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Annomauus. B Poccniickoii Perepannn MyKOBHCIHIO3 BKJIIOUEH B UHC/IO HACTEACTBEHHBIX 3a00JI€BaHMIH,
IOJIJIEKATIIX HEOHATAIFHOMY CKpHHHHTY. MykoBucnu03 (MB) — uacro Berpeuaroineecss MOHOTEHHOe 3a00/IeBaHuE,
obycioBnerHoe Myranueil rena MBTP (MyKOBHCIHIO3HBIH TpaHCMEMOPAHHBIA PEryJIATop) H XapaKTepU3yIoIeecs
opaKeHHeM SK30KPHHHBIX :Keses. Obriee uncio 60abHbIX MB B Poccun — 2800. [esbio TpOBEIEHHOTO UCCJIEIOBA-
HHA SIBJISIETCS aHAIMS3 PacIpocTpaHéHHOCTH MB cpen HOBOpO:KIEHHBIX feteil Kypekoit obmactu 3a mepuo/ ¢ 2007
I. 10 2015 I. 4 CpaBHEeHHE HoKaszaTeeil sabosesaemoctd MB ¢ ipyruvu permonamu PO. Marepuasipl HecieJOBAHAA:
1) amGyJIaTOpHBIE KapThl GOJBHBIX, CTPAJAIOIIAX MyKOBHCIIAI030M B Kypcekoii obsactu; 2) maHHBIE HEOHATATIBHOTO
ckpuHHEHTa Mo Kypcekoii obsactu ¢ 2007-2015 IT; 3) MoKasarean 3ab01eBaeMOCTH MyKOBHCIHI030M MOCKOBCKOH ,
JlenuHrpajickoit, Bopore:kckoii, Tomckoit, TamMGoBckoit obacreit u Asrraiickoro kpas. B pabote mpejicraBieHbl pac-
YETHL IMHAMHUKHA POKIAEMOCTH, 3a00JI€BAEMOCTH MYKOBHCITHJIO30M, CTPYKTYPBI 3abosieBaemMocta 1o Kypekoii obsia-
CTH U CPaBHEHHE MOJIYYEHHBIX JAHHBIX ¢ PE3YIBTATAMH JPYIHX PerHOHOB Poccuiickoit Oeepanun, n3 KOTOPBIX CJIe-
JIYET 94TO: KOJIMIECTBO OOC/IEOBAHHBIX HOBOPOXKIEHHBIX HA MyKOBUCIIAIO3 TPHOIASHIOCH K 100%; 3a Ipe/ICTABIEH-
HBIIi Tepro/i ObUIO JMATHOCTHPOBAHO 17 GOJIBHBIX MYKOBHCITHIO30M; CPEJHUH IOKasare b 3a00JeBaeMOCTH COCTa-
B 0.15%o0. Bcem manuedTam ¢ BoisiBIeHHBIM MB 6BLTO IIPOBEJIEHO MEUKO-TEHETHUECKOE HCCIEJOBAHAE, H3 KOTO-
poro B GOJIBITHHCTBE CIy4YaeB BbisgpeHa MyTtarus reHa DelF508. B pesysbrare jaHHOe HecieloBaHe yKasbIBaeT HA
addexTrBHOCTS TPOBOAMMOTO CIUIONTHOTO CKPHHAHTA HAa MyKOBHCITHT03 B Kypckoit obiacrn.

Resume. In the Russian Federation, cystic fibrosis is included in the number of hereditary diseases, is liable
to neonatal screening. Cystic fibrosis (CF) - often meeting monogenic disorder caused by mutation of the CFTR gene
(cystic fibrosis transmembrane regulator). Cystic fibrosis is characterized by lesions of exocrine glands. This article
considers the dynamics of natality, incidence of cystic fibrosis, the structure of morbidity in the Kursk region, and
compares the information with those of other Russian regions during the period of 2007 - 2015. Ambulatory card of
the patients suffering from cystic fibrosis in the Kursk region; information of neonatal screening for Kursk region
from the years 2007-2015; incidence of cystic fibrosis in other regions were used as research material. The number of
surveyed newborns in the cystic fibrosis approached 100%. 17 patients with cystic fibrosis were diagnosed. All pa-
tients with the revealed cystic fibrosis have been carried confirming molecular genetic testing and in most cases
DelF508 gene mutation was detected. Average incidence rate was 0.15%o. As a result, this research points to the effec-
tiveness of the screening for cystic fibrosis in the Kursk region.

