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Pesiome

BeepeHue. Mykosucumaos (MB) — HacnenctBeHHoe 3aboneBaHme C reHeTUYECKOM reTeporeHHOCTbI0 U KITMHUYECKUM NoNMMopdU3-
MoM. PaclumnpeHue irMana3oHa 3HaHuii 06 0COBeHHOCTAX TeueHUs 3aboneBaHUs B Pa3HbIX PErMOHAX BAXKHO AN LOCTUMXKEHUS Lenn
Mo YNYYLIEHWUIO KAYecTBa M NPOLOHKUTENbHOCTU XXMU3HU.

Uenb. NMpoaHanusnposath ocobeHHocTH Teuenus MB B cybbekTax KOxHoro denepanbHoro okpyra, CraBpononbCkoro Kpas.
Matepuansl u MeToabl. Micnonb3oBanuch AaHHble HaumoHanbHoro perncrpa 6onbHbix MB PO 2016 r.

Pesynbrathl. VIMelOTCS KNMHUKO-reHeTYeckme ocobeHHocT Mexay obnactamu HOMO u Craspononbckmum kpaem CKDO u B Lenom
¢ P®O. AHanu3 paHHbIX MOKas3an pasnuuunsg nokasatenen: ong nauMeHToB B Bo3pacTe 2 18 — camas Hu3kasg B Pecnybnuke Kpbim
(14,9%), B PocToBCKOM 06nacTV CaMblil HU3KUIA NOKa3aTenb cpeaHero Bo3pacta nauneHTtos (9,0 = 6,3) u camblil HU3KMI BO3pacT
MOCTaHOBKM AMarHo3a — 2,2 = 3,1 ropa. MMo3gHMe CpOKM yCTaHOBMEHMS AMarHosa Obinu BbisiBNeHbl B CTaBPOMOMbCKOM Kpae
(4,0 = 8,0 roga), HO 34eCb MMEETCS OLMH U3 CaMbIX BbICOKMX MOKa3aTenen cpefHero Bo3pacta 6onbHbix MB (14,1 + 11,5), yaenbHbii
BEC B3pOCIbIX MaLMEHTOB (23,3%) u camas HU3Kas annenbHas yactota F508del, uto onpenensieTcs BbICOKMM YUMCIOM NaLMEHTOB
C «MSATKMMY» reHOTUMOM. MIMeeTcs BbICOKas LONS MaLMEHTOB C HEOMpeLeNeHHbIM reHOTUNOM. Hu3kas 4ons ABYX BbISBNEHHbIX reHe-
ThYeckux BapuaHToB reHa CFTR peructpupyetcs y naumeHToB Pecnybaunkm KpbiM. BoisiBneHa Hu3kas yactota Burkholderia cepacia
complex v Achromobacter spp., a B PoctoBckoi 061acTu BbisIBNeHa BbICOKas MHPULMPOBAHHOCTb HETYbepKyne3HbIMUM MUKODaKTepu-
amu. OB, y netei v B3pocsibix 6bin HUXe B PoctoBCKOM 06n1acTv 1 CTaBponofibCckoM Kpae. Bo Bcex pernoHax MMeeTcs HeCooTBeT-
CTBME BbiCEBA GIOPbI M TEpanUM asUTPOMULIMHOM U TSXKECTM TEHOTMNA C MPUMEHEHMEM NAHKPeaTUYeCKnX GepMeHTOB.

BobiBogbl. [lpoBeaeH aHanmn3 faHHbIX perncTpa, no3sonsoLwmii 060CHOBaTh HE0OXOANMMOCTb U3YYEHMS pErMOHaNbHbIX 0COBeHHOCTe
TeueHns MB c uenbto anddepeHUMPOBAHHOTO NNAHMPOBAHUS MEPOMPUSTUIA MO YNYULWEHUIO KaueCTBa OKa3aHWsi MeAMLMHCKOM
NMOMOLLM naumeHTam ¢ MB.
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Abstract

Introduction. Cystic fibrosis (CF) is a hereditary disease with genetic heterogeneity and clinical polymorphism. Expanding
the range of knowledge about the characteristics of the course of the disease in different regions is important to achieve the goal
of improving the quality and life expectancy.

Purpose. Comparative analysis of the features of the course of CF in the subjects of the Southern Federal District, Stavropol Territory.
Methods. Data from the National Register of Patients of the RF MV 2016 were used.

Results: there are clinical and genetic features between the regions of the Southern Federal District and the Stavropol Territory
of the North Caucasus Federal District and in general with the Russian Federation. Analysis of the data showed differences
in indicators: the proportion of patients aged > 18 is the lowest in the Republic of Crimea (14.9%), in the Rostov region the low-
est average age of patients (9.0 * 6.3), and the lowest age of diagnosis 2.2 = 3.1 years. Late terms of diagnosis were revealed
in the Stavropol Territory (4.0 * 8.0 years), but here there is one of the highest average age of CF patients (14.1 * 11.5), the pro-
portion of adult patients (23.3%) and the lowest allelic frequency of F508del, which is determined by the high number of patients
with a “soft” genotype. There is a high proportion of patients with an undetermined genotype. A low proportion of two identified
genetic variants of the CFTR gene is registered in patients of the Republic of Crimea. A low frequency of Burkholderia cepacia
complex and Achromobacter spp was revealed, and a high infection with non-tuberculous mycobacteria was revealed in the
Rostov region. FEV1 in children and adults was lower in Rostov Region and Stavropol Territory. In all regions, there is a discrep-
ancy between the seeding of flora and azithromycin therapy and the severity of the genotype with the use of pancreatic enzymes.
Conclusions. Analysis of the data of the registry, which allows substantiating the need to study the regional characteristics of the
course of CF in order to differentiate the planning of measures to improve the quality of medical care for patients with CF.

Keywords: cystic fibrosis, register, regional features, genetics, infection, life span, therapy

For citation: Kondratieva E.I., Trishina S.V, Yurieva A.V,, Komlev N.V, Tanaga VA, Terentiev V.A,, Voronkova A.Yu., Amelina E.L,
Chernyak A.V,, Krasovskiy S.A., Brisin V.Yu., Khachiyan M.M., Vodovozova E.V, Enina E.A,, Ledeneva L.N,, Yagubyants E.T,,
Chepurnaya M.M. Characteristics of mukoviscisidosis in the southern regions of Russia. Meditsinskiy Sovet. 2022;16(4):108-119.
(In Russ.) https://doi.org/10.21518/2079-701X-2022-16-4-108-119.

Conflict of interest: the authors declare no conflict of interest.

BBEOEHWME

Mykosucumnpos (MB) — ayToCOMHO-peLeccMBHOE MOHO-
reHHoe HacnefCTBEHHOE 3ab0neBaHue, XxapakTepusytoLleecs
NOpaxXeHWEM BCeX 3K30KPUHHbIX XKenes, a Takxke BCEX XMU3-
HEHHO BaXHbIX OpraHoB u cuctem [1-6]. 3a nocnenHue
[LecaTUneTs 3Ha4YuUTeNbHO YBENMYMNOCH 0bLee Yncno 6onb-
HbIX, AOCTUIHYTbl 3HAYUTENIbHbIE YCNEeXWU B AMArHOCTUKE
M NneyeHMn OaHHOro 3aboneBaHWs — BO3POCNA BbIXMBaE-
MOCTb OeTel W A0S B3pOCblIX NALMEHTOB, YIyYlUMAOCH
KayecTBO WX xu3Hu [7-13]. B Poccumn ¢ 2011 r. exerogHo
dopmupyeTca pernctp 6onbHbIX MB € eanHbiM GopmaToM
npeacTaBneHus AaHHbIX. Takas Gopma 6a3bl JaHHbIX NO3BO-
NSeT NpOBOAWTb MOHUTOPUHT M KOHTPONb HaL TeYeHueM
3aboneBaHus, a TakxKe OLEHMBATL OCHOBHbIE AeMorpaduye-
CKWe, reHeTuyeckune, QYHKLMOHaNbHble, MUKpobUonoruye-
CKMe U KNMHUYECKME XapaKTepUCTUKKN 60bHbIX MB. [laHHbIe
HaumoHanbHoOro peructpa AatT BO3MOXHOCTb OLLEHUTb BK-
SHWE pa3NNYHbIX GAKTOPOB Ha COCTOSIHUE BOMbHbIX, CPABHM-
BaTb OPraHM3aLMi0 MeAULMHCKON NMOMOLLM U NPOTUBO3NM-
[eMUONOTMYECKNX MePONpUATUI B pernoHax [14-16].

