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Pesiome

[To pesynbTataM aHanun3a qTaHHBIX HallmoHaabHOTO perucTpa 60JbHbIX MyKOBUCIIMI030M (M B) olieHMBaI0Ch Ka4eCTBO OKa3aHMsI MEIULIMHCKOM
TTOMOIIIY IETSIM U B3pOCIBIM ¢ M B Kak B 11eJI0M IO CTpaHe, TaK U [0 OTACIBHO B3sITOMY (hemnepaatbHOMY OKpyry. CHOMpPCKUil henepaTbHbIil OKPYT
(CDO) siBnsiercst TpetbuM B Poccuiickoit @enepariuu (PD) no uncineHHocTr 601bHBIX MB. Ilebio nccienoBaHust SBUIOCH ONPeaeIeHUe KITu-
HUYECKUX U SMUAEMUOJIOTMYESCKUX XapaKTepUCTHK 00TbHBIX M B, ipoxxuBatormx B CPO (2017) 1t cOBepLICHCTBOBAHMSI ITOIXOI0B K OKa3aHUIO
MEIUIIMHCKOW TIOMOIIU B pernoHe. Matepuansl u MeToabl. OlieHUBAINCH OCHOBHBIE pa3nenbl HanmonansHoro perrctpa 6ompHBIX MB (2017),
xapakrtepusyoliue naiueHToB CPO — nemorpaduyeckue naHHbIe, TMarHOCTHKA, TeHETHKA, MUKPO(MIIOpa IbIXaTeIbHbIX MyTei, DyHKIIMs Jer-
KWX, HYTPUTUBHBIN CTATyC, OCIOXHEHUS 3a0osieBanus, JeueHue. JJanubie mo CDO comocTaBsuIuCh ¢ TAKOBBIMU BCEPOCCUIICKOTO PETHCTpa 3a
2017 r. Pe3yabrarsl. [TpencraBieHa nadopmanus o 6oabHbIX MB (1 = 433) xurensx CPO. IMpu cpaBHeHnu gaHHbIXx COO u PO He oOHapyxe-
HO OTJIMYMIA 1O YacToTe BCTpeyaeMocTu 3abosieBanusi, mytaumit F508del u CFTRdele2,3(21kb), MukpobOuonornueckoMmy npoduio, GyHKuuu
JIETKUX U HYTPUTHUBHOMY cTatycy. Cpenn ocodbeHHocTeit 60bHBIX M B, ipokuBatoiiux 8 COO, ciieayeT BbIICIUTL 00Jiee MOJIOAON CPEIHUIT BO3-
pact G0JIbHBIX, OOHapYKeHUE PeIKUX MyTallMii Y MAllMeHTOB U3 IPYIIT KOPEHHbIX MaJouMCcIeHHbIX HaponoB CeBepa, npeodaagaHue «TSKEIbIX»
T€HOTUITOB, BBIPAXEHHYIO BapHaOeIbHOCTh YaCTOThI XpPOHMUYECKOU WHbeKIMK Pseudomonas aeruginosa o cyobeKTaM OKpyra, 3HauYUTeIbHOE
yBeJIMYEHUE YacTOThl BbiceBa Burkholderia cepacia complex. OTMEYeH HETOCTATOUHBIN YPOBEHb JJAOOPATOPHON AMATHOCTUKKM METULIMILTMH-PE3U-
cTeHTHOTO Staphylococcus aureus, HeTyOEPKYJIE3HOTO MUKOOakTepro3a. 3akmodyenue. B pernonax CDO TpebyloTcsi CTporoe codofeHne caHu-
TapHO-MPOTUBOSMUAEMUOIOTUUECKUX MEPOTIPUSITHI C 1IeJIbI0 KOHTPOJISI HAll XPOHUUYECKOUM pecriupaTopHoOil MHQEKIrel, TIaTebHOe BBIITOJ-
HEHUE PeKOMEHIAINil HALIMOHAILHOTO KOHCEHCYyca Mo BOPOcaM TUarHOCTUKM U JieueHust M B.

KnroueBbie cii0Ba: MyKOBUCITUIIO3, perucTp, CUOUPCKUii (henepanbHbIil OKPYT.
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Abstract

Analysis of data of the National Cystic Fibrosis (CF) Register allows evaluating the quality of medical care for children and adults with CF in the
whole country and in a single Federal District. The Siberian Federal District (SFD) has the third-highest number of CF patients in the Russian
Federation (RF). The study aimed to determine the clinical and epidemiological characteristics of CF patients in the SFD in 2017 to improve the
approaches to medical care in the region. Methods. The National CF Register’s main sections for 2017 were evaluated: demographic data, diagnos-
tics, genetics, airway microflora, lung function, nutritional status, complications of the disease, and treatment. The SFD data were compared with
the data of the All-Russian Register in 2017. Results. The information was provided on 433 CF patients from the SFD. No differences were found
between the SFD and the RF in the incidence of the disease, F508del and CFTRdele2,3(21kb) mutations, the microbiological profile, lung func-
tion, and nutritional status. The SFD was characterized by the lower average age, the detection of rare mutations in patients from indigenous groups
of the North, the predominance of “severe” genotypes, the noticeable variability in the frequency of chronic Pseudomonas aeruginosa infections,
and a significant increase in the Burkholderia cepacia complex detection. An insufficient level of laboratory diagnosis of methicillin-resistant
Staphylococcus aureus and non-tuberculous mycobacteriosis was noted. Conclusion. Strict adherence to sanitary and anti-epidemiological measures
is required to control the chronic respiratory infections in the regions of the SFD. Careful implementation of the national consensus recommenda-
tions on the diagnosis and treatment of CF is also required.

Key words: cystic fibrosis, register, Siberian Federal District.
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B Poccuiickoit ®eneparun (PD) ¢ 2011 r. mpoBoauTcst
aKTHUBHas paboTa 1Mo BeAcHMIO HammoHalIbHOTO peru-
cTpa 00abHBIX MyKoBuciumo3om (MB). B 2015 r. B Pe-
TUCTpE BIEPBbIE MPEICTaBICHbI JaHHBIC IO BCeM here-
pajbHBIM OKpyram. B HacTosiieil cratbe 00CyknaroTcs
KIMHAYECKUE W IMUICMUOJIOTMUECKUE TaHHbIe OO0Jb-
HBeIX MB, mpoxuBaromiux B Cubupckom ¢emaepaaTbHOM
okpyre (CDO,) 3a 2017 r.

C®O 3zanumaer 25,47 % teppuropun Poccun.
Lentpom CDO siBnsiercst ropox HoBocubupcek. B 2017 1.
B coctaB CDO Boum 4 pecriyonmku (bypstust, Anraii,
Xakacus, TwiBa), 3 Kpas (3abaiikalbCKuil, AnTaiicKuii,
KpacHospckuii), 5 obnacreit (Mpkyrckasi, Kemepos-
ckast, HoBocubupckasi, Omckasgs u Tomckas). Ywuc-
neHHocTh HaceneHus Ha 01.01.18 cocrasnsa 19 287 474
yesoBeK, win 13,1 % uucnenHoctu Hacenenus: Poccun'.
Ha Teppuropuu CPO mnpoxuBaioT > 31 HallMOHAJILHO-
CTH, BKJIOYAsT KOPEHHBIE MaJIOYMCJIEHHBIC HapOIbI.
CornacHo nocnenneit nepenucu (2010), HaMOHATBHBI
coctaB CPO BHIIISAIUT CIEIYIOIINM 00pa3oM: pyc-
ckue — 85,9 %, oypsatel — 2,3 %, TyBuHUb — 1,3 %, yKkpa-
uHubl — 1,2 %, tatapel — 1,1 %, Heminl — 1,0 %, ka3a-

xu — 0,6 %, anraitubel — 0,4 %, xakacel — 0,4 %, apMsiHe —
0,3 %, asep6aitmkanusl — 0,3 %, Gemopycel — 0,2 %,
y30eku — 0,2 %, uyBamu — 0,2 %, tamkuku — 0,2 %,
kuprussl — 0,2 %, mopasa — 0,1 %, upirane — 0,08 %,
Gawkupsl — 0,07 %, wopusl — 0,06 %, Kopeiupl —
0,06 %, mongasane — 0,06 %, sBenku — 0,05 %, eBpen —
0,05 %, mapuiius — 0,05 %, xkuraiiusl — 0,05 %, yamyp-
o — 0,05 %, nonsaxu — 0,04 %, rpy3unsl — 0,04 %,
scroHubl — 0,04 %, monransr — 0,03 % 2.

MaTepMan bl 1 MeTOAbI

B Peructp C®O (2017) Bouwiu 10 permoHOB, KOTOpbIE
MpeNCTaBWIN CBEIEHUS O CBOMX TallMeHTax B BO3pacTe
or 0 mo 18 jeT M B3pOCHBIX — pecnyonukn bypsarusa
n Xakacus, Wpkyrckas, Kemeposnckasi, HoBocubup-
ckasg, Omckags u Tomckasgs obGigactu, AJNTalCKUIA,
KpacHosgpckuit u 3abaiikanbckuii kpas. B 2017 r. He
MpeACTaBICHBI JaHHBIE 0 O0JBHBIX M B, mmpoxxuBarommx
B Pecniyonuke Antaii. U3 Pecniy6auku TeiBa nepegaHbl
JlaHHbIE TOJbKO 00 1 mauueHTe. B mpenacraBieHHBIX
cyosektax Poccunm, Bxomsmmx B CDO, mpoxXuBaIoT

I MenmepanbHast ciayxkba rocymapcTBeHHoi cratructuku (Poccrar). YncneHHocTh HaceneHus: Poccuiickoit Depepay o MyHUITUTIATEHBIM
obpasoBaHusiM: Ha | sHBapst 2018 roma. JoctynmHo Ha: http://old.gks.ru/wps/wem/connect/rosstat_main/rosstat/ru/statistics/publications/cata-

log/afc8ea004d56a39ab25 If2bafc3abfce | Nata obpanienus: 03.11.19]

2 Wrorm Beepoccuiickoit nepenmucu HaceiaeHust 2010 rona. Tom 4. HarimoHanbHbIN COCTaB U BIaieHUE sI3bIKAMU, TpaXXaaHCTBO. JIOCTYITHO Ha:
hitps://www.gks.ru/free_doc/new_site/perepis2010/croc/Documents/Vol4/pub-04-04.pdf [dara obpamenus: 03.11.2019]
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Konopamvesa E.HU. u dp. KIMHUKO-3TTUAEMUOJIOTHYECKIE XapaKTepUCTUKN 00IbHBIX M B, mipoxuBatonux Ha Tepputopun COO

18 769 164 uenoBeka, uro coctasiuseT 97,2 % obiiero
HaceneHuss B CDO B 2017 r. (n = 19 306 835). donsa
maneaToB ¢ MB B CDO B obmem pernctpe PD cocra-
Buna 14,02 %. B 2017 r. B peructp CPO BHeCeHBI TaH-
Hble 0 00bHBIX MB (n = 434) — 426 XuBbIX U 8 ymep-
mmx (3 B3pocabix U 5 gereit). B Upkyrckoii obiaactu
OTCYTCTBYIOT ITOJTHBIC TaHHBIE 00 OJJHOM M3 TMallMEeHTOB,
BKJTIOUAsI BO3PACT M CTAaTyC B HACTOSIIEE BPeMsI, TTO3TO-
My B Peructpe CDO npencraBneHa nHGOpMAIIAS TOTb-
Ko o mauueHTax (n = 433) okpyra. B Tabn. 1 npencras-
JIeHbl AemMorpacdudyeckue naHHble 1o permoHam CDO
C yKazaHueM uucja 0osbHbIX MB B pernonax, noiau
B3POCJIBIX OOJBHBIX B KaXXIOM W3 HUX, a TaKXKe OT-
HOIIICHWE 4YHMCcJia TAlMeHTOB K OOIleil 4YMCIeHHOCTH
HaceJeHUsT U BKCTPAroJMPOBAaHHOE YHUCIO OOJbHBIX
B Poccwuiickoit @enepanin, UCXOOS M3 YaCTOTHI BCTPE-
YaeMOCTH 3a00JIeBaHUS B KaXKIIOM PETHUOHE.