Kmoueevte croea: MyKOBHCITHIO3, HEOHATAJIBHBIA CKPHHHUHT, POKIAEMOCTb, 3a00I1€BAEMOCTD, PACIPOCTpa-
HEHHOCTb.

Keywords: cystic fibrosis, neonatal screening, fertility, incidence, prevalence.
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Beenenue

Myxkosucuao3 (MB) (cystic fibrosis) — yacTo BeTpedamwlneecas MOHOIeHHOe 3a60s1eBaHue, 00y-
CJIOBJIEHHOE MyTanuel reHa MBTP (MyKOBHUCITHIO3HBIM TPAHCMEMOPAHHBIN PETYIATOP) U XapaKTEPHU3Y-
olIeecs MopaskeHneM 3K30KPUHHBIX Kesle3 [ABaeena v Ap., 2011].

O61uee yncio 60abHBIX MB B Mupe pubanzuteabHo 80000, us Hux B CIIIA — 28000, B Benu-
KOOpUTAHUH — 9500, BO OpaHIuM - 5900, B ABCTpasuu - 3200, B Mpaanauu — 1100, B KaHaze — 4000, B
Poccun — 2800 [CF Registry Cystic Fibrosis Trust, 2010; The French Cystic Fibrosis Data Registry, 2010].
Yacrora 3a00yieBaHUA B Pa3HbBIX MOMYJIAIUAK, HAMAX U 3THAYECKUX TPYINAX CYIIECTBEHHO BapbUPYET,
COCTABJIAA B CPeIHEM 1: 2000-2500 HOBOPOZKIAEHHBIX y ITPEACTARUTEIeN GeIoN Packl U 1 : 9000-10000 ¥
npeacraBuTesiell appuKkaHCKoM packl [YyuanuH u ap., 2007]. B Poccuu 3TOT MOKa3aTesnb COCTABIIAET
1:10000 HOBOPOKIEHHBIX. ¥ 66% GOIBHBIX MyKOBUCIIUAO30M Oblia BbisABaeHa myTamus F508del [Caste-
lani et al. 2008].

MyKOBHCIIMAO3 PA3BUBAETCA B PE3YJIbTATE MYTAI[UM T'eHa, PACIOJI0KEHHOTO HA JITMHHOM IIede
7-W XpOMOCOMBI B obsractu q31. I'eH MB coctouT M3 250000 map OCHOBAaHWH, U €r0 CMbICJIOBAS YacTh,
konupyromasa matpuunyro PHK, npeacraBiaena 27 sk3oHamu. Myrtanusa reHa MB nmpuBoaurt k Hapyue-
Huto GyHKIMY Geska - TPaHCMEMOPAHHOTO peryastopa Mykoruciiuao3a (MBTP), KOTOpbIH JIOKaIU3yeT-
¢ TVIaBHBIM 00pa3oM B SMMUTEIHAJBHBIX KJIETKAX JIbIXaTEJIbHBIX IMyTEH, CJIIOHHBIX, MTOTOBBIX KeJIe3aX,
TIOKETYIOYHOU KeJie3e, KUIIEYHHUKE U SABJISETCA KAHAJIOM /I TPAHCIIOPTA UOHOB HATPHSA U XJIOpa Je-
pes kaerouHyo MmeMopany [Zielanski et al., 1995].

Hapyienue dyukipyn MBTP B 3nuTeMaIbHBIX KJIETKAX OPraHOB-MHUIIEHEH GJIOKUPYET TPAHC-
TIOPT MOHOR XJIOPA U yBeTMUIMBAEeT A6COPOIIMI0 MOHOB HATPHUS, CJIEACTBUEM YETO ABJIAETCA CHUKEHNE WU
MIOJTHOE ITPEKpAIeHre CeKPEenyH KUIKOCTH Yepe3 aleKaJTbHYI0 MEMOPAHY SITUTEIHATBHBIX KJIETOK, YTO
MIPUBOIUT K PA3JIAYHBIM ITATOJOTMYECKMM COOBITHAM B Pa3JIMUYHbIX opraHax [ Berger et al. 1993].