B HaumoHanbHbIM pernctp 601bHbIX MB BKOYEHbI faH-
Hble 81 pernoHa - cybbekToB Poccuitckoin Oepepaumm (PO),
MockBbl M MockoBckoi obnactu u  CaHkT-leTepbypra.
lMpeLncTaBneHHble AeMorpaduyeckme 1 AaHHble O COCTOSHUK
300p0Bbs 60MbHBIX MB M3 pasHbiXx pervoHoB SBNAKOTCS
HeoaHopoAHbIMKM [17, 18].

MmeeTca nepBblit ONbIT aHanM3a 340POBbS MNALMEHTOB
KpacHomapckoro kpasi B CpaBHeHWM ¢ MOCKOBCKMM pervo-

HOM 1 KpacHosipckuM kpaem [19]. CpaBHUTENbHAS XapakTe-
pUCTMKA 300pOBbS MALMEHTOB C MB, npoxuBalowmx B Tep-
puUTOpManbHO BAIM3KKMX pernoHax tora PM, He npoBoaunace.

B cB431 € 3TUM 6bINO pelleHo NPOBECTU CPAaBHUTENbHYHO
XapaKTepUCTUKY AeMorpapuyeckux AaHHbIX W 340POBbS
nauueHToB ¢ MB B Tpex cybbekTax KOxHoro dbeaepanbHOro
okpyra (KpacHopapckuii Kpaw, PoctoBckag obnactb,
Pecnybnnka KpbiM) M rpaHuMyallero ¢ HMM C tora OfHOro
u3 cybbekToB CeBepo-KaBkasckoro denepanbHOro okpyra
(CraBpononbckuid kpai) [20, 21] Ang BbISBNEHUS perMoHanb-
HbIX 0cobeHHOoCTel TevyeHns MB.

Llenb vccnenoBaHms — NpoBECTM CPABHUTENbBHBIA aHANU3
nemorpaduyecknx, reHeTmyecknx ocobeHHocter MB Ha tore
P® 1 xapakTepucTMKy 300pOoBbs NauueHToB ¢ MB ans obocHo-
BaHUA U AMBOEPEHLUMPOBAHHOIO NNAHUPOBAHUS MEPONpuUs-
TWUI NO YAYYLLEHUIO MEAMLMHCKOM NOMOLLM C LIeNbKo MOBbILLe-
HWS KA4YeCTBA U MPOLOMIKUTENBHOCTM XM3HM BONbHBIX MB.

MATEPWUAJIbl U METObl

B HacTodwwei paboTe npoBefeH CPpaBHUTENbHbLIA aHANM3
[aHHbIX 6onbHbIX ¢ MB (n = 294), koTopble Habnganuch
B IOXKHbIX pernoHax Poccun: KpacHomapckuit kpaW,
PocTtoBckas obnactb, Pecnybnuka Kpbim (KOxHbIN Genepans-
HbIh okpyr, n = 221) u Craspononbckuit kpan (CeBepo-
KaBkasckuit depepanbHblii okpyr, n = 73). CpaBHeHWe npo-
BOOMNOCL MO [AaHHbIM HaumoHanbHoro peructpa MB
2016 r. [15]. Mpu 3TOM opmat perncrpa COOTBETCTBOBAN
EsponerickoMy peructpy 60nbHbIX MB [22, 23]. MNMauneHTs
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KpacHogapckoro kpas Habntoganuce Ha 6ase AByx cTaumo-
HapoB: BY3 «[leTckas KpaeBas KaMHM4Yeckas GONbHMLA®
M3KK u TBY3 HWMN «KpaeBas knuHuueckas 60nbHMLA
N21 nmenn npodeccopa C.B. Ouanosckoro» M3KK; naunen-
Tbl PoctoBckoi obnactn — B TBY PO «O6bnactHaa metckas
KnuHu4yeckass 6onbHMUa», nauneHTtsl Pecnybnukmn KpbiM -
B [BY3 PK «PecnybnukaHckas neTckas KiMHuyeckas 6o/b-
HUua», naumeHtbl CraBpononbckoro kpas — B [BY3 CK
«KpaeBas netckas KnMHUYeckas 6oabHULA.

Ha 31.12.2016 r. c NnoATBEPXAEHHBIM AMArHO30M «MBw»,
YCTAHOBMIEHHbIM HA OCHOBAHUU KAMHUYECKOW KapTWHbI
W [AHHbIX NONOXMUTENbHOM NOTOBOM NPOBbI U/MNKU reHeTUYe-
CKOr0 MCCNefoBaHus, Ha AMCNaHCEPHOM HabAoAEHUM Haxo-
ovnunce: B KpacHogapckoM kpae — 87 60nbHbIX (43 MyXCKO-
ro u 44 xeHckoro nona), B Poctosckon obnactn — 87 naum-
eHToB (38 Myxckoro u 49 xeHckoro nona), B Pecnybnuke
KpbiM — 47 nauneHToB (24 MYXCKOro MU 23 eHCKOro nona),
B (CraBpononbCckoM Kpae - 73 nauumeHta (40 Myxckoro
M 43 xeHckoro nona). JoCTOBEPHO 3HAYMMbIX OTANYUIA
Mo Nofy B CPaBHMBAEMbIX rpynnax He Bbifo.

Mpu aHanM3e aHaMHECTUMYEeCKUX AAHHbIX OLEHWBAU:
CPOK YCTQHOBAEHWS AMArHo3a, Xx1opuabl NoTa Npu nposeae-
HWM MOTOBOrO TecTa, MUKPOOHbIV nen3ax, QyHKUMIO Nerkumx,
OCNOXHEHUSs TeueHns MB.

CocTtosiHMe dyHKLMM NErKMX aHann3npoBaau no AaHHbIM
$GOpPCMPOBAHHOM XU3HEHHOM eMKocTu nerkux (PXE)
n obbeMa GOpPCMPOBAHHOrO BbIAOXA 33 MEPBYID CEKYHAY
(O®B,). UccnenoBaHmna NpOBOAMAM B COOTBETCTBMM C KpUTeE-
pusamu ERS/ATS B rpynne getew, CnocobHbIX coenaTb Aplxa-
TeNlbHbIi MaHEBD MPU NPOBEAEHUN CMPOMETPUM [24-26].

Mukpobuonormyeckme nccnenoBaHns Gnopbl AbixaTesb-
HbIX MyTeW NPOBOAMNAUCH B pernoHanbHbIX BakTepuonoruye-
CKunx nabopatopmsax. XpOHUYECKMIA BbICEB LMArHOCTMPOBaNM
COrNAcHO pekomeHaauusam [27, 28]. TeHeTnyeckne nccneno-
BaHMs reHa CFTR npoBOAMAM NyTEM OMpeaeneHus annenb-
HOM YacTOTbl BCEX 0OHAPY>KEHHbIX MyTaLUWiA, MAEHTUDUKALMIA
CTENEHW KTHKECTU» FTeHOTMNA (N9 «THKENOoro» 0b6s3atenbHo
6bI10 Hannune mytaumm |-Ill knacca, ona «Mmarkoro» -
X0T4 6bl 0gHOM MyTaumm IV-V knacca) [29-32].[eHeTuueckoe
obcnenoBaHne 60MbHBIX NPOBOAMNOCH B CEPTUDULMPOBAH-
Hbix labopaTopusx: 8 PIBHY «Meanko-reHeTMuecknii Hayy-
Hbl  LeHTp», KyBaHCKOM MeXpernoHanbHOM MefuKo-
reHeTM4Yeckow KOHCynbTalmu, MeanKo-reHeTUYeCKOM LieH-
Tpe «leHomeny» (CraBpononb, PoctoB-Ha-LoHy).