Cnenuanuctel, pabortatoune ¢ O0oabHbBIMU MB
B perMoHax, BHOCWIM CBEICHHUS O TallMeHTax B 00-
IIyI0 IS BCeX 3JIEKTPOHHYI0 (hopMy, pa3pabOTaHHYIO
paboueit rpymnmoit EBponeiickoro peructpa no MB
(https://www.ecfs.eu/ecfspr) 1 UCTIOIb3yeMYIO TIPU 3aM0JI-
HEHUW MaHHBIX I pOCCUiickoro mpoekrta Perumctpa
o6onbHbIX MB (https://mukoviscidoz.org/mukovistsidoz-v-
rossii.html).

WHdopmaiys o KaxkIoM MmauueHTe BKIIIoJana AeMO-
rpauyeckne NaHHbIe M TaHHbIE, CBI3aHHBIC C AUATrHO-
cTUKOoU M B, pe3ynbTaThl FTeHETUYECKOTO 00CICIOBAHMS,
AHTPOIIOMETPUYCCKHE TTapaMeTphl, IToKazaTeqn (HyHK-
LIMM BHEIIHEro AbIXaHWSI, MUKPOOMOJIOTMYECKUM TPO-
(unbs pecrimpaTropHOro TpakTa, MaHKpPeaTMYeCcKuil cTa-
TyC, HAIMYUE OCloXHeHuii MB, o0beM mpoBOIMMOIA
MEINKAMEHTO3HOM M HEeMeOWKaMEHTO3HOI Teparuu,
CBEIEHUS O MPOBEACHHBIX TpaHCIUTaHTaLusIX. Ha3BaHue

PeruoHb! Hacenenue BonbHble MB, n
(B cpeaHem 3a 2017 r.), n*
AnTaiickuii kpai 2 357 880 51
3abaikanbckui kpan 1075 894 24
WpkyTckas obnactb 2 406 548 42
KemepoBckas obnactb 21701 860 53
KpacHosipckuii kpait 2875899 68
HoBocubupckas obnactb 21784 202 73
Omckas obnactb 1966 382 60
Pecny6nuka Bypatus 984 323 22
Pecny6nuka Xakacus 537 591 12
Tomckas obnactb 1078 585 27
Pecny6nuka ThiBa 320 136 1
061ye nokasatenu CPO 19 306 835 433
Mokasatenu no P®** 113 819 606 2755

MyTallMii BHOCHWJIM COOTBETCTBEHHO MEXIYHApPOIHOI
6aze manHbix CFTR1 u CFTR2 (http://www.genet.sick-
kids.on.ca, https://cftr2.org/). OnpeneneHa ajjenabHas
JacToTa BCEX OOHAPY:KEHHBIX MyTAaIlU W CTETICHb TSKe-
CTU TeHOTHTA. [IJI «TSTKeJI0T0» TeHOTHUIIA 00s13aTeIbHO
Hanmuuue myTauuu I—III kiacca Ha 2 xpomocomax, st
«MSITKOTO» TE€HOTUINA HEOOXOAMMO Haaudyue XOTs Obl
1 mytauuu [V=V xiacca.

Pesynbrat motoBoro tecrta (I1T) ObUT OlLIeHEH coriac-
HO pekoMmeHmauusM HanmoHanbHOro KoHceHcyca [2].
VposHu xsopunoB 1nota (npoda nmo 'mocony—Kyky), He
nipeBbimatoniue < 30 MMoJIb / JI, M TOKa3aTeau MPOBO-
aumMocT < 50 MMoIb / 71 ABISIIOTCSI HOPMaJIbHBIMU
3HaueHUsIMU. TlojmoxutensHbiMu Tipu MB sBisitorest
YpOBEHBb XJIOpUIOB > 60 MMOIbL / 1 WM TIPOBOAUMOCTH
rnota > 80 MMonb / 1. HyTputuBHBIN cTatyc OOJBHBIX
MB omneHuBajiICSI ¢ TIOMOIIBIO TMOKa3aTes WHIEKca
Macchl Tena (MMT) (macca Tena (Kr) / pocT (M?) 1o
Quetelet) [3]. Jns B3pocabix 00JbHBIX MB 1eneBbie
sHaueHusT UMT cocraBnstior 22 Kr/ M? — UIST XKSHITUH
u 23 xr/ M?> — w1t My>k4uH. [1pn olieHKe HyTpUTUBHOTO
cratyca (UMT) meteit ucrnosip3oBajiach cUCTeMa Tiep-
ueHtuneit. LleneBbiM 3HaueHueM JJis1 manudeHToB 0—18
Jret TipuHAT S50-i MepHeHTHIIb, COOTBETCTBYIOIINI HOP-
MaJIbHBIM LMdpaM IJId 3T0POBBIX CYOBEKTOB TOTO KE
noysa U Bo3pacrta. Jnst pacueta mepueHtuneii UMT,
pocta M MacChl Tela IPUMEHSUIMCh TTPOTpaMMBbI
BcemupHoii opranuzauuu 3npaBooxpaHeHus (BO3)
WHO Anthro u WHO Anthroplus. 751 O1IEHKH POCTOBE-
COBBIX TIOKa3aTelieit y AeTeil 10 2 JIET MCIOJIb30BaiCs
MaccopocToBOil MHIEKC (1iejieBoe 3HaueHue — > 90 %).
OCHOBHBIC BeJTMINHEI, KOTOPHIC OIICHUBAJINCH ITPH TTPO-
BEeIICHNU KOMITBIOTEPHO# CITMPOMETPUU — 00BeM hop-
CHpOBaHHOTO BbIoxa 3a 1-10 cekyHny (ODBy, 11 % 0nx.)

Tabauya 1
Jlemoepagpuueckue dannvie no pecuonam Poccuiickoii Dedepauuu, éoweduum 6 peeulzmp
Table 1
Demographic data for the Russian Federation regions included in the register
Bapocnbie Yacrora, 1 cnyvait BonbHbie MB
naumexTsl, n (%) Ha 100 TbiC. B Poccuu, n
4(78) 2,163 3176
4(16,7) 2,231 3276
10 (23,8) 1,745 2563
5(9,4) 1,062 2880
6(8,9) 2,364 3472
19 (26,0) 2,622 3850
17 (28,3) 3,051 4481
5(22,7) 2,235 3282
2(16,7) 2,232 3218
2(7,4) 2,503 3676
0
74 (152) 2,311 (2,234) 3393
633 20,5 (19,0) 2,332 (2,233) 3425

Mpumeyanue: MB - MyKoBUCLMEO3; * — pacyeTHble AaHHble 06LLero uncna GonbHbIX MykoBuCLMBO30M B Poccuiickoi Gepepauivn, Ucxops u3 nokasateneit GeaepansHoit criyxbbl rocyaapcTeH-
Hoit cTaTucTuky (PoccTar) o YucneHHOCTH HaceneHus Poccuiickoil GefepaLii o MyHuLvnanbHsiM 06pasosaxmsm Ha 01.01.18; ** — nanHble Peructpa 6onbHbIX MykoBUCLZ030M B Poccuiickoit

®epepaunm (2017) [1].

Note: *, Estimated total number of Cystic Fibrosis patients in Russia, according to data of the Federal State Statistics Service on RF population by municipalities to 01.01.18; **, data from the

Russian National Register of Cystic Fibrosis patients (2017) [1].
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u ¢opcupoBaHHAsA XWM3HCHHAsI EMKOCTh JICTKHUX
(PKE, 11 %40mx.). CIMpOMETPMSI IIPOBOAMIIACH U OLIE-
HUBajJach B COOTBETCTBUU CO CTAaHIAPTHBIMU PEKO-
MEHIAIUIMI AMEPUKAHCKOTO TOopaKaJibHOTO UM EBpo-
MeMCKOTo pecnmMpaTopHoro obmecTs [4, 5].

B kauectBe cpaBHEHUSI MPUBOIMINCH JaHHbIe Pe-
ructpa 601pHBEIX MB B PO (2017) [1].

[MaumeHTH WM UX poauTeNn (MU OTIEKYHBI / YIIOJI-
HOMOUYCHHBIE JIMIIA) TMOAMMCHIBAIN MHDOPMIPOBAHHOE
nobpoBonbHOe cornacue, 20.12.12 omobpeHHoe Ko-
MUTETOM T10 3THKe DenepansbHOTO TOCYIapCTBEHHOTO
OIOIKETHOTO HAYYHOIO YYpexkaecHUs «Meamko-Te-
HETUYECKMIT HAyJYHBIM IIEHTp MMEHM aKaaeMuKa
H.T1.boukoBa» (TipeacenaTeab DTUYECCKOTO KOMUTETA —
npod. JI.®.Kypnio) mrg mpoekTa Permcrpa GoNBHBIX
MB PO.

Cratuctyeckasgs ob6pabOTKa MTaHHBIX ITPOBOIMIIACH
¢ MOMOIIBIO TMaKeTa MPUKIATHBIX MporpamMm Statistica.
B 3aBHCMMOCTH OT BMIa pacripeleieHuss MepaMu 1IeHT-
paTbHOM TEHICHUMW W PACCeSHMSI CIYKUIU CpemHee
3HaueHue (M) * cranmaptHoe oTkioHeHue (SD) win
MeauaHa (MHTepKBapTUIbHBIN pazMax) — Me (IQR).

