
JINK ¥ paboToii 1adoparopun srmmaemuonorun ®T'BHY
«MTI'HL» Muno6pHayku Poccuu. I1pu cpaBHeHUW HaK-
0oJiee yacThIX MyTalMii y marmeHToB u3 PM, eBporneiicknx
ctpand u CIIA oTmeuyeHa pa3HMLIA B pacpOCTpaHEHHO-
ctu nmaroreHHoro Bapuanra F508del: 51,55 (B PD), 60,41
(8 EBpomne) u 85,8 % (B CILIA). [laToreHHbI BapuaHT
CFTR dele2,3 B PO u eBpormneiickix cTpaHax COCTaBIISIET
Bcero 0,96 %, a B CI1IA He BxonuT B 1-10 necsartky [6].

3a nepuona 2011—2021 rr. yMeHbIINIOCH KOJIUYECTBO
pe3ucteHTHoi (opsl: 10jst MRSA B 2015 r. cocraBsiia
6,4 %, aB 2021 r. cuuzunacse 10 4,9 %, nons Burkholderia
cepacia complex — ¢ 7 (2011) no 5,5 % (2021), uro, 6e3-
YCIIOBHO, TOBOPUT 00 3(h(HEeKTUBHOCTU MPOTUBOIMUIL-
MHWYECKUX Mep, TIPHHIUMAEeMBbIX BpaueOHBIM COOOIIECT-
BOM (MUKPOOMOJIOTUYECKUIT MOHUTOPHHT, pa3neyieHue
ITOTOKOB IMMAIlMeHTOB, aTrPECCUBHAsI aHTUOAKTEepUATbHAS
Teparnusi pu repBoM BbiceBe Burkholderia cepacia complex
u T. 0.). HactopaxuBaeTr poct Achromobacter spp. ¢ 3,2
(2014) o 7,6 % (2021). Bo3aMokHO, 3TO CBSI3aHO C yJIy4-
IIEHWEM JUATHOCTUYECKUX BO3ZMOXHOCTE MUKPOOUO-
JIOTMYECKUX JJabOpaTOpuii 1 MOBBILLIEHUEM UX UH(POPMU-
poBaHHOCTH. B TeueHre n3ydaemMoro neproja Y1ciio ra-
LIMEHTOB C MUKOOAKTEPHO30M CHU3MIOCH ¢ 1,6 mo 1,2 %,
XOTsI YMCJIO JIUII, HATIPaBJISIEMBIX Ha 3TO 00CIeIOBaHME,
pacTeT ¢ KaxnbiM rofgoM. K coxxanaeHuto, He OTMEUeHO OT-
YETIMBOM TTOJIOKUTETbHOM TMHAMWKY TOJIH TTallEHTOB,
MHOPUIMPOBAHHEIX P, aeruginosa Kak XpOHMIECKOTO, TaK
U PEUUIUBUPYIOIIETO TCUCHUSI.

DaKT OTCYTCTBUSI TOJIOKUTEIbHON IMHAMUKI HYTPH -
TUBHOTO cTaTyca nauueHToB ¢ MB (Kak B3pocibiX, Tak
U IeTei) MOXKHO CBSI3aTh C YBEIMUCHUEM TOJIN TTAIIIEHTOB
W3 PETMOHOB, TlIe OTCYTCTBYET CUCTeMa TMHAMUYECKOTO
HaO0JIIOAECHUS.