ObveM Tepanuu aHanU3MpoBaNCs Ha OCHOBAHUWM AaH-
HbIX, NPeACTaBNeHHbIX B HaunoHanbHOM pernctpe 60MbHbIX
MB 2016 1.

Cratnctnyeckyro 06paboTky AaHHbIX MPOBOLMAMN C MOMO-
Wbto nakeTa npuknagHbix nporpamm STATISTICA. [laHHble
npeacTaBaeHbl Kak cpefHee * CTaHLApTHOE OTK/IOHEHWe
(SD), MmeamaHbl (Me) (HWXKHMIA KBApTUNb; BEPXHUI KBAPTUIIb).
KonuuectBo naumeHToB (N) MCMOMb30BaNOCh 415 KaTeropu-
anbHbIX NepeMeHHbIX. KateropmanbHble nepeMeHHble CpaB-
HWBANUCb C MCNOMb30BaHMEM TOYHOro Kputepus ®uepa,
HenpepbiBHble MepeMeHHble — C MOMOLbID t-KpuUTepuUs
CrbtopeHTa unu U-kputepus MaHHa — YUTHM.

PE3VYJIbTATbl U OBCYXKAEHUE

Mo paHHbIM permctpa MB 2016 r, B tOxxHOM denepans-
HoM okpyre 271 60nbHoM MB, 13 HMX B3pocnbix — 57 (21,03 %),
B CeBepo-KaBka3zckom denepanbHoM okpyre — 150 6onb-
HbIX MB, 13 Hux B3pocibix — 22 (14,66%). B u3yyaembix
perMoHax AaHHas TeHAeHLMS coxpaHanacsk. Bapocnble naum-
eHTbl ¢ MB coctasunu: B KpacHogapckoM kpae - 26,4%,
B CraBpononbckoM kpae - 23,3%, B Pecnybnuke KpbiM —
14,9%, B PoctoBckoin 061acT 4MCno B3pOCIbIX MALMEHTOB
¢ MB 6b110 MUHMManbHbIM — 8% (mabn. 1).

OTHOCUTENbHO Bonbluee YMCI0 B3POCIbIX NaLmMeHToB ¢ MB
B KpacHopapckom u CTaBpOMOAbLCKOM Kpasix MOXHO 00bsic-
HWUTb Bonee Yem 25-1€THMM OMbITOM PaboTbl CNELMANUCTOB,
npoweawux obyyeHne B BedyLLMX €BPOMEMCKMX LeHTpaXx,
[OCTYNHOCTBIO K MPOBEEHMI0 AMArHOCTMYECKMX Meponpus-
TWUI, @ TaKXKe MCNOMb30BaHNEM COBPEMEHHbIX JIEKAPCTBEHHbIX
cpencT ons nedeHuns MB yxe ¢ cepeamHbl 90-x IT. mpowwnoro
CTONEeTMS, YTO NO3BONNIO CBOEBPEMEHHO BHEAPUTH AMHAMMUYE-
CKOe HabnwaeHWe nauMeHToB C AAHHOM NaToNoruen. ITm
[aHHbIe COMOCTaBMMbI C 0OLWMMM NoKa3aTensMum no PO.

Yacrotra MB Ha 100 TbiC. HaceneHns B CTaBpONOnbCKOM
kpae u Pecnybnuke KpbiMm He wumena pasnuumin (2,603
n 2,458), Heckonbko MeHblle yvactota MB B Poctosckoi
obnactv (2,056) n camas Huzkas - B KpacHomapckom kpae
(1,562). Lons naumentoB ¢ MB B KpacHomapckom Kkpae
n PoctoBckon obnactu 6bina oAMHAKOBa M COCTaBAsANa
no 32,1%, makcumanbHas gons nauueHTtoB ¢ MB B dene-
panbHoM okpyre 6bina B CraBpononbckom kpae (48,67 %),
a MMHMManbHas — B Pecnybnnke KpbiM (17,34%). Boibop ans
aQHaNM3a AaHHbIX PETMOHOB C BbICOKOW [ONen BCTpeYyaemo-

Ta6nuya 1. lemorpaduyeckne faHHbIe MO OXHbIM pernoHam PO Ha 2016 1.
Table 1. Demographic data on the southern regions of the Russian Federation as of 2016

KpacHogapckuii kpait 5570945 87 3 26,4 1,562 321 2,85
(CraBpononbCckuii kpa 2804383 73 7 233 2,603 48,67 2,39
Pecny6nmka Kpbim 1912168 47 7 14,9 2,458 17.34 1,54
PocroBckas obnactb 4231355 87 7 8,0 2,056 32,1 2,85
[DlaHHble peructpa no pernoHam PO 112792127 3049 62 |209(22,0)| 2429(2,325) - 100
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CTM B deaepanbHOM OKpyre rno3BOASET BbISBAATL AeEMOrpa-
duryeckme 0cobeHHOCTM M 3aKOHOMEpHOCTU MB.

lNoBceMecTHO HabnAAeTCa yCTOMUMBaAs TEHAEHLMS POCTa
uMcna naumeHToB ¢ MB, B T. u. B cybbekTax P®. Paccmotpes
[MHAMUKY YncneHHocT BonbHbix MB no pervoHam Poccum,
yyacTaytolwmx B perncrpe 3a nepmof ¢ 2011 no 2016 r., MoxHO
KOHCTaTMpOBaTb, YTO YMCIIEHHOCTb NauueHToB ¢ MB Bo3pocna
€ 2 916 po 3 049 yenosek (+133). M3 n3y4aeMbIx permoHoB
B perucTpe npeacraBieHbl TONbKO AaHHble No KpacHonapckomy
Kpato. Tak, KOMM4eCTBO MaLMEHTOB YBENMUMIOCH C 72 (B3poC-
nbix - 16) 8 2011 r. no 87 (B3pocnbix — 23) B 2016 .

MNpu aHanu3e gemMorpaduyeckmx AaHHbIX BAXXHO YUWTbI-
BaTb OpraHu3aumio nomowmn 6onbHbiM MB 1 cBoeBpeMeH-
HOCTb AMArHOCTMKM 3aboneBaHMs Kak hakTopbl, BAUSIOLME
Ha NPOAONKUTENbHOCTb XXU3HWU. M3 mab. 2 BuaHo, YTo cpea-
HWIA BO3pacCT NaumeHToB (06LwWas rpynna AeTen n B3poCablX)
B KpacHopapckoM kpae (rpynna 1) coctasun 11,3 + 8,4 roaa,
B (raBpononbckom kpae (rpynna 2) - 14,1 £ 11,5 roga,
B Pecnybnuke KpbiM (rpynna 3) - 10,5 8,0 roaa,
B PoctoBckow obnactu (rpynma 4) - 9,0 £ 6,3 roga.
YcTaHOBNEHO, 4TO CpefHWi Bo3pacT 6onbHbix MB
B PocToBCcKOW 06nacTM  [OCTOBEPHO MeHble, YeM
8 KpacHogapckom u Craspononbckom kpasx (p,, = 0,041
np,, = 0,001 cootBetcTBeHHO). CpeaHuii BO3pacT AeTew,
cTpagatowmx MB B KpacHogapckoMm kpae, HWxke, 4yeMm
B CTaBpOMONbCKOM Kpae, HO pasnnyms He SBNAKOTCA CTaTu-
CTUYECKM [0CTOBEPHBIMU (pl)2 = 0,071). Takum obpazom,
B HOXHbIX pernoHax Poccum Hanbonee GnaronpusTHbl Npo-
rHO3 A1 YBEIMYEHUS NPOLOMIKUTENBHOCTU XM3HM BOMbHbIX
MB BbigBneH B CTaBpononbCckoM M KpacHoAapCKoM Kpasix.
B PoctoBckolt 06nactn HeoOXoAMM AeTasbHbIM aHanu3 noka-
3aTeniei, oTpaxaloLwmx GakTopbl, BAUSAKOLLME HA MNPOLOMKM-
TENbHOCTb XM3HK, MOCKOJIbKY B 3TOM pernoHe BblCOKast 40N
nauveHToB B denepanbHOM okpyre (32,1%), camblit HU3KMIA
nokasaTtenb cpefHero Bo3pacta nauueHtoB (9,0 = 6,3).
CpegHuit  Bo3pacT nauueHtoB B KpacHomapckom
1 CTaBpoOnonbCKoM Kpasix Bbla CONOCTaBMM CO CPeAHUM BO3-
pactom naumeHToB B PO - 12,2 = 9,5 ropa.