Pesynbtathbl

B Peructp CPO (2017) BHeceHbI cBeneHus 0 434 mauu-
eHtax. CpenHuii Bozpact 60imbHBEIX CPO (2017) cocra-
Bui 10,7 £ 8,2 roga, mearaHa Bo3pacrta — 8,6 (10,0) rona.
Homs1 B3pOCHBIX TMAaIlMEeHTOB cTapiie 18 jer cocraBmiIa
17,05 % (ta6u. 2). B 2017 r. caMblii cTaplinii malydeHT
(47,6 rona) Habonancs B OMcKe.

B 2017 r. ymepau 8 607bHBIX (3 — MYKCKOTO T0JIa),
n3 Hux 3 B3pochbix (1 — myxckoro 1oia). [TpuanHoit
CMEpPTU BCEX IAIMEHTOB SBISJIOCH OPOHXOJETOYHOE
nopaxeHue. CpeaHuii Bo3pact cMepTu coctaBui 18,0 +
9,2 roma, MmenuaHa Bo3pacta cmeptu — 15,9 (11,4) rona.
MuHUMAaJIbHBIA BO3pacT cMeptd — 6,3 roma, Makcu-
MaJbHBIN — 34,7 Tona.

CpenHuii Bo3pacT yctaHoBJieHUsT nrarHo3za B CDO
coctaBwi 2,3 t 4,9 rona, MmenraHa Bo3pacta yCTaHOBJIE-

Tabauua 2

OcHhognvie demozpaguyeckue noxkazameau

boavHbIx MyKosucyudozom ¢ Cubupckom

hedeparvrom oxpyee (2015—-2017)

Table 2

The main demographic indices of Cystic Fibrosis patients
in the Siberian Federal District (2015 — 2017)

MNokasarenb ‘ lop
o506 | 07| 2017 (PoY)

OGuwee yncno 387 433 434 3096
Bo3pacr, roab!

M*SD 99£8,1 10,3 £8,2 10,7 +8,2 121+94

Me (IQR) 79(9,7) 8,1 (10,0) 8,5 (9,6) 9,7 (11,9)
[ons nauveHToB
B Bo3pacTe 16,02 16,86 17,05 22,3
218 ner, %

IMpumevanue: * - naHHble PervcTpa GonbHbIx MykoBucunao3oM B Poccuiickoi denepaumm
(2017) [1].

Note: *, data from the Russian National Register of Cystic Fibrosis patients (Russian
Federation, 2017) [1].

Hus nuaraos3a — 0,30 (2,0) roma. ITo okpyry nuarHo3 MB
ycraHoBjieH nociie 18 jer 7 mauueHTam (1,6 % obiiero
yucia OoJbHBIX U 9,5 % o0lero ymcia B3pPOCIBIX).
leHeTnyeckoe MccienoBaHWE TPOBEACHO Y S5 M3 3TUX
MMAIlMeHTOB, ¥ 4 M3 HUX Te¢HOTHUII OBLI OIpenesieH Kak
«MSITKUI». MUHUMAaJIBHBIN BO3pacT YCTAaHOBJCHUS AUar-
Ho3a MB B CDO — npu poXaeHUM, MAaKCUMaJIbHBIA —
34 rona.

B uenom o okpyry y 57,5 % G6oabHbix MB BbISIBIIEH
MPU HEOHATAIbHOM CKpUHMHTE. B HeOOIbIIIOM TTpOLIeH-
Te ciaydyaeB (n = 7) pe3yabTaT CKPUHMHTA ObLI JIOKHO-
OTPUILIATEIILHBIM B HEKOTOPBIX perrmoHax CPO, n auar-
HO3 OB 3aMog03peH MO KIMHUYECKUM KPUTCPUSIM.
VY 6 malKMeHTOB ¢ OTPULIATEIBHBIMM pe3yJIbTaTaMU I1PO-
BEJIEHO TeHeThuYeckoe obciieqoBaHue, MO pe3yabTaTaM
KOTOPOTO BBISBJIICHBI TIAaTOTCHHBIC TCHETHMUECKHE Bapy-
anTel reHa CFTR. Y nauueHra 0e3 reHETUYECKOTO
obcnenoBanus mipoBeneH I[IT meTrogom mpoBoAMMO-
CTU, pe3yJabTaT OlieHeH Kak mojoxurteabHbiin (ITT-1 —
91 mmonb / t; TIT-2 — 89 mmonb / 11). CTOUT OTMETUT,
yTo y 19 MalMeHTOB MPH MOJYYEHUU TTOJIOXUTEIHHOTO
pe3yibTaTa HEOHATaJIbHOIO CKPMHHMHTA IHMAarHoO3 ycTa-
HOBJIEH TOJIbKO B BO3pacTe crapiie 1 roma, y BCeX 3THX
MMAIlMeHTOB AWArHO3 ITOATBEPKICH ITOJIOKUTEILHBIMUI
pesynbratamu I1T.

[Tpu poxkneH MEKOHUEBBIN WieyC ObUT AMarHOCTH -
poBaH y 33 manmenToB (7,6 % o01ero urciia O0JbHBIX).
OrnepaTtnBHAsT KOPPEKILNSI JAHHOTO COCTOSTHUS TIPOBEIC-
Ha y 28 mamueHToB, B 5 ciydasgx 3(p(eKTUBHOI oKa3a-
Jlach KOHCepBaTUBHAasI Teparusi.

VY 2,1 % 6onbHBIX, cocTosimx B peructpe CDO, HeT
naHHbix 0 pedynbTratax [IT. 3nadenus 1 IIT ykazanel
y 24,3 % mnauuenrtoB, 3HaueHus 2 IIT — y 73,6 %.
HesaBucumo ot Metona nipoeneHust [1T oH ObLT nBaXkK-
IIBI TIOJIOXKUTEeH y 68,5 % TalueHToB, OMWH 13 TTPOBE-
neHHbIX [T uMen moNoXUTeIbHBIA pe3ynbTar B 26,1 %
ciay4aeB, Y 5,2 % nauMeHTOB HU B OMHOM U3 IIPOBEICH-
HbIX [1T HET MOJ0XUTEBHOTO pe3yabTaTa.

Metonom tutpoBanus I1T-1 nposenen y 157 60/b-
Heix, a [IT 2 — y 85 nauuenTtoB. Juana3oH 3HaYeHUIA
I1T-1 u I1T-2 MeTogoM TUTPpOBaHMS cocTaBua 26,5—160
u 42—160 mmonb / 1 coorBeTcTBeHHO. I1T-1 MeTomoM
MPOBOAUMOCTU olleHeH y 254, TIT-2 — y 228 manueH-
ToB. [Anana3zon 3HaueHuit [1T-1 u I1T-2 MmeTogoM mpo-
BoauMOCTH cocTaBui 27—160 u 25—150 MMOJIb / JT COOT-
BETCTBEHHO.

OO0uMe naHHbIE, XapaKTepU3ylollde MUArHOCTUKY
MB B CDO, npencraBieHbl B Ta0d. 3, IIST CpaBHEHUS
npuBeneHbl nanHbie 3a 2015—2016 rr. u B 1iesiom o PD.

B 2017 r. nuarHo3 MB BniepBbie ycTtaHoBieH y 20
MalMEeHTOB, CPeOHWii Bo3pacT — 2,78 + 7,96 rona,
menuaHa Bo3pacta — 0,15 (0,17). Ilpu HeoHaTaJlbHOM
CKPUMHMHI€ OMAarHo3 YCTaHOBJEH 16 OOJbHBIM, YTO
coctaBwio 80 % ot Bcex ciaydyaeB MB 3a oT4eTHBII
TOJ, OCTAJIbHBIM BHOBBH BBISIBICHHBIM OOJIBHBIM JMar-
HO3 3aroj03peH IO KIMHWYECKWM MaHHBIM. Y BCex
MMAIMeHTOB OTMEYCH ITOJOXUTENIBbHBIN pesdynbrar I1T.
MekoHMEeBBII Ueyc JaUarHOCTUpPOBaH y | manmeHTa
(xupypruyeckoe JjieyeHue). MUHUMAaIbHBIA BO3pacT
YCTaHOBJICHMS IMAarHO3a B OTYETHOM TOIY — TIPU POXKIC-
HUU, MaKCUMaJIbHbI — 34 roma. Y 16 maiueHToB IIpo-
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Tabauua 3

OcHnoénbte noxkazameau 604bHbIX MYKOGUCUUO030M, XApaKmepusyiouue 0UazHOCMUKY 3a001e6aHUs
6 Cubupckom ghedepaavnom oxpyee (2015—2017); %

Table 3

The main diagnostic indices of Cystic Fibrosis patients in the Siberian Federal District (2015 — 2017); %

Mokasatenb ‘
| 2015 |

Bo3pact ycTaHoBneHUs auarHo3a, roabl

Mt SD 22%42

Me (IQR) 0,3 (21)
MekoHueBbIi uneyc
Bcero 6,7
Xupypruyeckoe nocobue 54
KoHcepBaTtuBHas Tepanus 1,3
[lnarHo3 no HeoHaTanbHOMY CKPUHMHIY
Bcero 50,7
leHeTnyeckoe obcnefoBaHue

Oxgar 91,2

[lons BbIABNEHHBIX FEHETUYECKUX BapHaHTOB 82

[1Ba BbISIBNEHHbIX FEHETUYECKUX BapuaHTOB 70

OpVH BbISBNEHHbINA FTeHETUYECKUIA BapnaHT 24

0Ga reHeTM4eCKMX BapUaHTOB He BbISIBNEHbI 6

Mpumeyanue: * — nanHble Peructpa GonbHbix MykoBucLmto3om B Poccuiickoil Gepepauum (2017) [1].

Note: * data from the Russian National Register of Cystic Fibrosis patients (Russian Federation, 2017) [1].

BEIEHO TeHeThyeckoe obciieqoBaHue, 2 TaTOTeHHBIX
BapuaHTa reHa CFTR BBISIBIICHBI Y §, ONWH MaTOTE€HHBIN
BapuaHnT reHa CFTR — y 7 malyieHToB.

I'eHeTnyeckoe uccienoBaHue TMPOBEACHO Y 0OOJb-
IIMHCTBA OOJIBLHBIX, TTpoxkuBaoIKnX B CPO. Y conbiieii
YaCTH IMAIIMEHTOB BBISIBIICHO 2 TeHETUYCCKUX BapHaHTa
reHa CFTR (cMm. Tabxa. 3), obOmmast cyMmapHasl 4yacToTa
NICHTUDULMPOBAHHBIX ayjieneit coctauia 84,1 %.