B pesyabTaTe BhIpaGaThIBAEMBIA B GPOHXAX CEKPET 0OE3BOKUBAETCA U CTAHOBUTCA GOJIee TYCThIM
W BA3KHUM, HAPYIIAeTCsd KJWPEHC CJIU3W Ha TOBEPXHOCTH PECHUTYATOrO 3MUTENHA. BHOXUMHUecKue
HapyleHus, 00yCJIOBIEHHbIE OCHOBHBIM JiehexToM mpu MB, mpoBOIUPYIOT pa3BuThe GaKTEpPUATIHHOMN
WH(PEKIIHN, KOTOPasA He CBA3aHA C MEPBAYHBIM ITOBPEKIAEHUEM KJIETOUYHON M I'YMOPAJbHOM 3aUTATHBIX
crcTeM. XPOHUYECKOE MH(DHUIMPOBAHME IbIXAaTEJIbHbBIX IIyTEH MATOrEéHHBIMHA MHKPOOPTaHU3MAaMM IIPH-
BOAUT K Pa3JIAMYHBIM MOPQOIOrMUECKUM M3MEHEHNAM OPOHXHMAJIBHOIO IEPeBa ¥ MHTEPCTUINSA JETKHX:
TUMUYHBIMHA U3MEHEHUAMH TTpU M B aBiistoTcsa GpOHX03KTa3kl 1 OPOHXHUOJIO3KTA3bI, OYaTH UHTEPCTHILH-
aspHOTrO (hrbpo3a, Oy/IE3HbIE U3BMEHEHUA U ATEJIEKTA3bL.

B nomxesrynouHOU Kese3e JOBOJBHO PAHO MPOUCXOAUT OOTYPALMsA TPOTOKOB BA3KHUM CEKPETOM,
YTO MPHUBOAMUT K AYTOJU3Y TKAHHU KeJIe3bl ¢ (POPMUPOBAHUEM THIIMYHOIO (pHOPO3HO-KABEPHO3HOIO MaH-
KpeaTtuTa [YydyasavH | ap., 2007].

Kimnudgeckye mposBIeHUS MYKOBHUCIIUIO3a BKJIIOUAKOT KUMIEYHYIO (5—10%), OPOHXOJIETOUHYIO
(15—20%), cmernannyo dpopmbl (65—75%) 1 MekoHMaAIbHBIH wieyc (1—2%) [Koszsosa, 1996].

Kuueunas gopma. Knuaudeckue IPOSBIEHNUS JAHHON (OPMbI CBA3aHBI CO CTYIIIEHWEM CEKpeTa
TIOMKETyZIOUHOU KeJIe3bl, B PE3YJIBTATe Yero BOZHUKAET HAPYIIEeHNe MUIIEBAPEHNA U3-32 HeAOCTATOYHO-
IO TIOCTYIIEHHA B KULIEYHUK (DEPMEHTOB KEJI€3bI, PACIIEIVIAIONINX KUPbL. B CBA3HM ¢ 9TUM, [IJIS KJIUHU-
YECKHUX MPOABJIEHUHN XapAaKTEPHO B3IyTHE KUBOTA, OOWIBHBIN, ;KUPHBIH, 3I0BOHHBIU cTyJ. CO BpeMeHeM
B MATOJIOTHUYECKUH ITPOIIECC BOBJIEKAETCA TeUeHb (CTeaTos, XOJAECTaTUYECKUI TelaTuT, nuppo3). Hapy-
LIEHWE BCACHIBAHMSA JIUIIH/IOB BbI3bIBAET TAKEIBIM AEPUITUT :KUPOPACTBOPHUMBIX BUTAMMHOB (A, D, K).