Hons naumeHToB B BO3pacte 2 18 neT conoctaBuMa
C AaHHbIMK Pernctpa no PO (24,3%) B CTaBpononbCKOM Kpae
(23,3%) 1 He3HauuTenbHO Bbille B KpacHomapckoM kpae
(27,2%), 6bonee HM3KMI nokasatenb B Pecnybnuke KpbiM -
14,9%. Camag Hu3Kkas pong nauueHToB crapwe 18 net
B PoctoBckoi obnactu (8,0%), 4To LOCTOBEPHO HUXE B CPaB-
HeHun ¢ KpacHopapckmm u  CTaBpPOMONAbCKMM  KPasiMu
(p,, = 0,001; p, ,= 0,001).

MNpu aHanu3e AaHHbIX AMArHoCTMKM MB ycTaHOBAEHO, YTO
CpedHuin CPOK YyCTaHoBNeHMs auarHosa «MB» B KpacHogap-
ckoM Kkpae (rpynna 1) coctasun 2,3+ 4,2 rona,B CtaBpONOAbCKOM
kpae (rpynna 2) — 4,0 £ 8,0 roza, B Pecnybnuke KpbiM (rpyn-
na 3) - 3,2 £ 5,2 roga, B PoctoBckorn obnactv (rpynna 4) -
2,2 * 31 ropa. (TatMcTMyecku [OCTOBEPHbIX Pa3fnMyumi
MO CPOKY YCTAHOB/EHMS AMarHo3a Mexay 4 permoHamm Mexay
cobon n PO (3,1 * 5,8) He 3aperncTpMpoBaHo.

Mpy CpaBHUTENbHOM aHanu3e AO0NW MAUMEHTOB, BbisB-
NEHHOM MO HEeOHAaTaNIbHOMY CKPUHUHIY AN paHHeN AnarHo-
ctukn MB, yctaHoBneHo, 4to B PoctoBckow obnactu 50,6%
60nbHBIM MB amMarHo3 Obin YCTAaHOBAEH MO CKPUHUHIY,

I+

B KpacHomapckoMm kpae - 45,6% naumeHTam, YTo 40CTOBEpP-
HO Bbilwe, yeM B CTaBpononbckoM kpae u Pecnybnuke KpbiM.
B CraBpononbckom kpae u Pecnybnuke KpbiM fong nauueH-
TOB C YCTAHOBNEHHbIM AMArHO30M MO HEOHaTaNbHOMY CKpW-
HWHTY cocTasuna 27,4 v 27,7% COOTBETCTBEHHO.

Mpu CpaBHWTENbHOM aHanM3e OxBaTa HeOHaTaNlbHbIM
CKPUHWMHIOM W CBOEBPEMEHHOCTU AMArHOCTUKWM YCTaHOBIe-
HO, yTo B PocTOBCKOM 06MaCTM OXBAT HEOHATANbHLIM CKpU-
HuHrom coctasnsan 50,6% 6onbHbix MB, B KpacHopapckom
kpae - 48,26% nauMeHTOB, YTO [OOCTOBEPHO BbillE, YEM
B (raBpononbckoM kpae u  Pecnybnuke Kpbim.
B CraBpononbckom kpae un Pecnybnuke KpbiM 0XBaT HEOHa-
TaNbHbIM CKPUHUHIOM COCTaBun 27 u 27,7 % COOTBETCTBEHHO.
Taknm 06pa3oMm, cpeam KXKHbIX pernMoHoB Poccum cambin
BbICOKMM OXBAT HeEOHATaNlbHbIM CKPUMHMHIOM Ha MB
B PoctoBckow obnactn u KpacHogapckoMm Kpae.

OnHaKo KONMYeCcTBO NMO3UTUBHBIX PE3Y/LTaToB NpU NpoBe-
[€HWM HEeOHATaNbHOro CKpUHMHIA Ha MB B PocToBckoi obna-
cm - 75%, B T0 Bpemsa kak B Pecnybnuke Kpbim - 100%,
B KpacHonapckom kpae - 90,5%, B CTaBponofibCKOM Kpae —
90,0%. [locToBEPHbIX Pa3NnymMii MO KOAMYECTBY BOMbHbIX, NONY,
CTaTyCy M HanMyMi MEKOHMEBOTO WMieyca Mexay rpynnamu
NaLMeHTOB NPeACTaBNEHHbIX PETMOHOB BbISIBNEHO He 6bIno.

OxBaT reHeTMYeCckMM obcnemoBaHMeEM naumeHtTos ¢ MB
6bin HMKe B CTaBpOMNoNbCKOM Kpae. [1ons ABYX BbISBIEHHbIX
reHeTM4yeckmMx BapuaHToB reHa CFTR 6bina caMoW HM3KOM
B Pecnybnuke KpbiM (48,8%). ConoctaBnMoit ¢ faHHbIMK PO
(73,4%) pons ABYX BbISIBAEHHbIX FEHETUYECKMX BapUAHTOB
reHa CFTR ©6bina B KpacHogapckom kpae (71,4%)
n CraBpononbckoM kpae (72,1%). lona nauneHToB C BbISB-
NEHHbIM OHWM reHeTU4YeCckUM BapuaHToOM Obina Hanbonb-
wen B Pecnybnvke KpbiM (46,5%), uto Bonee yem B 2 pasa
6onblwe, yeM B KpacHogapckoM u CTaBpOMONbCKOM Kpasix
(17,9 n 23,0% cooteTcTBEHHO) 1 PD B Lenom (20,8%).

AnnenbHasg 4actoTa reHeTMYeckoro BapwuaHTa F508del
M KONMYECTBO naumeHToB C reHotunoM F508del/F508del
6blIM  Takxke cambiMM HU3KMMKM B Pecnybnuke Kpbim
n CTaBpononbCKOM Kpae. [1py 3TOM YKo NaLMeEHTOB C reHo-
TMnoM F508del/HeF508del B 3TMx pernoHax 6bino Bbille, YEM
B KpacHogapckoM Kpae, 4To, BEPOSITHO, CBA3aHO C HAaUMO-
HaNbHbIM COCTaBOM AAaHHbIX PerMoHoB. KonmM4ecTBo nauueH-
TOB C HEONpPeAeNeHHbIM reHOTUNOM Npu nposeneHnn OHK-
OMarHoCTMkK 6bino cambiM BbicOKMM B Pecnybnuke Kpbim
(51,2%) n Poctosckoi obnactu (43%) (mabn. 3).