AunenbHas yactota myTtaiiit MB B CDO (B nmopsinke
yObIBaHUS) TIpeACTaBieHa B Tabu. 4. Bcero BbISIBIEHO
39 reHetmueckux BapuaHTOB reHa CFTR. CymmapHas
ajuesibHasl yactoTta Uit TepBbix 10 BBISIBICHHBIX MyTa-
i cocraBmia 75,62 %; 26 MyTamuii BCTPETUIINCH
HEOJHOKpATHO, 13 MyTaiuii BbISBIEHBI HA | Xpomo-
coMe.

B 6a3zax CFTR-1, -2 oTcyTCTBYIOT 3 reHETUUECKUX Ba-
puanTa reHa CFTR. I'eHetnyeckuii BapuaHT c¢.3325delA
(HazBanue no konupytomeid JJHK — c¢.3325delA, no cun-
te3upyeMomy 0enky — p.(lle1109Serfs*12)) oTtHOcHTCS
K I ximaccy myranumit reHa CFTR n onpenensieT «TsKe-
JIblii» TeHoTuIl. BTopoit reHetwyeckuit BapuaHT 3272-
16T>A (na3Banue o kogupytomeit JJHK ¢.3140-16T>A,
Ha3BaHMS 110 CUHTE3UPYEeMOMY OCJIKY HE MMEET) OTHO-
cuTcs K V Kiaccy MyTalldii M aCCOLIMUPOBAH C «MSITKUM»
TEHOTUNOM; KJlacC 3-ro TeHETUYECKOro BapuaHTa
p.Pro205Thr (masBanue mno koaupytoumeit JHK —
¢.613C>A, o cunte3upyemomy 6enky — p.(Pro205Thr))
HEM3BECTEH M COMPSIKEH C «MATKUM» T€HOTUITOM?.

[Mpn HaMMYMKM MaTOreHHBIX BapMAHTOB HYKJICOTHI-
HOIt TociienoBaTeibHOCTU Wau MyTtauuu reHa CFTR
I—III x1accoB MPOMCXOAUT MOJHOE WU MOYTU TTOJTHOE

| 2017 (PO

31£6,1

05(2

8,1
7,0
11

478

92,4
88,3
80,2
16,1

37

9)

Tabauua 4

Aaseavhas wacmoma 2enemu4ecKux 6apuanmos
HyKaeomuoHnoil nocaedosameavrocmu eena CFTR
y boabHbix MyKosucuyudozom ¢ Cubupcxkom

dheodeparvnom

okpyee; %
Table 4

Allele frequency of pathogenic variants
of the nucleotide sequence in the CFTR gene
in the Siberian Federal District; %

Ne

21
22
23
24
25
26
27
28
29
30
3
32
3
34
35
36
37
38
39

lon
2016 | 2017
23146 23+48
0,5(1,8) 0,3 (2,0)
75 78
6,3 6,6
1,2 1,2
53,1 57,5
91,5 92,2
82,6 84,1
70,5 72,7
24,2 22,7
53 4,6
Ne | TeHeTyeckuit Yacrora
BapuaHT
1 F508del 57,02
2 CFTRdele2,3 6,38
3 G542X 2,42
4 2184insA 2,29
5 N1303K 1,53
6 2143delT 1,40
7 3849+10kbC->T 1,28
8 394delTT 1,15
9 Wi1282X 1,15
10 E92K 1,02
11 R334W 1,02
12 R1066C 0,77
13 L138ins 0,64
14 R553X 0,51
15 W1282R 0,38
16 4015delA 0,38
17 S466X 0,38
18 R1162X 0,38
19  3821delT 0,38
20 2789+5G>A 0,38

40

eHeTMyeCKMI
BapuaHT

4382delA

R1158X

3944delGT
CFTRdele4-11(4-10%)
2184delA

R347P

R117C

5T

Y569H

c.3325delA
CFTRdup7-8(6b,7%)
3272-16T>A
4040delA

3791delC
CFTRdup7-11(6b-10%)
V392G

p.Pro205Thr
W1310X

Q98R

HenssecTHble MyTaLm

Yactora

0,26
0,26
0,26
0,26
0,26
0,26
0,13
0,13
0,13
0,13
0,13
0,13
0,13
0,13
0,13
0,13
0,13
0,13
0,13
n 1594

3 OmunokoBa O.H. PacumpenHsbiit mouck mytauuit reHa CFTR B BbIOOpPKE OOJBHBIX MYKOBHUCLIMIO30M U3 CHOMPCKOro permoHa. B KH.:
Coopnuk Te3ucoB VII ExeronHoit CeBepo-3anaaHoii ¢ MEXIyHaApOIHBIM y4acTHEM HaydHO-ITPAaKTUIECKOI KOH(MEPEHIIMN IO MyKOBUCIIUI03Y

«IlpakTuka jeueHust MyKoBrcuumo3sa». CI16; 2016: 9—13
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MpeKpalieHne paboThl XJIOPHBIX KAaHAJIOB, TTO3TOMY MX
MIPUHSITO OTHOCUTD K «TsDKeJIbIM» BapuaHTaMm. [1pu myTa-
musx [V=VI knaccoB yacTuyHo coxpaHsieTcss hyHKIMS
XJIODHBIX KaHAJIOB W JIaHHbIE TIATOTeHHBIE BapUaHThI
MPEICTABISIOT COOOM TPYMIy <«MSTKMX» BapUaHTOB.
B C®O BbimeneHbl 84,8 % MNalMEHTOB C «TSDKEIBIM»
reHoTunoM u 15,2 % — ¢ «msarkum». Cpeau JIMi B BO3-
pacte ot 0 no 18 jieT «MSITrKuii» T€HOTUIT BCTpedascs
B 1,7 % ciydaeB, B TO BpeMsI KaK y B3pOCJIbIX IALIMEHTOB
YacToTa BCTPEYAEMOCTH «MSITKOIO» TeHOTUIIA COCTaBUIIa
23,9 %.

Ha puc. 1 mpencraBieHo MpOIEeHTHOE COOTHOIIEHNE
YHCJia MallMeHTOB TOMO3UTOTHBIX U TETEPO3UTOTHBIX T10
F508del, a Takxxe mauneHTOB, B TEHOTUIIE KOTOPHIX HET
JTAHHOI MYyTalluU.

B uenom no okpyry myramus F508del Bctpetunach
y 74,8 % 0OonbHbIX. Haubosblnas yacTota OOJIBHBIX,
romo3uroTHeIx o F508del, 3apernctpuposana Tomckoit
obmactu (55,6 %), HauMmeHblIass — B 3a0ailkaJbCKOM
kpae (18,9 %). I'enotunsl 6e3 mytauuu F508del yare
BCeX BCTpeyainch B 3abaiikajabCKOM Kpae, ¢ HauMeHb-
et yacrotoit — B Kpacnosipckom kpae (8,9 %), pecryo-
nkax bypsarus (7,7 %) n Xakacus (8,3 %).

Hosocubupckas 061
KpacHosipckuit kpai
Kemeposckas 061.
Wpxytckas o6n.
Anraitckuit kpait
Owmckas obn.
Tomckas obn.
3abaitkanbckuit kpait
Pecny6nuka BypsTus

Pecny6nuka Xakacust

Penkue myTanuy B OCHOBHOM BBISIBICHBI § KOPEH-
HBIX MaJIOYMCJIEHHBIX HapoaoB Cubupu. XapakKTepucTh-
Kka reHetuueckux BapuaHToB CFTR y npeacraButeneii
KopeHHbIX HapomHocTeit CPO omwmcaHa B paborax
COTpynHMKOB HayyHo-mccaenoBaTeIbcKOro MHCTUTYTA
MEIUILMHCKONW TeHEeTUKM TOMCKOro HallMOHAJIbHOTO
HCCIIEIOBATEIbCKOTO MEIUIIMHCKOTo IieHTpa Poccuii-
CKOI aKaJgeMUM HayK. B CIIeKTp BBISIBICHHBIX ITATOTCH-
HBIX BapUAHTOB Y 3TUX STHUUYECKMX TPYIII BXOMAT CJIC-
nytomue Mmyrtauuu: c.1521 1523 delCTT (F508del),
c.650A>G (E217G), ¢.3196C>T(R1066C), ¢.3484C>T
(R1162X), ¢.293A>G (Q98R), ¢.682G>C (G228R),
2 MOCIIeTHNX TeHeTUYECKNX BapraHTa paHee He OIHca-
HBI.

B 1a61. 5 mpencraBiieHbl CBEAEHUSI O MUKPOOUOJIO-
rugeckoM nipoduie 6onpHbIXx CPO 3a 2017 1., BKIIOYast
XapaKTePUCTUKY MHUKPOMIOPHl HIDKHUX IBIXaTeIbHBIX
MyTeil y AeTeid 1 B3pocbIX. 11 cpaBHeHUs MpeAcTaBie-
HBI JaHHBbIe 1Mo pernoHy 3a 2015—2016 rr. u B 1eIOM
mo P®.

Haubosee HM3KUII TMPOLIEHT XPOHUYECKOIO BhICE-
Ba CUHETHOMHOM TaJloYKMU 3aperucTpupoBaH B AnTaii-
ckoMm kpae (14,0 %), Tomckoit oonactu (14,8 %) u Pec-

Puc. 1. CooTHoLIeHME
TOMO3WTOT U TeTEPO3UTOT
no F508del, a Takxe reHo-
Tumos 6e3 F508del

Figure 1. Homozygous/het-
erozygous F508del geno-
types to non-F508del
genotypes ratio

I F508del/F508del

I F508del/HeF508del

60 70 80 90

I™1 HeF508deliHeF508del

Tabauua 5
Muxkpobuoaoeuueckuii npogpuan y 60a6H61x MyKosucuyudozom ¢ Cubupckom gpedepasvrnom oxpyee (2015—2017); %
Table 5
Microbiological profile of Cystic Fibrosis patients in the Siberian Federal District (2015 — 2017); %
MNokasatenb ‘ Cunbupckuit thenepanbHbIit OKpyr PO
2015 2016 2017 2017*
obLume AaHHble Aetn B3pocble
S. aureus 55,7 58,2 55,7 55,5 48,6 57,1
MRSA - 14 0,7 09 1,1 40
P. aeruginosa:
* XPOHWYecKoe MH(ULMpoBaHMe 34,9 34,3 357 28,3 65,3 32,4
* WHTEPMUTTUPYIOLLMIA BbICEB 10,8 13,1 16,1 17,8 5,6 14,9
Burkholderia cepacia complex 2,4 24 6,7 59 9,7 6,2
Stenotrophomonas maltophilia 1,3 315 2,9 34 6,9 315
Achromobacter spp. 34 4,7 5,0 54 2,8 4,6
Hetybepkyne3Hbiit MukoGakTepno3 0 0 0 0 0 0,7

Mpumevanue: MRSA (Methicillin-resistant Staphylococcus aureus) — METULMANMHPE3UCTEHTHbIA 30MOTUCTBIN CTAGUNOKOKK; * — AaHHbIe PerucTpa

BonbHbIX MykoBHcLA030M B Poccuiickoil Gegepaum (2017) [1].