Bporxonézounasn gopma cBAazaHa ¢ 0OPA3OBAHUEM B MPOCBETE AbIXATEJIbHbBIX MYTEH BA3ZKOTO CEK-
peTa, 9TO BBI3BIBAET MX OOCTPYKIUIO, aTEJEKTA3 W HapyllaeT (PyHKIMA MEPIATEJbHOrO SMUTEIUA. 3a-
JIEPKKA CEeKPeTa B MPOCBETE JIBIXATEbHbBIX ITyTEW MPUBOAUT K OhICTPOMY MPHUCOEIUHEHHIO GaKTepUab-
HOU uH(peKnuu. Y AeTell paHHErO Bo3pacTa npu GaKTEPUATIOrMUYECKOM UCCIEOBAHUH YALlE BhISBISETCS
BO3GyauTenb - Staphylococcus aureus, y 6osee crapmmx gereii - Pseudomonas aeruginosa. XpoHude-
CKO€ BOCITAJIEHHE B TKAHU JIETKUX TPHUBOAUT K OOCTPYKIIUM JAbIXaTEIbHBIX MyTEH, MPEUMYIIECTBEHHO TU-
CTaJIbHBIX OTAEJOB, OPOHXO3KTa3aM, auddys3Hoi 0OCTPYKTHBHOM sMduzeme. BO3MOKEH CIHOHTAHHBIN
ITHEBMOTOPAKC. JIErouHaA TUNEPTEH3US BbI3BIBAET PA3BUTHE JIETOYHOTO CEPALIA.

Cmewannas gopma - Haubosiee pacnpocrpaHéHHas. IIpu 510k ¢popMe HAOTIIOAAIOT COYETAHHUE
CHUMITTOMOB GPOHXOJIETOYHON U KUIIEYHOM (POPM.

MexonuanvbHulil L1eyc pa3BUBAETCI U3-32 HAPYILIEHH TPAHCIIOPTA HATPUS, XJIOPa U BObI B TOH-
KOU KHIIIKE, YTO TMTPUBOAUT K U30BITOUHOMY HAKOIIJIEHHIO B KUIIIEYHUKE TYCTOTO BA3KOTO MEKOHUS, B pe-
3yJIPTATE PA3BHUBAETCSA TTOTHASA KUIIIEUHAS HEMPOXOAUMOCTb B IEPBBIE JHU KU3HU pebeHKa. OCIOKHEHU-
AMM MEKOHWAJBHOTO WIeyca SBISIOTCA: 3aBOPOT KHUIIEYHUKA, MMPOBOJIEHHE, aTPe3rs TOHKON KHWIIKH,
raHrpeHa, MEKOHHMAJIbHbBIA HePUTOHUT. MHOrma nepdopamusa KMIIKA ITPOUCXOAUT BHYTPUYTPOOHO, 1 pe-
OEHOK POKAAETCSA C TPU3HAKAaMH MEKOHHUAJILHOTO MIEPUTOHWTA [ ABZIeEBa U Ap., 2011].

B TeueHre MHOTUX JIET IMATHO3 MYKOBUCIIU/IO32 YCTAHABIUBAJICA B CIyUae MOMOKUTETbHBIX Pe-
3yJIPTATOR TIOTOBOU IMPOOHI TTPU HAJUUUM OTHOTO WM HECKOJIBKUX CJEMYIOIIUX JOTOJHUTEIbHBIX TPH-
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3HAKOB: XapaKTepHasA XpoHuWUYeckas OOCTPYKTHBHAs GOJe3Hb JIETKUX, HEIOCTATOYHOCTh SK30KPUHHOMN
GYHKIIMN TTOMKETYIOYHOM KeJIe3bl M HeOJIaronmpuATHRIA ceMelHbli aHaMHe3 [ Maitra et al. 2005]. Ha
CETOHANTHUN eHb TAKKE PEKOMEH/IyeTCA BBISABJIATb T€HHYH) MYTAIUI0 U TPAHCIMUTEIUAJIBHYIO Pa3-
HOCTb HAa3aJIbHBIX OTEHIIUAJIOB.