[Mpu aHanM3e yucia MalMeHTOB C OCIOXHEHUSIMU
MB oTMedeHa MOJIOKUTEIbHAS TMHAMUKA B CHIDKCHUN
JIOJIY TIALIMEHTOB C 3JICKTPOJUTHBIMUA PACCTPOCTBAMMU,
YTO CBSI3aHO C BBEIEHUWEM HEOHATaJbHOI'O CKPUHUHTIA,
MPOMIIAKTUIECKUMUI MEpaMHU, TIPOBOIMMBIMHU CPa3y I10-
CJie YCTaHOBJICHMS TMATHO3a B BUJIE ITOBBIIICHHOM 10Ta-
IIUY COJIM, CBOEBPEMEHHOM KOPPEKIIUM SJICKTPOJIUTHBIX
HapylUIeHUI B CJIydasiX MOBBIIEHHOTO MOTOOTIAEICHMS,
a Takke obyuyeHueM poauteneit. CHIDKeHUe Yuciia mna-
LIMEHTOB C TIOpaKeHUEeM IeYeHH 0e3 UPpo3a CBSI3aHO
C TIOSIBJICHUEM YETKMX KPUTEPHUEB 3aMIOJTHEHUST JaHHOTO
paznesna B peructpe. CHIDKEHUE YMClia MallMeHTOB C OCTe-
omnopo3oM ¢ 14,5 (2011) o 6,4 % (2021) cBsa3aHoO ¢ Mpo-
GMIaKTUISCKUMH MEPOTIPUSITUSIMU B BUIEC MOBBIIICH-
HBIMU ITOTAllUSIMKM BUTaMMHA D, mipernapaTtoB Kajablus,
KOppEeKIIMel KUIIEYHOTO CUHApOMa. YBeInyeHue yucia
MMaLIMEHTOB C caXapHbIM auadetoMm ¢ 3,2 10 4,2 % cooTBeT-
CTBYET POCTY YHMCJIa B3POCIIBIX MALIMEHTOB. YBEIMICHNE
yucia ciydaes nojumno3sa Hoca ¢ 15,0 % (2011) no 36,7 %
(2021) cBs1I3aHO HE TOJBLKO C COBEPIIEHCTBOBAHUEM AMAar-
HOCTHUKHU Y HACTOPOXKEHHOCTH Bpadeil, HO U peryJIIpHBIM
MTMHAMUYIECKUM HaOTIONCHUECM.

M3MeHeHMne cXeMBbl Tepanny CBSI3aHO C BHECEHM-
€M B MPOTOKOJIbI BEACHMS MAlIMEHTOB HOBBIX €€ BUIOB.
C 8,7 10 70,7 % BO3pOCIIO YUCIIO MALIMEHTOB, Y KOTOPHIX
npumensiercst 7%-ublii ['P HaTpus xjaopuaa. DTo CBs-
3aHO TakXke ¢ MH(POPMUPOBAHUEM Bpadeil U MallMeHTOB
0 ObICTpOM MyKoJuUTHYeCcKUM addekTe 7%-ro I'P kak
peruaparaHTa u ero ClioCOOHOCTHIO MHIMOMPOBATH POCT
P. aeruginosa B onoruteHkax. I1o pe3yiabTaTaM MCCIEIO-
BaHMII moka3aHo, uTo yxe 3%-Hblii ['P criocoGeH uH-
rubupoBath pocT P. aeruginosa B OMOIIEHKAX, KOTOPbIE
00HapyXMBaAJIMCh Ha BHIOTpaxeaabHbIX TPYOKaxX yepes
24 4 mrocie X ycTaHOBKU [ 14, 15].

Kpowme Toro, I'P nHrubupyer cuHTe3 IpoBOCaiu-
TeJbHBIX IMTOKMHOB U XeMOKHUHOB [16].

178

MynbmoHonorus « Pu’monologiya. 2023; 33 (2): 171-181. DOI: 10.18093/0869-0189-2023-33-2-171-181



OpuruHanbHble uccnepoBatus « Original studies

Crenyer OTMETUTD, YTO B COCTaB MEAUIIMHCKOTO 13-
nenmust MaracanuH® Takske BXOIUT BBICOKOMOJIEKYJISIpHAST
ruajaypoHoBasi Kucaora maccoit > 1 mutH Jla, yto o0ycioB-
JINBAET €€ BBICOKYIO TIPOTHUBOBOCITAIUTEIbHYIO aKTUB-
HOCTb, IIPY KOTOPOI CHUXKAETCS PUCK HeXeJaTeIbHbIX
peakuuii [17].