Note: *, data from the Russian National Register of Cystic Fibrosis patients (Russian Federation, 2017) [1].
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nyonuke Xakacusi (16,7 %). OTMedaeTcsl BbICOKasT Ba-
pUabeIbHOCTh IO YacTOTe MHMUILIMPOBAHMS IbIXaTeIb-
HBIX TTyTel TTAIIMeHTOB 30JI0TUCTHIM CTa(hUIOKOKKOM —
or 23,8 % B HWpkyrckoit obmactu mo 96,3 % —
B Tomckoit. UndunmpoBanne MRSA nokymeHTHpOBa-
HOo ToibKo B 3 pernoHax (HoBocubupckas nu Tomckas
obsacti, AnTtaiickuii Kpail) B HEOOJBIIOM IPOLIEHTE
ciaydaeB. B 5 permonHax 3aperucTpupoBaHBI clydyau
WHOPUIIMPOBAHUS TaKUM BBICOKOITATOTCHHBIM MUKPO-
OpraHusMoM, Kak Burkholderia cepacia. BeiceB Achromo-
bacter spp. 3adpukcupoBaH y 60jbHbIX MB cpasy B He-
CKOJIbKMX pEeTrMoHax, 3a WCKIIOUCHWEM ITallieHTOB,
MIPOXXMBAIOIINX B AJTaiickoM Kpae, ToMmcKkoit obmactu
u Pecriyonuke Xakacus.

OrneHKa (QYHKITMN JIETKUX 110 TaHHBIM CITUPOMETPUH
SIBJISIETCST BaXKHBIM KputepueM 3(hEeKTUBHOCTH TTPOBO-
nuMoit Tepanu MB 1 xapakTepu3yeT TSoKeCTh TCUCHUS
3abosneBaHus. OOIIee YMCIO TAlMEHTOB B OKpYTE,
y KoTophix oueHuBaicss O®B,, cocraBmwio 224 (71,1 %
oburero yucia OOJBHBIX B BO3pacTe crapiie 5 JeT
(315 genosek)). ®XKEJI omeHeHa y 220 OOJBHBIX
(69,8 % ot ob11Iero YncIa MalueHTOB B BO3pacTe cTapiie
5 ner). B Tabn. 6 mpencraBlieHBI CpeIHUE ITOKA3aTelIn
O®B, u ®XKEJI y mariueHTOB cTapiie S JIeT B 1EJIOM T10
C®O, nng cpaBHEHUST MPUBEAECHBI JAHHBIE O OOJBHBIX
MB B PO.

Ha puc. 2 mpencraBiieHO pacrnpeneieHue IoKasa-
teneit O®B; B 3aBUCMMOCTHA OT CTETIEHW BBIPAKEHHO-
CTU BEHTWJISIHIMOHHBIX HapylleHui y OojbHbIXx MB.
Tsoxenble HapylleHUs pecUMpaTOpHOl DYHKUMU TIpU
O®B, <40 % cpenu ieAMaTPUIECKUX OOJTBHBIX B OCHOB-
HOoM (2,08 %) perncTpupoBaMCh YJIUIL TTOAPOCTKOBOTO
BO3pacTa.

B peructp CPO (2017) BHeceHbI OKa3aTeIu MacChl
TeJa W pocTa MpaKTUYECKW BCeX MalMeHTOB. B oTueT-
HOM TOJIy TIOKa3aTeJ I HyTPUTUBHOTO CTaTyca y MarueH-
TOB OT 2 mo 18 yet ObIM chemyromuMu: MeauaHa (Me)
(IQR) nepuentuneii pocta — 27,4 (52,7), Me (IQR) nep-
neHtwist UMT — 26,1 (49,9), Me (IQR) mepuieHTHIS
WUMT y namuentoB ot 0 mo 10 jmer — 28,8 (48,8). Me
(IQR) mrepuenTunst UMT y B3pocabix mauueHToB — 19,1
(4,0) xr / M?. Kak y B3poCJIbIX, TaK U y aereii 2—18 jer
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Puc. 2. Pacripenenenmnie O®B, cpeny pa3HBIX BO3PACTHBIX TPYIIT OOJTb-
HBIX MYKOBHUCIIMI030M B CHOMPCKOM (heiepaTbHOM OKpyTe
[Mpumeuyanue: OPB; — 06beM GOpcUpPOBaHHOTO BbIIOXA 32 1-10 CEKYHIY.
Figure 2. Distribution of forced expiratory volume in 1 sec among dif-
ferent age groups of CF patients in the Siberian Federal District

Tabauua 6

Cpeonue noxazameau obsema hopcuposanmnozo evidoxa
3a I-10 cekynoy u ghopcupoBantoli HcusHeHHOU emMKocCmu
Aez2kux y 0604vHvIx MyKogucuudozom (2017)

Table 6

Average forced expiratory volume in 1 sek and forced
inhaled vital capacity of Cystic Fibrosis patients (2017)

Peruox ‘ CpepnHee £ SD, Y%ponx.
\ 00B, OKEN
Cubupckmit thenepanbHblil OKpyr 77,6 £24,5 854+ 25,7
Poccuiickas ®epepaums* 75,4 £25,3 84,5231

Mpumevatme: OOB; - 0bbem hopcupoBaHHoro Bbifoxa 3a 1-1o cekyHay; ®XEN - dopcupo-
BaHHas X13HEHHas eMKOCTb Nerkux; - [aHHble PerMCTpa BOrbHbIX MYKOBUCLIA030M

8 Poccuiickoit Genepaumm (2017) [1].

Note: * data from the Russian National Register of Cystic Fibrosis patients (Russian
Federation, 2017) [1].

MenuaHbl nepueHTIIT UMT He moCTUTaloT IIeIeBbIX
3HAUYEHUI, PEKOMEHIYEMBbIX CITELIAAIUCTAMU-2KCIIepTa-
mu o MB. Me nepuentuinst UMT cHuxaetcst mo Mepe
B3pocJieHusl nmalueHToB. Tak, y OOJbIIMHCTBA AETEM
mianmrero Bo3pacta MMT mocturaet 50-ro mepueHTH-
Jisl, B TO BpeMs KaK Yy TMOIPOCTKOB Me He MpeBBIIIACT
nopora 20-ro NepUeHTWIST; HU3KUI HYTPUTHUBHBIN cTa-
TyC HaOIIOAaeTcs y NpeodIaaioniero Yuciaa B3poCiblxX
mareHToB B CPO (puc. 3).

YactoTa BCTpPEUaeMOCTU Pa3IUYHBIX OCJIOXHEHUI
MB B C®O mnpencrabieHa B Tabj. 7, IJIsST CpaBHEHUS
npencrasiaeHbl gaHHbie 3a 2015—2017 rr. 1 B 1uejaoM no
PO.

Annepruyeckuii OpOHXOJIETOUHBIM acHepruies
(ABJIA) 3apeructpupoBan B 4 permonax CPO —
KpacHosipckoMm u 3abaiikanbckoM Kpasix, OMCKOW
u ToMmckoii obnactsax. Bo3pact 6onbHbIX ¢ ABJIA B cpen-
HeM coctaBui 15,67 *+ 6,69 roga (Me — 15,96 rona).
HauGonee BbicOKasi yacToTa BCTPEYaeMOCTH OTMEUeHa
B OmMckoit obnactu (7,14 %). CaxapHblii quabeT ¢ exe-
NIHEBHBIM MPUEMOM WHCYJMHA BCTpeyasicsl HauboJsee
yacto B Mpkyrckoii o6nactu (7,14 %). CpenHuii Bo3pact
OOJIBHBIX C 3TUM OCJIOXKHEeHMeM cocTapisul 18,71 + 9,08
roga (Me — 16,52 roma). Yactora BCTpe4yaeMOCTHU I10pa-
KEeHUS TIeYeHU ¢ (DOPMHUPOBAHUEM IIPPO3a C TIOPTAJIb-
HOI rumepTeH3uel 1 / uiau 6e3 TaKOBOM, a TakkKe Iopa-
JKeHUe TeuyeHn 6e3 GopMUpOoBaHUS LUPPO3a y OOJIbHBIX
B pernoHax CPO oTtobpakeHa Ha puc. 4.

% 125
15 BN
“ 472

N,B
35
Megwana pocta
MeauaHa VIMT\ \
30
pe N
P N

17,6
12-18

MeqvaHa, nepLeHTUb

15

2-6 6-12
Boapacr, rogl

Puc. 3. Menuans nepuentmieit (IQR) nHmekca maccel Tena u pocra
y OOJIBHBIX MYKOBUCLIMIO30MB Pa3HbIX BO3PACTHBIX TPYIII
[Mpumeyanue: UMT — unnekc Macchl Tena.

Figure 3. Medians of BMI and growth percentiles in different age groups
of patients with Cystic Fibrosis
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Tabauua 7

Yacmoma écmpeuaemocmu pasAuMHovIX 0CAONCHEHUI y GOAbHbIX MYKOGUCUUO030M

6 Cubupcrom gpedepaavrom okxpyze (2015—2017); %

The frequency of various complications in Cystic Fibrosis patients in the Siberian Federal District (2015 — 2017); %

Mokasarenb ‘

ABNA

CaxapHblif Auabet ¢ npuMeHeHNeM MHCYNMHA
lHeBMoTOpaKc, Npu koTopoM NoTpe6oBanoch ApeHUpoBaHMe
Linppos neyenu:

* C nopTanbHOW runepTeHanei / runepcnieHu3Mom
* 6e3 nopTanbHoIA rMNepTeH3nm | runepcnieHn3ma
* 0 HanWy4uM rMNepTEeH3NM HeU3BeCTHO

* rnopaxeHue neyeHu 6e3 uupposa

Jlero4Hoe kpoBoTeyeHHe

Octeonopo3 (ocTeoneHus)

Monunos BepXHux AbIXaTenbHbIX NyTel

Table 7
lop
| 2015 | 2016 | 2017 2017 o)
08 09 21 15
32 328 38 32
11 047 09 06
5 281 29 45
25 234 17 23
0 0 07 07
39 372 29 159
03 09 17 15
66 65 40 63
21 216 773 26
4 51 25 29

AneKTPONUTHLIE paccTponcTBa

Mpumeyanme: PO - Poccuiickas Gepepauys; ABJTA - annepriyeckuii GpoHxoneroyHblit acneprunnes; * — gaxHble Pervctpa 6onbHbix MykoBicuuaosom B Poccuiickoit Geaepaunm (2017) [1].
Note: * data from the Russian National Register of Cystic Fibrosis patients (Russian Federation, 2017) [1].