Mwukpobuonormyeckmin ctatyc naumeHToB ¢ MB n3yyaembix
pervoHoB nokasan, 4to Staphylococcus aureus BOCTOBEPHO
pexe AMarHocTMpoBancs y naumeHToB B KpacHOAapCcKoM Kpae
(mabn. 4), a XpoHW4eckoe WHOUUMPOBaHWE Pseudomonas
aeruginosa pexe otMeyanocb B Pecnybaunke Kpbim u CraBpo-
NonbCKOM Kpae. B (TaBPOMONbCKOM Kpae pexe BbISBNSNCS
WHTEPMUTTUPYIOWMIA BbiCeB Pseudomonas aeruginosa. Burk-
holderia cepacia complex BCTpeYanacb B €OMHUYHbIX C1yYasx,
B Pecnybnuke KpbiM He obHapyxeHa, kak n Achromobacter
Spp., B OTMYMe OT AaHHbix no P®. B PoctoBckoi obnactu
BbISIBIEHA BbICOKAS MHOULUMPOBAHHOCTb MauueHToB ¢ MB
HeTybepKyne3HbIMM MUKODAKTEpUSAMMU.

Pe3ynbrathl MCCNef0BaHWS CBMAETENbCTBYHOT, YTO MHDU-
unpoBaHune naumeHtoB HIMTO® B PocTtoBCKOM 06naCTM
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Ta6nuuya 2. OCHOBHble MOKA3aTeNu, OTpaXatoLime TeyeHue 3aboneBaHms, y NaLMeHTOB C MyKOBUCLMA030M YeTbipex HXKHbIX peru-
oHoB Poccumn
Table 2. Key indicators showing the disease course in patients with cystic fibrosis in four southern regions of Russia

p,,=0518
p,,=0838
9 73 47 87 3049 ,,=0,546
45/47 40/33 24/23 38/49 p,.=0732

D, =0227
p;, = 0,482

06wee yncno, n, MK

KMBbI, N 90 72 47 86 2996 p,, = 0,546
yMepau, n 2 1 0 1 53 p,;=0,732

M#SD 113484 141£11,5 10580 9,0%6,3 12,2£95 b, =0,041"
Me (IOR) 10,0 (15,1) 12,1 (11,7) 8,3(9,7) 8,2 (7.4) 9,7 (12,9) p,,= 0,070

[lons naumeHToB
B Bo3pacte > 18 ner, 25(27,2) 17 (23,3) 7(14,9) 7(8,0) 741 (24,3)
n (%)

M SD 2342 40380 32+5,) 22+31 3158 p,.=0,887
Me (IOR) 04 (2,3) 04 (3,8) 1,0 (2,6) 0.8 (2,6) 0,5 (3,1) P,,= 0,560

p,,=0261
p,5=0919
p,,=0,652
P, =0400
p,,=0488
p,,=0791

Ec(e/r;’ KONMIECTBO, 11(12,0) 1(14) 5 (10,6) 7(8,0) 77

onepupoBaH, n (%) 11(12,0) 1(1,4) 5(10,6) 7(8,0) 6,6 -

He onepupoBaH, n (%) 0(0) 0(0) 0(0) 0(0) 1,0 -

p,,=0,044*
p1”3= 0,055
D, =0457
p,,=0,921
b, =0,009°
p,,=0,014"

Bcero, konnyectso, 42 (45,6)

n (%) 20(27,4) 13(27,7) 44 (50,6) 447

23((%"‘ MOSUTMBHO, 38 (90,5) 18 (90,0) 13 (100) 33 (75,0) 73,0 -

MpuMeyaHue: NPUMEHSANCS p — KpUTepuit MaHHa — YUTHW. *p — ang obLuei rpynnbl NaLuMeHToB, BKIKOYasA B3POC/biX.
Y
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Ta6nuua 3. TeHeTnyeckoe o6cnenoBaHNe NALMEHTOB C MYKOBUCLMA030M U3Yy4YaeMbIX perMoHOB
Table 3. Genetic screening test for patients with cystic fibrosis in the study regions

p,,=0518
p,,=0987
[eHeTHYeCKoe uccnenoBaHue, p,,=0,955
OXBA, KOMMYECTBO, 1 (%) 84 (91,3) 61 (83,6) 43(91,5) 79 (90,8) 90,4 Pi: - 0,463
p,, = 0431
p3:4 =0,949
p,,=03816
P, =0,090
[1Ba BbISBNIEHHbIX p,,=0,261
reHeTMYeCKMX BapuaHTa, n (%) 60 (71,4) 44(121) 21 (488) 45 (57.0) 734 p? =0,056
p,;=0,175
p,,=0,390
OnuH BbISBNEHHbIA
reHeTHIeCKi BAHIHT, 1 (%) 15 (17,9) 14 (23,0) 20 (46,5) 33 (41,8) 20,8 -
06a reHeTMyeCKMX BApUaHTA
He BbiABEHb, 1 (%) 9(10,7) 3(4,9) 2(47) 1(1,2) 58 -
F508de/F508del,n (%) 39 (46,2) 12(19.7) 6(139) 21(26,6) 283 B“ : 88}2
13 U
F508del/HeF508del, n (%) 27 (32,) 34 (55,7) 27 (62,8) 47 (59,5) 472 -
HeF508del/HeF508del, n (%) 18 (21,4) 15 (24,6) 10 (23,3) 11(13,9) 24,5
p,,=0,029
F508del, annenbHas yacrota, % 105 (62,5) 58 (47,5) 39 (45,3) 89 (56,3) 52,06 P, =0,025
P1:4 =0,336
p,,=0459
p,,=0526
Mrko rexorun, n (%) 6(7,1) 8(13,1) 4093) 5(6,3) - L
D =0,568
p,,=0,610
Taxenblid reHotun, n (%) 56 (66,7) 36 (59,0) 17 (39,5) 40 (50,6) - -
leHoTMN He onpegeneH, n (%) 22 (26,2) 17(279) 22 (51,2) 34 (43,0) - -
n (CTaBpOMoONbCKOM Kpae [OCTOBEPHO Bbllle, YEM Xnopuaa ons MHransuuin ncnonb3oBancs 3HaYMTENbHO pexe,

B KpacHopmapckom kpae u Pecnybnuke KpbiM. B gByx
noCnefHUX perMoHax 3TOT MoKasaTeNb 3KBUMBANEHTEH
06LWepoccHinckomy.

OCHOBHbIM MOKa3aTenemM 340pOBbs NaumMeHToB ¢ MB
SBNSETCS pecnupaTopHas (QyHKUMS MO AaHHbIM CiMpoMe-
Tpun (Maba. 5). Pe3ynbTathl NoKaszanu, YTO CaMblit BbICOKMM
0XBaT AaHHbIM MUCCNeaoBaHMEM cpeam neTen oT 6 oo 18 net
6b1n B PoctoBckow obnactn (100%) u CraBpononbckom Kpae
(87%). Mokazatenn OB, y neteit Gbin 1 HUXE B 3TUX Xe
pervoHax, BO3MOXHO, 38 CYeT MOJHOTbI 0XBaTa MCCNeaoBa-
HueMm. Cpeou B3pOCAbIX MNALMEHTOB HM3KaA GyHKUMS
no OO®B, ormevanacb Takxe B PocroBckoit obnactu
n CTaBpononbCKOM Kpae, HO 6e3 CTaTUCTUYECKM 3HAYMMOWA
pasHuupl. B 0bLLiei rpynne nauMeHToB cTaple 6 et HU3Kkue
nokasarenu Takxe bbinn B PoctoBckon obnactm no o6omm
M3y4yaeMbIM NMOKA3aTENAM.