[Ipu ncIT0IB30BaHNM UHTAISIIIMOHHOTO MEIUITNHCKO-
ro uznenust Maracanuu® dopre 7 % Ha Momenu GreoMu-
LIMHOBOTO (pOPO3a JETKUX Y KPhIC MPOAEMOHCTPUPOBaHA
CMOCOOHOCTh Ha 87,5 % yMeHbIIaTh BEIPAXXEHHOCTh allb-
TepallMOHHBIX M (GUOPOTUIECKIX N3MEHEHUI B OpTaHe,
BBI3BIBAEMBIX TOKCUKAHTOM. TakuM 00pa3oMm, Ipu mprMe-
Henuu npenapara Muracaaun® ¢opre 7 % MUHUMUBKDY-
€TCS BBIPAXKEHHOCTh MHTEPCTUIINATBHO-TIECKBAMATUBHBIX
1 (pUOPO3HBIX U3MEHEHMI B JIeTKUX [18].

JIonoJTHUTETbHBIM YIOOCTBOM SIBJISICTCSI BOBMOXKHOCTD
npuMeHeHus npenapara Maracanuu® 3- u 7%-Hoi KOH-
ueHtpauuii pacrsopa NaCl. B panHeM aeTckom Bo3pacTe,
Kak IpaBUJIO, Tepausl HauMHAeTCs ¢ 3%-HOl KOHILEH-
Tpaly pacTBOpa U IOCIEA0BATEIFHO MOBHIIIACTCS 10
7%-HOIA.

C 2019 r. B KayecTBE MyKOJUTUYECKOU Tepanuu y na-
LIMEeHTOB ¢ M B mpuMeHsieTcT MaHHUTOIT, 3a 3 Toma 9u-
CJIO CJIy4yaeB ero MpUMeHEeHUs YBeJIM4YWIoch 10 5,8 %.
Hosst maieHToB, KOTOPHIM Ha3HAavyaeTCs 1opHasa ajibda,
Ha (hoHe TMOSIBJIEHUSI HA POCCUCKOM PBIHKE OTEUYECTBEH -
Horo 6uoaHasora (2020—2021) He cHU3MIACH U OCTAETCS
MO-TIpeXXKHEeMY BbICOKO#. CHIXXEHNE TTPUMEHEHUS TJII0-
KOKOPTUKOCTEPOUIHOI Teparuu CBUIETEIbCTBYET O He-
KOTOPOM YJIYYIIIEHUM COCTOSTHUST 3M0POBbSI TIAIIUEHTOB.
[Tpu BKITIOYECHNH B Oa3MCHYIO TEPATAIO MHTATISIIIUOHHBIX
TIPOTUBOCUHETHOMHBIX ITPETIapaToB Y MAIIMEHTOB, MH(U-
LIMPOBaHHBIX P. aeruginosa, Ynuciio KypcoB BHYTPUBEHHOM
aHTHOaKTepUaabHOU Tepanuu noHusuiaock ¢ 70,9 (2011)
10 36.4. IIpuMeHeHre a3UTPOMULIMHA C IIPOTUBOBOCIIA-
JINTEJIbHOM 1LieJiblo cHu3maoch ¢ 34,7 (2011) no 25,9 %
(2021), xOTs1 D0JIS TTAllMEHTOB C XpOHUYecKon P. aerugi-
nosa, Mpyu KOTOPOIl a3UTPOMULIMH Ha3HAYAeTCsI B CYOUH-
TUOMPYIOIINX TO3MPOBKAX, HE YMEHBIIIMIACH C TCUCHUEM
BPEMEHMU.