[THeBMOTOpaKC, TP KOTOPOM MOTPeOOBAIOCh JIpe-
HUpPOBaHUE TPYIHON KIIETKU, BCTPEUANICS Y HEOOBIIO-
IO 4ucjia MalyeHTOB, MPOXMUBAIOLIUX HA TEPPUTOPUU
HoBocubupckoii odnactu (2,74 %), Anraiickoro (2,0 %)
n 3abaiikaiasckoro (4,17 %) kpaeB. CpemHuii Bo3pact
9TUX OOJIBHBIX cocTaBuia 16,61 * 4,48 roma (Me —
17,12 roma). Tak Xe peaKo y MallueHTOB, ITPOKUBAIOIIINX
B C®O, BcTpeyasoch JIErOYHOE KpOBOTeYeHME (cpeld-
HUIt Bo3pacT 60JbHBIX — 19,68 + 6,06 roma, Me — 22,27
rona). Ocreonopo3 (HU3Kasi KOCTHasI Macca) Bepuduim-
pOBaH y JIML, CPEIHMIl BO3pPACT KOTOPBIX COCTaBMII
18,67 £ 7,50 rona (Me — 17,67 rona). HauGosee yacto
3TO OCJIOXHEHUE BCTpevasoch B MpKyTcKoil obiactu

I— '
" e i — 60,3

HoBocubupckas o6 }2 |

e 209
KpacHosipckuit kpait K

?75,0
Kemepogckas 06n. '

h 786
R,
WpkyTckas o6m. M

74,6

|

Anrarickuil kpait
. 40

Owmckasi obn.

444
E. Sae—
Tomckasi 06n. i |L ORI 55,6

(11,9 %). DieKTpOoNMUTHBIE PACCTPOCTBA 3a(UKCHPO-
BaHbl Y JIUL MJIQAIIEA BO3PACTHOM TPYIIIbI, CPEAHUIA
Bo3pacT — 2,57 * 2,03 roma (Me — 2,17 roma). 13 Bcex
OCJIOXKHEHU, 3aperUCTPUPOBAHHBIX Y OOTBHBIX, TTPOXKU-
atomnx B CPO, Hanboilee 4acTo HAOIIONAICS ITOIU-
MO3HBIN pUHOCUHYCUT (27,3 %) M TopaxkeHUe TeUueHU
6e3 uupposa (23,9 %).

O0beM TpoBoAMMOI Tepanuu MB B pa3HBIX BO3-
pacTHBIX TpyTax MmpeacTaBlieH B Taba. 8, IJisl cpaBHe-
HUSI TIPUBOASTCS NaHHbIe 10 PO B 11e510M.

I[lo permoHaM oTMedaeTcsl pa3aWYHAs YacTOTa
Ha3HAYeHUsS TUIMEPTOHMYECKOTO pacTBopa HaTpus
xjopuga — ot 16,7 (3abaiikanbckuii kpait) go 100 %

Puc. 4. Yacrora BcTpevae-
MOCTH TIOPAXKCHUSI TTEYSHM

| [ Her nopaxeHus neyex ¢ (hopmupoBaHUEM 1IMPpPO3a
1 6e3 TaKOBOTO Y OOJbHBIX

— 90,0
ol 4.0 | [ MopaxeHue neven 6e3 uupposa  MYKOBHMCLIMIO30M B PETMO-

Hax Cubupckoro enepaib-
Linppos 6ea rvnepreHaum HOTO OKpyra

I Lippos ¢ runepreraneit liver damage with the forma-
tion of cirrhosis and without
it in patients in the regions of
the Siberian Federal District

E— 154 | o Figure 4. The frequency of
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Konopamvesa E.HU. u dp. KIMHUKO-3TTUAEMUOJIOTHYECKIE XapaKTepUCTUKN 00IbHBIX M B, mipoxuBatonux Ha Tepputopun COO

Tabauua 8

Yacmoma npumeneHus pa1uvHbIX 6u008 mepanuu
6 pasnvix 603pacmuoix zpynnax; %

Table 8

Rate of various drug administration

in different age groups; %

Tepanus ‘ Po* ‘ Co0 ‘ fleTn ‘Bspocnble

[lopHa3a anbtha 93,4 95,5 98,3 80,3
TMnepToHUYeckuit pacTeop 63,0 70,8 76,3 43,7
BpoHxogunaratopb! 53,4 64,5 61,6 78,9
AHTMbaKTepuanbHble npenaparbl:

* WHransiLuoHHble 48,5 52,9 52 57,7
* BHYTPUBEHHbIE 56,4 65,9 62,9 80,3
* nepopanbHble 70,8 78,8 771 85,9
[niokokopTUKOCTEPOMADI:

* WHransiyuoHHbIe 17,2 21,2 21,2 211
* CHUCTEMHble 47 38 34 5,6
A3UTPOMULIMH 30,1 31,2 28,5 211
Ypcope3okcuxoneBas kucnora 89,6 93,4 95,8 47,9
MaHkpeaTnyeckue hepmMeHTbI 93,5 97,6 98,9 90,1
JKupopacTBopuUMbIe BUTAMUHbI 89,6 91,3 96 66,2
Knnesurepanus 82,8 868 92,1 60,56
Kucnopogotepanus 41 33 2,2 8,4

Mpumeyanie: PO - Poccuiickas Gegepaums; COO — Crbnpckuit deaepanbHbii OkpyT;
* — faHHble Peructpa 6onbHbix MykoBucLMao3om B Poccuitckoil Genepauim (2017) [1].
Note: * data from the Russian National Register of Cystic Fibrosis patients

(Russian Federation, 2017) [1].

(KpacHosipckmii kpaif 1 KemepoBckass 06;1acTh), OpoH-
XOJIMTUYECKUX MpernapaToB — oT 8 (AnTtaiickuii Kpait)
1o 100 % (Omckas o6i1acTh), a3UTPOMULIMHA — OT 4,8
(Pecnyonuka bBypsitust) mo 59,6 % (KemepoBckast
ob6mactp). HazHaueHMe WHTAISIIMOHHBIX TITIOKOKOPTH-
koctepounoB (MI'’KC) oTcyTcTByeT B psiie PErMOHOB,
a B mpyrux (OMckast o6acTh) gocturaet 53,6 %.

3a OTYETHBIN TOA B OKpYyTe TPAHCIJIAHTAIUS JIETKIX
U TIeYeHU He TpoBommiach. Ilociaemasst TpaHCIUIaHTa-
1M TedyeHu BeITojHeHa B 2015 r. 60JbHOMY, MTPOXKU-
BarouieMy B KpacHosipckoMm Kpae, B 2017 1. Bo3pacT
rameHTa coctaBun 14 net. IlocnemaHsst TpaHCTUIaHTa-
LM JIETKKX MpoBeneHa B 2016 r. 60JIbHOM, MPOXUBAIO-
meit B AntaiickoM Kpae, B 2017 T. Bo3pacT MaiueHTKN
coctaBua 34 rofa.

06cyxaeHue

C®DO spnsgeTcst TPETBUM I10 YKUCITYy HaOII0AaeMbIX 00JIb-
HbeIXx MB denepanbHbiM OKpyroM ctpanbl [1]. AHanus
TIPE/ICTABJICHHBIX B PETUCTPE AAHHBIX O OOJbHBIX MB
(2017) T103BOMISIET TTOIYIUTH TIPEICTABICHNE O KIMHUKO-
SMUIEMUOJIOTUYECKOI CUTYalluM B LIEJIOM IO CTpaHe
u otnesnbHO B CPO, OLIEHUTh Ka4eCTBO OKa3aHUs MEI-
LIMHCKOM TIOMOIIIN, BBISIBUTH TTPOOJIEMBbl JAUATHOCTUKA
U Teparnuu.

[1pu ananu3ze peructpa He YyCTAHOBJIEHO CYIIECTBEH-
HBIX pa3anuuii mo yacrore MB mexay peruonamu CPO.
Bricokas pacmpoctpaHeHHocTh MB 3adukcupoBaHa
KaK Ha TEPPUTOPUSIX C OTHOCUTENbHO Bbicokoi (Hoo-
cubupckass u Omckast obynactu), Tak U Huskoi (Tom-
ckasg obnactb U KpacHospckuil Kpail) MIOTHOCTHIO
HaceJieHUs. B 11e710M 110 OKpyTY YacToTa BCTPEYaeMOCTH
MB B CDO cooTBeTcTBOBaNIa TAKOBOIA 110 PO,

Cpennmii Bo3pact 60abHBIX CDO coctaBun 10,7 +
8,2 roga (Mmeamana — 8,6 (10,0) roma), 4To HMXKE aHAIO-
TMYHBIX TaHHBIX TT0 PD. Bosee Toro, cpenu Bcex deme-
paJbHBIX OKPYTOB AeMorpadudeckue mokazateaun CDOO
SIBJITIOTCSI HAMMEHBIITMMH, a TI0 OTHOCUTECIHFHOMY YMC-
a1y B3pocibix nanueHToB CDOO mpeBOCXOAMT TOJBKO
IOxHbIit benepanbHbIil OKPYT, IAe N0Js1 OOJBHBIX CTap-
me 18 et cocraBnsieT 14,5 % [1]. YuutbiBast TpeHI Ha
cHkeHne poxmaemoctn B CDO, mogoOHbIE pe3yiib-
TaThl 3aCTaBISIOT 3aayMaTbcsl O BOIpocax KauyecTBa
opraHM3aluy MeauUMHCKOM moMon B CPO netsM
U B3pOCJIBIM, cTpanamoimmM MB.

B pernonax CPO goctyrnHa cBOeBpeMeHHas TUarHo-
ctuka MB. JIumb y 1,15 % nanueHToB 1MarHo3 He IojI-
TBEPXIEH COTJIAaCHO AMAarHOCTUYECKUM Kputepusm MB
European Cystic Fibrosis Society (2014). ¥ 3Tux 60JbHBIX
He BBISIBJIEHBI IaTOTeHHbIe BapuaHThl reHa CFTR,
a TaKXKe OTCYTCTBYIOT WJIM SIBJISTFOTCSI OTpULIATEIbHBIMU
pesyabtathsl [1T [6]. O6patiaroT Ha cedss BHUMaHUE CITy-
yau 3amnosfaanoil Bepudukanmu MB npu mosioxuTesnb-
HBIX pe3yibTaTax HEOHATaJbHOTro CKpuMHUHTA. CHTY-
auMs B LIEJIOM IO OKPYTYy IOUKTYET HEOOXOIMMOCTb
CTPOTOro COOJIOICHUS YTBEPKIeHHBIX B PD cranmapToB
IUATHOCTHKM 3a00JIeBaHUS.