CpaBHUTeNbHAsN xapakTepucTMka MosyyYaeMon Tepanuu
B M3y4yaeMbIX perMoHax nokasana, yto B KpacHopapckom
1 CTaBpOMNONbCKOM Kpasix TMNepTOHMYECKUIA pacTBOP HATpUs

yem B Pecnybnuke KpbimM (B 3 pa3a) u PoctoBckoi obnactu
(8 4 pa3a). B KpacHopapckom u CTaBpOmOibCKOM Kpasix
[LOCTOBEPHO Yallle, YeM B APYrnxX pernoHax u PO, npumensnu
MHrangauUMOHHble aHTMbaKTepuanbHble npenapatbl (76,1
n 82,4% cooTBETCTBEHHO). AHTMDaKTEpUaNbHbIE NpenapaTsl
MHTaNsLUMOHHbIE U NS BHYTPUBEHHOIO BBEAEHUS LOCTOBEP-
HO pexe Ha3Hayanucb B Pecnybnuke Kpbim (42,6 n 53,2%),
4TO COMOCTAaBMMO C AaHHbIMKU No P®. CnepyeT 0TMETUTD, UTO
B Pecnybnuke KpbiM pexe BCTpeyanacb CUHErHomHas
nHdekums. BoaMoxHo, 3T0 onpenensno M AOCTOBEPHO HWU3-
KOe 4YMCIo MauUMEHTOB, MOMyYaBLIMX 6GPOHXOAMNATATOPSI
B Pecnybnuke Kpbim (42,6%). B 3TOM e permoHe runepToHu-
YeCKWi pacTBOp XJIOpUAA HAaTPUS UCMONb30BaNMU B Tepanuu
66,0% naumeHtoB. B CraBpononbCckoM Kpae aHTMOMOTMKM
nepopasnbHble Ha3Ha4Yanucb 3HauuTenbHo pexe (44,1%).
A3UTPOMULMH B CYyBUHTMOUMPYIOLLEI A03€ pexe Ha3Hadyancs
B KpacHogapckoM kpae (40,9%) no cpaBHeHwuto ¢ PoctoBckoM
obnactbto (58,6%). Bo BCcex mM3yyaeMbix pernoHax 3TOT BUA
Tepanuu NpUMeEHSNCs Yalle, yem B PO.
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Ta6nuya 4. Mukpobuonornyeckuii ctatyc 60nbHbIX MyKOBUCLMA030M M3yHaeMbIX pernoHoB, n (%)

Table 4. Microbiological status of patients with cystic fibrosis in the study regions, n (%)

He BbisiBneHo 30 (34,1) 23 (33,8) 17 (36,2) 16 (18,4) -
p,,= 0,000
Staphylococcus aureus, 26 (29,5) 38 (55,9) 24 (51,1) 52 (59,8) 58 0025
MOHOKYAbTYPa, 19 (21,6) 29 (42,6) 16 (34,0) 22 (25,3) Pis= 5
p,,= 0,001
MRSA, n (%) 1(1,1) 1(1,5) 1(2,) 0 4,0 -
Pseudomonas aeruginosa, xp. p,,=0,010
UHOULMPOBaHMe, 37 (42,0 11(16,2) 11(23,4) 49 (56,3) 316 p,,= 0,000
MOHOKY/IbTYPA 29 (33,0) 6 (8,8) 3(6,4) 19 (21,8) ’ p,,= 0,002
WHTepMUTTMPYIOLWIA BbICEB 15 (17,0) 6(8,8) 13(27,7) 19(21,8) 15,2 =
Burkholderia cepacia complex 1(1,1) 2(2,9) 0 1(1,1) 6,0 -
Stenotrophomonas
maltophilia 0 2(29) 2(43) 0 35 -
Achromobacter spp. 2(2,3) 3(4,4) 0 1(1,1) 44 -
p,,=0,020
HNro® 4 (4,5) 18 (26,5) 4(8,5) 30 (34,5) 8,4 p,,= 0,001
p;, = 0,019
Hety6epkynestble ~
MUKODaKTepum 0 1(13) 0 6(6.3) 0.7
Ta6nuua 5. PecnupatopHasa GyHKUMS Yy 60NbHbBIX MYKOBUCLMAO30M MO AAHHBIM CMUPOMETPUN
Table 5. Respiratory function in patients with cystic fibrosis according to the spirometry results
N 2913 38 3313 38 1913 28 55u3 55 70.5%
(76%) (87%) (68%) (100%) AL
008, % 81,7160 747+ 31,0 836+37,7 6312209 | 8082230761 PuzdD
Jletn ot 6 LONXK. 81,0 (17,0) 70,5 (23,9) 82,0 (56,7) 59,4 (27,0) (37,4) Ppu= s
p,,=0,00
fo 18 net 34
p,,=0,08
OXEN, % 81,8125 99,2322 87,2%46,8 65,3%20,4 83,1£235 p,,=0,00
JONXK. 82,0 (14,0) 95,6 (31,0) 77,0 (41,0) 61,7 (26,5) 85,0 (31,6) p,,=0,03
p;,=0,00
N 61325 3wz 17 w37 4u37
(24%) (18%) (100%) (57%) 69,5% -
Bapocrie, | 0B, % 56,7+ 274 484+ 26,6 65,5+ 24,7 412%166 | 595%269 i
W Crapue LOMX. 51,1(18,1) 41,0 (51,5) 69,1 (41,7) 37,2 (25,4) 55,8 (42,2)
OXEN, % 744+16,0 70,5154 72,2+188 67,1£9,7 74,5+ 235 _
LONXK. 71,9 (19,7) 70,9 (30,9) 71,0 (42,3) 52,9 (11,4) 74,3 (34,5)
N 3513 63 363 55 26 3 35 59 u3 62 _
(56%) (65%) (74%) (95%) -
ot | 008, % 774204 72,5312 787352 617+213 i Pie L
crapue LONXK. 80,0 (27,0) 69,5 (28,4) 76,9 (47,4) 58,3 (25,5) pii - 0,010
6 net :
p,, = 0,007
OXEN, % 80,6 13,2 96,8 32,1 83,0411 65,4+198 _ p,,= 0,000
LONK. 80,0 (16,0) 93,8 (33,5) 72,5 (31,0) 61,9 (25,2) p,,=0,000
p;, = 0,010
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Tab6nuya 6. CpaBHUTENbHASA XapaKTEPUCTMKA NONyYaeMOoM Tepanuu B U3y4aeMblX rpynnax, n (%)
Table 6. Comparative characteristics of the therapy received in the study groups, n (%)

[NlopHa3a anbda 88 (100) 64 (94,1) 43(91,5) 85(97,7) 93,6 P>0,05
p,; = 0,000
[MnepToHMyecKuit p,,=0,000
pacTBOp Hatpus 17 (19,3) 11 (16,2) 31 (66,0) 83(95,4) 54,5 p,,=0,000
Xnopuaa p,,=0,000
P, = 0,005
p,;=0,002
AHTMOMOTHKM p,, = 0,045
P — 67 (76,1) 56 (82,4) 20 (42,6) 51 (58,6) 476 P;;A: 0,0005
P, = 0,011
p,,=0,037
AL 66 (75,0) 45 (66,2) 25 (53,2) 78 (89,7) 62,0 D =0012
BHYTPUBEHHbIE b 4 0.0005
34
=0,019
AHTMOMOTUKM P, =
nepoparnbHble 58(65,9) 30 (44,1) 34(72,3) 69 (79,3) 69,03 pp2,3=_ 006001002
24
P,,=0,0004
bpoHxoaunatatopbl 71(80,7) 64 (94,1) 20 (42,6) 67 (77,0 57,9 p,,=0,000
P, = 0,0015
IKC nHransiumoHHble™ 18 (20,5) 3(4,4) 8 (17,0) 4 (4,6) 19,9 -
KC cuctemuble” 7(8,0) 0(0) 0(0) 3(3,4) 5,7 =
A3uTpoMuumH B _
CyBMHTGHpyloLIEH 03 36 (40,9) 30 (44,1) 24 (51,1) 51 (58,6) 31,3 p,,= 0,043
Ypcope3okcuxonesas
cucnoTa 82 (93,2) 62 (91,2) 46 (97,9) 82 (94,3) 89,1 P>0,05
MaHkpeaTnyeckue
(epMeHTH 86 (97,7) 65 (95,6) 47 (100) 84 (96,6) 92,7 P>0,05
Xupopacteopumbie
BATAMUHbL 81(92,0) 60 (88,2) 45(95,7) 84 (96,6) 88,5 P>0,05
KuHesuotepanus 76 (86,4) 55 (80,9) 46 (97,9) 81(93,1) 80,5 P>0,05
Kucnopopotepanus 1(1,1) 4(59) 3(6,4) 14 (16,1) 5,4 P>0,05

nDMMe‘-{aHMEI ’,CLDCTOBEPHOCTI: (P) He paccymnTbiBann B CBA3M C MabiM KONMYECTBOM NALMEHTOB B rpynnax.