Oco0bIii MHTepeC MPeACTaBsIeT YBeIUUeHUE Yucia
naiueHToB, noaydatomux TT (3Tu JaHHBIE BHOCSTCS
B peructp ¢ 2018 r.). 3a 31K 4 TOHA MOJIS TTALIMEHTOB,
TTOJTyYaOIIMX pa3IMYHbIC TTATOTeHETUYECKUE TIperapa-
ThI, IPOIPECCUBHO YBEJIMYMBAETCs U coctaBisier 7,5 %
(2021). TT B 2021 r. BOCHOBHOM TOJIy4YaJld I€TH, KOTOPbIE
obecrnieunBatoTcs yepe3 GoH MOAIEPXKKY AETEl C XKU3-
HEYTPOXKAMIINMHU 1 XPOHUISCKUMU 3a00I€BaHUSIMU,
B T. 4. peakuMu (opdaHHBIMU) 3a00neBaHusIMU «Kpyr
nobpa». B P® B enom TT craproBana Ha 1 gecstuierue
MO3IHee, YeM B SKOHOMUYECKH pa3BUTHIX cTpaHaX EBpo-
el 1 CeBepHOIT AMEpPUKH.

3aknioyeHue

B peructpe nmanmenToB ¢ MB conepxxurcs nngopmarus,
KOTOpasl IO3BOJISIET BpayaM M OpraHu3aTopaM 31paBoOOX-
paHeHUsI He TOJbKO OOBEKTUBHO OLIEHUBATh COCTOSTHUE
310pOBbs NalMeHToB ¢ M B, 3¢ heKTUBHOCTh pa3HbIX Me-
ToOB Tepanuu MB u 00beM 1OCTYyNMHONM MEAUIIMHCKOMN
IOMOIIM B pa3HbIX pernoHax PP, HO ¥ COBEpILIEHCTBO-

BaTb OpraHM3aLMIO TOMOLIM MALMEHTaM U pa3padaTblBaTh
KJIMHUYecKue pekoMmeHnanuu. [To pesyabraTaM aHaausa
JTAaHHBIX PETUCTPA YCTAHOBJIEHO, YTO OCHOBHON 3alayeii
SIBJISIETCSI HE TOJILKO CO3/aHUE CIEeINATU3UPOBAHHBIX
LIEHTPOB, OCOOEHHO JIsl B3POCJbIX MAllMEHTOB, HO U
ob6ecrnieueHue ux TT, mpu 3TOM TpeOYIOTCSI OpraHu3aIus
€XEKBapTaJIbHOTO TUMHAMUYECKOTO HAOIIOACHUS 32 Ta-
LMEeHTaMU KBaJM(PUIIMPOBAHHBIX CMIEMAINCTOB U pa3-
paboTKa OpraHU3allMOHHBIX PELIEHU 110 BHEIPEHUIO
HeoOXONMMBbIX METOAO0B UccaenoBanus. [1pu pemieHun
OPraHMU3AIMOHHBIX TIPOOJIEM U JOCTYITHOCTY IPUMEHEHUST
TT y B3pocibix 60abHbIX M B, HECOMHEHHO, YBETUUUTCS
HE TOJIbKO J0JI51 B3POCIbIX MALIMEHTOB, HO U MTPOJOJIKM -
TEJIbHOCTb XU3HU POCCUICKUX 60JbHBIX M B.

®opmar perucrpa naiueHToB ¢ M B mo3Bouisier moiy-
YUTh TOYHBIC SMUAEMUOJIOTMYECKIE TaHHBIE O 3a001eBa-
HUU, MPOBECTU KIMHUKO-MUKPOOUOJIOTMYECKUE U TEHE-
TUYECKUE KOPPEJSLIMU [JIS1 TOJTYYeHUSI HOBBIX 3HAHU I
0 00JIe3HU U OLICHUTb HOBBIE BOZMOXHOCTU JUATHOCTUKH,
Tepanuu 1 NpodUIakKTUKU, HAMETUTb ITyTH TOBBIIICHUSI
KayecTBa MEIUIIMHCKON TTOMOIILIHN.
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