I'eHeTMyeckoe McciaenoBaHue IpoBencHo y 92,2 %
0OJIbHBIX, 3T JaHHbIC aHAJIOTUYHBI TAKOBBIM 110 PD [1].
OO01asi cymMMapHasl 4acToTa WIAESHTU(MUIIMPOBAHHBIX
ajutesneit cocrabuia 81,2 %, B T. 4. mst nepBbix 10 BbI-
SIBJIEHHBIX MyTaLnii — 75,62 %. BeisiBnennbie CFTR-my-
Tanun y 60a6HbIXx MB B CDO xapakTepHBbI 15T CJIaBsTH-
CKOW TOMyJSIUU: «MaXXOpHOW» MyTalueill SBisieTcs
F508del (57 %), CFTRdele2,3(21kb) — 2-s1 o pacnpo-
crpaHeHHOCTH. [lomydeHHBIE pe3yabTaThl COTIACYIOTCS
C MaHHBIMM HalMoHajbHOro peructpa (2017), B TOo Xe
BpeMs Ha Tepputoprun CPO ycTaHOBIIEH psii 0COOEHHO-
CcTeil pacIpeneficHUs] TeHeTMYeCKMX BapHaHTOB TeHa
CFTR. B yacTHOCTH, CpellM TIEPBOI MATEPKU Hamboee
yacTteix MyTanuii B CPO He mpeacTaBJIeHO HU OTHOM
«Msrkoi». Myrtauuu 3849+kbC-T u E92K, asnsromue-
csl OMHUMU M3 HanOoJiee pacIpOCTPpaHEHHBIX TCHETUYC-
ckux BapnaHTOB B Poccun rena CFTR, y 60o1bHBEIX MB,
npoxupalomux B CPO, BcTpevyaloTcss 3HAYUTEIBHO
peXe U 3aMbIKAIOT MEPBYIO NECITKY WACHTUGhUIIMPOBAH-
HbIX ajienieit. B nemom Ha Tepputopunt COO ormevaet-
csl TIpeo0yialaHue <«TSIXKEJbIX» TEHOTUIIOB, <«MSTKUE»
MyTalMy UIeHTU(ULIMPOBAHBL Y 15,2 % GOJIbHBIX.

OOpaiaeT Ha ce0s1 BHUMaHUE OTHOCUTEIBHO BBICO-
Kag yactoTa BcTpeuaeMoctu mytauuu G542X, kotopas
pacIpocTpaHeHa Cpeau XHUTeJe CTpaH Cpeau3eMHO-
MOpCKoOro 6acceitHa, YKpauHbl U ApMmeHuu (https://www.
ecfs.eu/ecfspr). Cpenu MyTalvii, BCTpevyaloluxcs y 00b-
Hbix MB B CDO ¢ yactoroii > 0,5 %, CTOUT TaKXKe OTMe-
TUTb OTHOCHUTEJIBHO pacipocTtpaHeHHble R1066C
u R553X (0,76 u 0,51 % COOTBETCTBEHHO). AJLIe/IbHAS
gactota R1066C m R553X B P® 3HauMTeNlbHO HIIKE,
yeM B CPO, YTO BBI3BAHO MCTOPMYECKONM KOHIICHTpA-
LMei HocuTesiel maHHbIX ajeneil B Cuoupu. Myraums
R1066C, tunmuHas misa xurteneid FOxuHoit EBpombl,
BBISIBJIEHA Y TIPEACTaBUTENCH KOPEHHBIX MaJOYUCIICH-
HBIX HapomoB Cubupwn’, a pacrpocrpanenue G542X
n R553X, Myramum, xapakKTepHOW IJII IICHTPaJbHOI
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EBporsl u [1pubantuku, BeposTHee BCETO, BRI3BAHO KaK
IOOPOBOJIbHOM, TaK W TIPUHYIUTEIbHON MUTrpalueit
OIpeNieJIEHHbIX 3THUYECKMX TPYII, MMEBIIEH MECTO
B Poccuiickoit Umnepuu u CoserckoM Cotosze.

B C®O 3nauuTenbHasl IOJS HEBBISIBICHHBIX MyTa-
LIMIA TECHO CBSI3aHA C ATHUYECKOUW IMPUHAIIEKHOCTHIO
obOcenyeMbIX TMalmMeHToB. Tak, MaKCUMaJIbHOE YHCIIO
OOJIBHBIX ¢ HEUACHTU(UIINPOBAHHBIMU TeHETUICCKUMU
BapuanTamu reHa CFTR npoxwuBaloT B 3a0aiiKaabCKOM
Kpae, CYIIEeCTBEHHBII yaeIbHBIN BeC MalMeHTOB ¢ | Be-
pUGUIIMPOBAHHBIM ajUIeJieM OTMEYEeH B psilie TeppH-
TOPUI OKpyra ¢ BBICOKOI UYMCIIEHHOCTBIO KOPEHHOTO
HacesneHus (OypsIThI, XaKachl, TYBUHIIBI, aJITANIIB). YUK~
ThIBasl M3JIOKEHHOE, IMEePCHEKTUBHBIM SIBJISICTCS Jajb-
HEWIIMA aHAIU3 HYKJIEOTUIHOW MOCIEN0BATEIbHOCTHA
reHa CFTR nns ynydilieHUs UISHTUDUKALIMYA MyTalWi,
B T. 4. peAKUX IaTOreHHBIX BapuaHToB reHa CFTR
y OOJIbHBIX, OTHOCSIIMXCS K KOPEHHBIM MaJO4YUCIICH-
HBIM HaponaMm Cubupu.

CrieKTp BBIAEJCHHBIX O0aKTepHAIbHBIX ITATOICHOB HE
MMeEET CYIIECTBEHHBIX Pa3ININii MEXIY PeTUOHAMU OKPY-
ra U COBIMaJaeT ¢ JaHHBIMM MO Bceil crpaHe [1]. Kak
1 B 1iesioM 110 PD, obpaiaet Ha cebst BHUMaHKE OOJTbINast
nonst uHuuMpoBaHus Staphylococcus aureus, Tipd 3TOM
V B3pOCJIbIX MAIIMCHTOB HAOJIIOMACTCST CYIIECTBEHHOE YBE-
JIMYeHUe 4acToThl BeTpeyaeMocT MRSA u poct uuncna
OOJILHBIX € XpOHMYeCKO uHpekuueir Pseudomonas
aeruginosa. CTout oTMeTuTh, uT0 B COO MRSA BRIIETCH
y Tos1bkO Y 0,7 % GonbHbIX MB, ut0 B 4 pa3a HuXe Bce-
poccuiickux naHHbIX. JlnarHoctuka MRSA He nipeacraBs-
JISIET 3HAYUTEIBHBIX TPYIHOCTEH — OTCYTCTBHE UYBCTBH-
TEJIbHOCTU KOJIOHUH S. aureus K OKCAallUJUTMHY TTO3BOJISIET
pacueHuBath mTaMM Kak MRSA. BepogTHo, HuU3Kasa
yactora MRSA B mepBylo ouyepenb cBsi3aHa C TeXHUYEC-
KUMU TIpoOJieMaMM — HEKOPPEKTHBIM O(opMIIeHUEM
3aKJTIOYCHUST MUKPOOMOJIOTMUECKOM JTaO0OpaToOpuu, OTCYT-
CTBMEM WJIM HEIOCTAaTOYHON HACTOPOXKEHHOCTHIO KIIMHM-
LIMCTOB TMpPU aHaiau3e O0aKTepHOJIOrMYecKOro Mpoduis
6onpHOro B oTtHowmieHUM MRSA. HemocraTtouHblit ypo-
BEHb J1TA0OPATOPHOM OTMArHOCTUKH, CKOpPee BCETO, TaKKe
00yCJIOBIMBAET OTCYTCTBHME CIIydacB BBISIBICHHOTO HETY-
OepKyse3Horo Mukoodakreprosa Ha tepputopun CPO.

YacTota BCTPEYaeMOCTH XPOHUYECKOM WHGEKIUN
P. aeruginosa nMeeT 3HAUUTETLHBIN pa3dpoC MO perno-
HaMm CPO: MuHUMAaIbHasg — B AJITaiicCKOM Kpae U MaK-
cuManbHasg — B Pecriyonuke Bypsatus. Dto mo3BossieT
cesaTh BBIBOI O HEPAaBHOMEPHOM BBITIOJTHEHUHU PEKO-
MeHOanmii HammoHaabHOTO KOHCEHCyca IO paHHe#
SpaguKalni, KOHTPOJIO XPOHUUYECKOW WHOEKIINN
u npoduIakTUKe TepPeKpPeCTHOTO WHOUIIMPOBAHUS
B MEIUIIMHCKUX YUpexaeHUsIX [2]. KimoueBoe 3HaueHre
JIOJDKHO OTBOAUTHCS Pa300IIEeHUIO Y CTPOTOM N30SI
OOJIPHBIX, UTO IMO3BOJIUT MPEIOTBPATUTh PACIIPOCTPaHE-
HUE He TOJIbKO P. aeruginosa, HO U BbICOKOIIATOT€HHOM
uHdexuuu B. cepacia, 4yacToTa BCTPEUaeMOCTU KOTOPOit
3a 2016—2017 rr. Bo3pocia TpoeKpaTHo. Takum o6pasom,
B CDO cymiecTByeT ocTpast HEOOXOAMMOCTb COBEpIIIeH-
CTBOBAHUSI CHCTEMBbI OpraHU3aluu MPODUIAKTUKUI
nepekpecTHO nHdekuu cpear 6oabHbIX MB 1 Moaep-
HU3aIUN CYIIECTBYIONIECH CHUCTEMBI CAHUTAPHO-TIPOTH-
BOSMUIACMUYCCKIX MEPOTIPUSTHIA.

Cpennue BeanunHbsl OB, 1 ®KEJI y 6o1bHBIX MB,
npoxuBaomnx B COO, conocTaBUMBbI ¢ TAKOBBIMU TaH-
HbIMK 110 PD, Kak 1 pacripeneieHre MalueHTOB B 3aBH-
CHMOCTHU OT CTETICHU TSDKECTH BEHTWJISIIIMOHHBIX HapY-
weHuii. ¥ 27,6 % nauuentoB 5—18 netr u 549 %
B3pocibIx mokazatesn OPB; < 70 %, npuyeMm B KOropre
neteit HauOoJblllasg BBIPAXEHHOCTb OOCTPYKTMBHBIX
HapyIIeHIIT HaOJIIomaeTcs CPeau IIOAPOCTKOB. DTO OTpa-
JKaeT M3BECTHBIN TPEHI YXYAIIeHUS (DYyHKIIMOHATIBLHOTO
COCTOSIHUSI PECIMPATOPHOM CUCTEMBI C B3POCICHUEM
0OJIbHOTO, B T. Y. 32 CYET MPUCOEAUHEHHUS arpeCCUBHOM
GakTepuanbHOU MUKPOMIIOPHI [7].