lpUMeHeHWe MHFANSALMOHHBIX TIOKOKOPTUKOCTEPOULOB
(TKC) B Pecnybnuke Kpbim 1 B KpacHogapckom kpae (17,0 n
20,5% coOTBETCTBEHHO) COMOCTaBUMO C UX MPUMEHEHUEM
B PO B uenom (19,9%) B 2016 r. B CtaBpononbckoM kpae
n PoctoBckoit obnactu uHranaumoHHble KC HasHavyanumch
nauveHTam ¢ MB pexe (4,4 1 4,6% COOTBETCTBEHHO).

Tepanus, BKoYaoLWas gopHasy anbda, epMeHTsl, BUTa-
MWHbI, YPCOLE30KCMXONEBYK KUCNOTY, KMHE3MoTepanwio,
NpOBOAMIACH BO BCEX M3YyYaEMbIX PErMOHaX, NPUHLMMANANb-
HbIX Pa3IMUMii Mexay nokasaTenssMu He BbiIBNEeHO (mab. 6).

BbiBO/AbI

B npoBeaneHHOM aHanuse perncrpa naumentos ¢ MB 2016 .
IOXKHbBIX PETVOHOB CTPaHbl OblM MOMyYeHbl Ciedyolwme aemMo-
rpaduyeckme AaHHble: CpefHMM BO3pacT  NaLMeHTOB
B KpacHomapckom u (CTaBpOMOMbCKOM Kpasx COMOCTaBUM
CO CpefHMM BO3pacToM nauueHtoB B P® B uenom

(12,2 £ 9,5) [15]. Dons nauneHToB B BO3pacTte = 18 conocrasu-
Ma C AaHHbiMW Pernctpa no PO (24,3%) B CraBpononbckoM
Kpae (23,3%) n He3HauMTenbHO Bblwe B KpacHOLApCKOM Kpae
(27,2%),60nee HW3KuI nokasatens B Pecnybnuke Kpbim (14,9%).

OTHOCKTENBHO BOMbLLIEE YNCIO B3POC/IbIX NaumeHToB ¢ MB
B KpacHopgapckoM u CTaBpOmofbCKOM Kpasix MOXHO 06bsic-
HUTb OMbITOM PaboTbl CNEeLManUCToB, NpoLeaLnx obydeHue
B BeOyLUMX LeHTpax CTpaHbl, AOCTYMHOCTbIO NPOBEAEHNS AMa-
FHOCTUYECKMX MepOMpUSTUIA, MCMONb30BaHWUEM COBPEMEHHbIX
NeKapCTBEHHBIX CPeaCTB ANs nedyenus MB, kKnuMatuyeckumm
YCI0BUAIMU U MUTPaLMER B3pOCIbIX MALMEHTOB. ITU LaHHblE
COMOCTaBMMbI C 0BLMMK NokasaTensamu no PO.

TakuM 06pa3oMm, B HOXKHbIX pernoHax Poccum Hamnbonee
61aronpuaTHbIA MPOrHO3 ANS YBENMYEHUS MPOLOIKUTENb-
HOCTW >kU3HWM 6onbHbIX MB BbisSBneH B (TaBpOMOMbCKOM
n KpacHopmapckoM kpasix. B Poctosckoi obnactn Heobxoamm
[leTanbHbIM aHanu3 (GakTopoB, BAUSIOWMX HA CPeLHUIA BO3-
pacT NaLMEHTOB M NPOAOIKUTENBHOCTb XMN3HM, NOCNE BHeCe-
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HWS B PErUCTP BCEX B3POC/bIX NALUEHTOB, MOCKO/bLKY B 3TOM
pervoHe BbICOKas [ONS MauMeHToB B defepanbHOM oKpyre
(32,1%), HO CaMblit HWU3KKMIA NOKasaTeNb CPeAHEero Bo3pacra
nauuneHToB (9,0 = 6,3).

MNpu aHanu3e LaHHbIX AMArHOCTMKM MB yCTaHOBAEHO, YTO
CpenHuiA CPOK YCTaHoBNeHMs auarHosa «MB» B KpacHogap-
ckoM Kpae u B Pecnybnuke KpbiM COOTBETCTBOBaN AaHHbIM
no crtpaHe (mabn. 2), 8 PoctoBckol 06nactv OH 6bin Huke
n cocrtasun 2,2 * 3.1 ropa. BepostHo, bonee no3gHue Cpoku
YCTaHOBNEHMS AMarHo3a B CraBpononbckom kpae (4,0 = 8,0 roaa)
CBS3aHbl C TPYAHOCTIMM AMArHOCTUKM MPU NIETKOM MW aTUNnY-
HOM TeuyeHun 3a60NneBaHNs, NOCKONbKY B JAHHOM pervoHe OAMH
M3 CaMbIX BbICOKMX MOKa3aTenen cpefHero Bo3pacra 60/bHbIX
MB (14,1 * 11,5) » ynenbHOro Beca B3pOUIbIX MAUMEHTOB
(23,3%), Hn3Kas annenbHas vyactora F508del, uto MoxeT onpene-
NSITb BbICOKOE YMCI0 MALMEHTOB C KMSATKMMY» TEHOTUMOM.

C MOMeHTa BHepeHWs HeOHaTalbHOrO CKPUHKUHIA Ha MB
(2007 r.) pmarHo3 «MB» ycTaHaBAMBAETCS MO HEOHATaNlbHO-
MY CKPWHWHTY WMAW MO KIUHWYECKMM MpOSBNEHUAM (4Ns
nauneHToB, poamsmxcs fo 2007 r.). Jons naumeHToB, BbisiB-
NEHHbIX MO HEOHaTaNbHOMY CKPUHUHTY B PocToBCcKoM 0bna-
cv n KpacHopapckoM Kpae, COOTBETCTBOBaNa NoKasaTesnio
no P® (44,7%).B CtaBpononbckoM kpae n Pecnybnuke KpbiM
[lONS NaUMEHTOB C YCTAHOB/NEHHbIM AMArHO30M MO HEeoHa-
TaNbHOMY CKPUHWHIY cocTasuna 27,4 n 27,7% CoOTBETCTBEH-
Ho. B Pecnybnuke KpbiM HeoOHaTanbHbI CKPUHUHT Bbln BHE-
opeH ¢ 2013 1, 3TUM 1 0BbICHAETCS BbICOKA 4acToTa umu,
C AMArHo30M, YCTaHOB/IEHHbIM MO KAMHUYECKUM MposBIe-
HMAM 3360eBaHus.