[Tpy THITMYHOU KJIWMHUYECKOU KapTHHE A HOATBEPKIAEHUA IUATHO3a MOKET ObITh JOCTATOYHO
JIOCTOBEPHOIO METOA, TAKOTO KaK ITOTOBBIN TecT. TeM He MeHee, eclid KJIMHUYECKAa KapTUHA HETHITAY-
Ha, HeOOXOIUMBI JOMOJHHUTENbHBIE HCCIEIOBAHUA. [ITMaTHOCTHYECKHE METOAbI, TAKHE KAK T€HETHUECKOE
TECTHUPOBAHNE CEMbH WJIM HEOHATAJIbHBIA CKPUHUHT, TPOBOAATCA A0 MOSBIEHHA KJIMHUYECKUX MPOSIBJIE-
HUH MyKoBHCIHao3a [Behrman, 2004]. O6Hapy:keHre TUIIMYHOM ME€HETHYECKOM MyTALIUH, YBEIHUEHNE
TPAaHCAMHUTEINATLHON PA3HOCTH HA3AJIbHBIX MOTEHIIMAJIOB, €€ HCUE3HOBEHHE MPU MECTHOM HAaHECEHUH
aMWJIOPHA U OTCYTCTBHUE OTBETA Ha MPUMEHeHUe 6eTa-aapeHOMUMETHKOB MOATBEP:KAAIOT HAJMUKE MYy-
KOBHCIMIO3A ¥ MAIMEHTOB ¢ HOPMAaJIbHBIM MJIHM COMHUTEIBHBIMM PE3YJIbTaTaMHM IIOTOBOTrO Tecta [ Farrell,
2008]. JloMOoJHUTETbHbIE METOIbI UCCIEIOBAHUA UCTIOIB3YIOTCA IS ONIEHKH BIWAHUA MYyKOBHCIIHA032
HAa Pa3JMYHbIe OPraHbl M TePaeBTHYECKOH >(PdeKTUBHOCTH JiedeHuA. JlerouHble (QYHKIIMOHAJIbLHbBIE
MPOOHI MOKHO BBITOJHATH IOCJE IIECTUJIETHETO BO3PACTA, MPHU 3TOM OOBIYHO BBHIABJSAETCS CHU:KEHHUE
obpeMa JIETKHUX M OTMEYAKOTCSA MpU3HAKKU JjierouHou oberpyknuu [Tiddens, 2006]. PyHKIUIO TOIKETY-
JIOYHOH KeJIe3bI MOKHO OLIEHUTH HECKOJIBKMMHU MeTomaMH. D(PMEKTUBHBIM METOIOM OLIEHKH SK30KPHH-
HOM (DYHKIMH HOIKEIYIOYHOH JKeJIe3bl ARIAEM ONPEAEICHNE 3J1ACTAa3bl B KaJle, TAKKE IOIMYCTUMO OIIpe-
JleJIEeHHE KOJIMYECTBA *KUPOB B KaJie 32 3 AHsA, KPOME TOrO, MOKHO U3MEPUTDH KOHIIEHTPAIIUIO TTAHKPEeaTH-
yecKuX (DEPMEHTOB B KaJle, TAKMX KAK TPUIICMH M XHMOTPHIICHH. [lopaskeHWe IeueHu ImpoTekaer Gec-
CHMIITOMHO B TEYEHHE MHOTHX JIET, KOHIIEHTPAIUA [eYeHOUHbIX (bePMEHTOB BaprabesbHa U He Koppe-
aupyet ¢ 3aboseBaHueM. J[JI1 MOHUTOPHUHIa U3MEHEHUN UCTIOIB3YIOTCA YIbTPA3BYKOBOE HCCJIEA0OBAHUE
IMeYeHr, MarHUTHO-PE30HAHCHASA XOJIAHTHOrPadUs M CHUHTHIPAGHUS ¢ MMMHOIAYKCYCHONH KHCJIOTOH
[Borowitz, 2009].