HemanoBaxkHbIM (DaKTOpOM, BIUSIONINM Ha (DYHK-
LIMIO JIETKUX, SIBJSIETCS HYTPUTUBHBIN cTaTtyc [8]. Kak
u B 1ejoM o P®, y GonpmmHcTBa ManueHToB ¢ MB
crapiue 6 jser, npoxusawmoumx B CPO, B nmokasaTeau
MacChI TeJIa M pOCTa HIKE IEJICBBIX 3HAYCHUM, OTYCTIIM -
BO HaOJIIOIaeTCsl TIPOrPECCUBHOE YXYAIICHUE HYTPUTHUB-
HOro cratyca ¢ Bo3pacToM. OmHOIl M3 MPUYMH 3TOTO
MOKET OBITh HEJOCTATOYHAS HEPTeTUUICCKAsT IICHHOCTh
IMUIIIEBOTO pallOHa ¢ TMCcOalaHCOM HYTPHUEHTOB 3a CUET
HEeIOCTaTOYHOTO MOCTYIUIEHUS OeKa U U30BITOYHOIO —
sunuaoB. [TonoOHbIE MOrPeIIHOCTY B MUTAaHUN HAOJIIO-
JTAFOTCS BO BCEX BO3PACTHBIX TPYIIIAX, 32 NCKITIOUCHUEM
JIeTeld paHHETo BO3pacTa, M MaKCHUMAJIbHO BBHIPAKCHBI
cpenu oApOCTKOB [9].

I[Tomumo nueTotrepanuu, 00s3aTEIbHBIM KOMITOHEH -
TOM TIOAIeP>KAHUS ONTUMAILHOTO HYTPUTUBHOTO CTaTy-
ca SIBIISICTCST 3aMECTUTEIbHAS Teparivs TaHKPeaTHIeCKM -
Mu pepmeHTaMu. Bo Bcex permonax CDO ycraHOBIIeHA
BBICOKAsl 4acTOoTa MX Ha3HAYEHHUs, YTO COITOCTABMMO
C PacCIIpOCTPAaHEHHOCTBIO «TSIKEJIBIX» TE€HOTHUIIOB, ITPO-
SIBIISTFOIIIMXCST TTAHKPEAaTUYeCKON HEeIOCTaTOYHOCTHIO.
OTMe4deHbl CIOXHOCTU C aleKBaTHOW Tepamnueil XXupo-
pPacTBOPUMBIMU BUTAMUHAMM Y OOJIbHBIX cTapiie 18 jer,
YTO SBJISIETCS aKTyallbHOU mpobiemoirt MB B3pocibix
B Hallleli cTpaHe Ha MPOTSKeHWU nocieaHux et [10].

AHanu3upyst 00beM MPOBOAMMOI Teparuu y Mauu-
eHtoB C®O u B 11es10M 110 PP, obpamaeT Ha ceOst BHU-
MaHWe BO3pacTalollasl B CBSI3M C ITPOTPECCHPOBAHUEM
JIBIXaTeTbHOUM HEAOCTATOYHOCTH ITOTPEOHOCTD B3POCIIBIX
OOJIbHBIX B TIperapaTax, BIMSIONINX Ha TaKue 3BEHbS
rnatoreHesa, Kak oOCTpyKUMSI M BocrnajieHue. OmHako
y CYIIECTBEHHOTO YKCIIa OOJBHBIX cTapiie 18 et He TIpo-
BOIUTCSI KMHE3UTEPaIMs U He MCITOIb3YeTCs TIPOCTOit
1 3(p(PeKTUBHBIN MYKOTUTUYECKUN TIpenapar — TUIIep-
TOHUYECKUI pacTBOp Xxjopuaa HaTpusi. He nckitoueHo,
YTO TOJOOHBIE OCOOCHHOCTH JICUCHUS OOYCIOBJICHBI
3HAYUTCIBHBIM UYKCIIOM OOJIBHBIX C TSIKEION OOCTPYK-
Lyel, KoTopas MOXET YCYTyOJsSIThCS OT MOOOYHBIX
addexroB Tepanun 7%-HBIM pacTBOPOM XJIOpMIA HaT-
pus [11]. Cnaboe pazBuTHe MBI Ha (POHE HEAOCTATOY-
HOCTH MUTAHMS, TUXOpaaKa, IbIXaTeabHasl HeqoCTaTOd-
HOCTb MOTYT SIBUTBbCSI OTPAaHMYECHUSIMU K TIPOBEACHUIO
KMHE3UTeparuyd Yy B3POCJIBIX IMallMEHTOB, OIHAKO
HeMEHbIIIee 3HAaUYCHWEe WMEeT M HU3KUI KOMIIJIAeHC
K PEryJIsIpHOMY BBHITIOJITHEHUIO YIIpaxKHeHUit [12].

Jnsg 6onbHBIX MB B Cubupu xapakTepHoO IIUPOKOE
MPUMEHEHNE aHTUOAKTepPUATbHBIX IpernapaToB Kak
MECTHOTO, TaK W CHUCTEMHOIO NEWCTBUS, 4acTOTa Ha-
3HAYCHUSI KOTOPBIX B OKPYre HECKOJIBKO BBIIIC, YeM
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B LieJIOM I0 cTpaHe. M3BECTHO, 4YTO HMCIOJIb30BaHUE
WHTAISIIMOHHBIX aHTUOAKTepUATbHBIX ITpernapaToB Mpe-
MMYIIECTBEHHO 3aBUCUT OT YAEJbHOTO Beca MalieHTOB
¢ cuHerHoiiHoi uHbekuei [10]. laHHasg 3aKoHOMEp-
HOCTb TIPOCJIEXMBAETCS CPEAu TEeaAUaTpUIecKux O0Jb-
HbIX, TIpoxuBaInx B CPO, y B3pOCIbIX MAlMEHTOB
CYILIECTBEHHO BO3pacTaeT 00beM MPOBOAUMOI BHYTPU-
BEHHOU U TMepOpaIbHOI Tepamuu, YTO CBSI3aHO C TMPO-
rpeCCUPOBAHMEM JIETOYHOTO CHUHApPOMA M, BO3MOXHO,
HEIOCTATOYHOM TOCTYMHOCTbHIO MHTAISILIMOHHBIX MpeTa-
patoB. llIupokoe mpuMeHEHUE CUCTEMHBIX aHTUOAKTe-
PUATBHBIX TPENapaToB OTMEUYEHO TaKXKe CPEeNu NETEei.
BeposiTHbIE TIPUUMHBI 3TOTO, CKOPEE BCETO, CBSI3aHbI
C COXpaHSIOIIecsl TPEeUMYIIECTBEHHOW OpueHTaluei
Ha CTallMOHApHYIO, a HE aMOYIaTOPHYIO IMOMOIIlb, BBICO-
KO 4acTOTO OOOCTpeHUI U HU3KHAM YPOBHEM KOHT-
pOJIT Ham XPOHWYECKON WHMEKIMeil IbIXaTeIbHBIX
myteii [1, 10].

ITomumMmo aToro, B Tepanuu MB no pernoHam okpyra
OTMeyYaeTcsl BbhIpak€eHHas BapuaOeIbHOCTb TMPU Ha-
3HAQYEHUU TUIIEPTOHUYECKOIO pacTBOpa XJOpujaa Hart-
pusi, OPOHXOJUTUUECKMX TIpernapaToB, a3UTPOMUIIMHA,
ul'’KC, 4TO KOCBEHHO MOXET CBUAETEJILCTBOBATH 00
OTCYTCTBUM €IMHOTO MOAXOMa K BEACHUIO MAIlUEHTOB.

3aknoueHue

[To nanubM Peructpa COO (2017), vactora MB cyme-
CTBEHHO HE OTIMYACTCS MEXIY PETMOHAMMU U COOTBET-
cTByeT mnokazatenio nmo P®d B uenom. BoisiBieHHBIE
CFTR-myrammuu y 6onpHbix MB B CDO xapakTepHbI
JUTS CJTABSTHCKOM TIOTTYJISIIIMY, OJTHAKO BCTPEYAIOTCS Peli-
KH€ MYyTallih y OOJIBHBIX, OTHOCSIIUXCS K KOPCHHBIM
MaJIOUMCIEHHBIM HapoaaM Cubupu. «MaxxopHasi» MyTa-
umst (57 %) — F508del. B CDO ormeuaeTcst mpeobiiana-
HUE <«TSDKEJTbIX» TeHOTUTIOB. CreKTp BbIIETeHHBIX 0aK-
TepUallbHBIX IATOTCHOB HE WMEET CYIICCTBEHHBIX
pasIMuuii MeXIy perMOHaMu OKpyra U COBIAJAET C NaH-
HBIMHU TTI0 Bcei ctpaHe. OTMedaeTcs 3HAaUUTETbHOE YBe-
JIMYEHUEe YaCcTOTHI BhICeBa B. cepacia B CpaBHEHUHU C TIpe-
JBITYIIAM TOIOM, TIPU 3TOM TpeOyloTCs 2KCTpPeHHbIE
CaHUTapHO-IPOTUBORUIEMUOJIOTUYECKIE MEPOIPUsI-
. Y 27,6 % naunentoB 5—18 jet u 54,9 % B3pOCIBIX
nokasaresin ODB, cocrasistior < 70 %. Y GOJBIIMHCTBA
MaLMEeHTOB cTapiie 6 JeT IoKa3aTeJd HYTPUTHUBHOTO
cTaTyca HMXe IIeJIeBbIX 3HAUeHUIi, KaK M B LIEJIOM IO
P®. B teparmu MB mo permonam CPO oTmeuaeTcst
BbIpaKeHHasT BapruadeIbHOCTh TIPU Ha3HAUYEHWU TUTIep-
TOHMYECKOTO pacTBOpa XJIOPHUIa HATpUs, OPOHXOJIUTH-
YyecKux mnpemnapaToB, asutpomuiivHa, ul KC, uyro koc-
BEHHO MOXET CBUIETEIbCTBOBATh OO0 OTCYTCTBUU
€IMHOTO TIOAXO/Ia K BEICHWIO TAlMeHTOB. Bricokas
YacToTa IMIPUMEHEHUS TTaHKpeaTHIeCKUX (hepMEHTOB BO
BCEX PErMoHax COIOCTaBMMa C JaHHBIMU IO YacTOTe
«TSIKEJTBIX» TeHOTHUTIOB.
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