B HacToslee BpeMs B CBA3M C MOSIBNEHWMEM TapreTHOM
Tepanuu MONeKynspHO-reHeTM4Yeckas AuMarHoctvka npu MB
npuobpeTtaeT 60/bLIOE 3HAYEHME He TONbKO 415 NOATBEPXKAE-
HUS AINArHO3a, HO U NS NOHUMaHUS BO3MOXHOCTU L1151 Tepanum
B Oyaywuem [3]. OxBaT reHeTMYecknM 06CnenoBaHNEM NaUMeH-
TOB M3y4YaeMblX PErMOHOB HE pasnMyanca M COOTBETCTBOBA
nokasatento PO (mabn. 3), Ho Bbin Hke B CTaBpOMONbCKOM
kpae. ObpaluaeT Ha cebs BHMMaHMe BbICOKas LONS NaLMEHTOB
C HeonpeaeneHHbIM reHOTUMNOM, HU3Kas 40N ABYX BbiSIBNEH-
HbIX TFeHeTU4yecknx BapuaHtoB reHa CFTR y nauueHTOB
Pecnybnukn KpbIM. 3TO CBS3aHO C OTCYTCTBMEM BO3MOXHOCTM
NpOBeAEeHMS 3TanoB CekBeHMpoBaHus n MLPA npu moneky-
NSpHO-TeHeTUYeckoM obcnenosaHmn [1]. PeweHwe AaHHOM
npobnembl AOMKHO ObITb MpeamMeToM paboTbl CRELManMCTOB,
OKa3bIBaKOLLMX MEOMLIMHCKYIO MOMOLLb npy MB.

AnnenbHasg 4acTotTa reHeTMYeckoro BapwaHTta F508del
M KONMYECTBO MaumeHToB C reHotunoM F508del/F508del
66111 HU3KMMKM B Pecnybnuke KpbiM (B 2 pasza) u CraBpo-
nonbckom kpae (B 1,5 pasa) no CpaBHEHMIO C NOKa3aTenem
P® 1 opyrux pernoHos. Mpu 3TOM YMUCI0 NALMEHTOB C FEHO-
TMnoMm F508del/HeF508del B 3TUX pernoHax 6bi10 Bbille, YEM
KpacHonapckoMm kpae n PoctoBckor 061acTu, YTo, BEPOSTHO,
CBS3aHO C HAUMOHaNbHbIM COCTABOM [AAHHbIX PErvoHOB.
B CraBpononbckoM Kpae NpoXuBaeT 3HaYMTENbHOE KoNiMYye-
CTBO NpeacTaBuTENEN KaBKA3CKMX HALMOHANbHOCTEW, 4TO
MOXET 00BbACHATb AaHHbIE OCOOEHHOCTM.

Mukpobronormyeckuin nemnsax perMoHa xapakrepusyet-
CS  HM3KOM yvacToTon Burkholderia cepacia complex
n Achromobacter spp., YTO MOXET SBNATbCS O0COOEHHOCTSIMU
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pernoHa unu bbb 06yC10BNEHO KBaNUbUKaLMEN COTPYAHMU-
KOB MuKpobuonormyecknx nabopatopuit. B PoctoBCkoM
061aCTH BbISIBNEHA BbICOKAS MHPULMPOBAHHOCTb HETYBepKy-
Ne3HbIMU MUKODAKTEPUAMU, YTO MOXKET ObiTb CBA3AHO C KK-
MaTUYeCKUMM 0COBEHHOCTAMM M HACTOPOXXEHHOCTLIO Bpayeit
B OTHOLIEHUM POCTa MHOULMPOBAHHOCTM AAaHHbIM naTore-
HOM naumeHToB ¢ MB. [laHHas nHdekumns Takke onpenenser
HU3KYK (QYHKLMIO NIErkMX y NauueHToB. B opyrux pervoHax
3TOM 0COOEHHOCTU He HabntaAaNoCh.

M3ydeHune dyHKUMKM nerkmux nokasano, 4to OMB, y neteit
n B3pocnbix 6bin HWxe B PoctoBckon obnactn u CraBpo-
MONbCKOM Kpae, BO3MOXHO, 33 CYET MOAHOTLI OXBaTa mccne-
floBaHueM. B To xe Bpems ¢ 3TMM nokasatenem B CTaBpo-
NONbCKOM Kpae He KOppenupyeT HM3Kas YacTota Pseudomonas
aeruginosa. T faHHble TpebyroT yTOUHEeHUS.

Mpu aHanuse nony4aemMon MYKONUTUYECKOW Tepanuu
(ma6n. 6) BUAHO, YTO BCE NALMEHTLI MONYYALOT 4OPHA3y anbda
cornacHo denepanbHoi nporpamMme «14 HO3010rMMIM», OfHa-
KO Ha3Ha4YeHue TUnepTOHMYECKOro pacTBoOpa B KauyecTse
MYKONUTUYECKOM Tepanuu ObICTPOro AeMCTBMS HEeQO0CTaTou-
Ho B KpacHopapckoM u CTaBpOnonbCKOM Kpasix.

AHTMOaKTEpManbHasg Tepanus MNpPUMEHSeTCs akTMBHO
B pervoHax C BbICOKOM 4actoton Pseudomonas aeruginosa,
Takmx kak KpacHoaapckuii kpaw n PoctoBckas obnacte. Yactoe
NpUMEHEHNE UHTANSALMOHHBIX U BHYTPUBEHHBIX aHTMBaKTepU-
anbHbIX NPenapaToB He KOPPenupyeT C AaHHbIMKU MO pacnpo-
CTpaHeHHOCTU Pseudomonas aeruginosa B8 CTaBPOMOMbCKOM
Kpae, Tepanus Ha3HavaeTcs B 3—-4 pasa valle, YeM perncrpu-
pyeTca uHdekums, n Tpebyet nepecmotpa. OTMeYaeTcs BbICO-
Kas 4acToTa MPUMEHEHMS a3UTPOMULMHA B CYBUHIUOMPYHO-
el f03e BO BCEX PErMOHax M ee HeCOOTBETCTBME pacmnpo-
CTPaHEHHOCTU XPOHWYeCKoW Pseudomonas aeruginosa.

Cnenyet BceM pernoHam obpaTuTb BHUMaHUE Ha NpUMeHe-
HMe naHKpeaTn4yecknx hepMeHTOB, T. K. PACMPOCTPaHEHHOCTb
Hanbonee yactoro reHoTuna F508del/F508del B psae pervoHoB
He BbICOKA M KONMMYECTBO MALMEHTOB C «MSATKUMY» FEHOTWUMOM
(ma6n. 3) He KoppenupyeT C NOTPeOHOCTLIO B PepMeEHTaXx.

CpaBHuWTENbHBIM aHaNM3 gemMorpaduyeckmx nokasatenen
no TeppuTOpuanbHo 6aM3KMM  pernoHam 060CHOBaH
M MNO3BONSET APryMEHTUPOBAHHO OMNpeaenuTb PEeruoHbl
C BbICOKOM 4acToTOM BCTpeyaeMoctu MB, HU3KMM ypoBHEM
CpefHero BO3pacTa, YAeNbHOro Beca B3POC/bIX NALMEHTOB
M HU3KMM OXBATOM HEOHATaNbHbIM CKPUHWMHIOM, @ TakxKe ero
KayecTBOM. AHanM3 n3y4yaembIX PErMOHOB NOKa3as, YTo Ans
tora CTpaHbl XapakTepHa BblCOKAas 4acToTa 4OAW B3pOCbIX.
PacteT BknafL, HeEOHATaNbHOrO CKPUHWMHIA B AMArHOCTMKY
3abonesaHms. OcTatoTcs 3HaYUTENbHbIE NPO6aEMbI B NpoOBe-
neHun TpexatanHon AHK-guarHoctnkmn u mukpobuonoruye-
CKOM OMAarHOCTMKM B HOXKHbIX pernmoHax. HegocraTtoyHo yae-
NeTcs BHUMAHMS AMArHOCTUKE OCNIOXHEHWI 3aboneBaHuit,
4TO TpebyeT YTOUYHEHWI B CBA3M C BO3MOXHBIM BAUSHUEM
KNMMaTa pernoHoB. TpebyeT yTOYHEHUS TakTUKa MefMKaMeH-
TO3HOW Tepanuu B perMoHax. B uenom peructp nossonset
BbISIBNSTb NPOBAEMbl B OKa3aHWM NOMOLLM naumeHTam ¢ MB
W NNAHUMPOBATb MEPbI MO UX YCTPAHEHMUIO.
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