HeoHaraspHpIi CKPUHUHT OKa3aJjicAa Iesecoo0pa3HbIM METOJIOM, TAK KAaK OH MO3BOJIAET OCy-
[IECTBJIATh PAHHIOW AWATHOCTUKY MYKOBUCIIHIO3a, HEOOXOMUMYIO JJIS KOPPEKIUYA PAIlMOHA MUTAHUA
OONBHBIX, YTO MOJOKUTETHLHO BIUAET HA WX Pa3BUTHE. [1py MO3IHEN TUATHOCTHKE YBEJIUIHUBAIOTCA Ya-
CTOTA TOCIUTAJM3ANMH OOJIPHBIX, PUCK PA3BUTHA KOTHUTMBHBIX HAPYIIEHWH, Ae(UIMTA [THUTATEIbHBIX
BEIIECTB U OCIOKHEHHH, KOTOPbIE CHU/KAIOT KAUECTBO *KU3HU TMAIIMEHTOR U MOTYT SBUTHCA MPUYHHOM
cMeptH. HeoHaTaIbHBIA CKPUHUHT JOJZKEH MPOBOJAUTHCA B PAMKAX MPOrPaMMbl 00S3aTETHHOU JHATHO-
CTUKW MYKOBHCIIUZI03a W /IS HA3HAYEHUA aJIEKBATHOTO JieueHHA. MceenoBaHHe OCHOBAHO HA OTpesie-
JIeHUW UMMYHOPeakTUBHOro TpurcrHoreHa (MPT) B KpoBH, B3ATOM Ha aHAJIWU3 B TEUEHUE MEPBBIX IBYX
JHEH KU3HW HOBOPOKAEHHOTO. [TpH MYKOBHCIIMAO3€ YPOBHH AAHHOTO MAapPKEPa OKAa3bIBAIOTCA MOBBI-
meHHbpIMA. [1pn oTcyTeTBrY noBeiteHusa VPT, HO BHIABIEHUH MyKOBHUCIIUA032 I MEKOHHUEBOM HEITPOXO-
JIMOCTH KHIIIEUHWKA, PE3YJIbTAThl aHAJN3a KPOBH CUHUTAKOTCA JOKHOOTPHIATEbHBIMU. [Tpy BbISBIIE-
HUH MOJIO:KUTETBHOTO PE3YJIbTATa AHAJIU3A KPOBU UEpe3 14 JHEU CJEIyeT MOBTOPHO OIMPENETUTb YPO-
BeHb VPT MM BBIIOJTHUTH APYTOe NMOATBEPKAAMIEE TUATHOCTUUECKOE UCCIEA0BAHNE, TAKOE KaK MOTO-
BbIN TecT wiu onpenesauts mytanuu JHK [Castellani, 2009].

Hean

Lespto ZAHHOTO UCCIEIOBAHMA ABIAETCA aHAIN3 PaclpocTpaHEHHOCTU M B cpeay HOBOPOXKIIE H-
HbIX Aeter Kypckoit obactu 3a mepuoz, ¢ 2007 T. TIO 2015 IT. ¥ CpaBHEHHE MOKa3aTesied 3a001eBaeMOCTH
MB ¢ apyrumu peruoHamu PO.

MarepuaJjabsl 1 METOABI

MarepuasaMu UCCIETOBAHUSA MOCTYKUIN: 1) aMOyJIaTOPHbIE KAPThl GOJBHBIX, CTPATAIOMINX MY-
KOBHCITUIO30M U HAXOAAIIMXCA HA AUCTIAHCEPHOM HAOIIOIEHUH B MEIUKO-TEHETUIECKOU KOHCY TBTAIHH
Kypckoi 0651acTHON KIMHAYECKOW OOTBHUIIBI; 2) TaHHbIE HEOHATAJIBHOTO CKPUHUHTA Mo Kypckoi obiia-
CTH C 2007—2015 IT; 3) NOKa3aTeau 3a60J1eBaEMOCTH MYyKOBUCIIUZI0O30M MOCKOBCKOM , JIEHMHTPaACKOH,
Boponesxckou, Tomckou, TamMGoBCkoU obyacTeld M AITalCKOro kpas (771 CpaBHEHHS HCIIOJIb30BaHUCh
JIOCTYITHBIE B JTUTEPATYPE AAHHBIE).

MeTo/ibl: UCC/IeNOBAHME MPOBOIMIOCH B PAMKAX CIJIOIIHOTO CKPHUHWHTA HOBOPOKIEHHBIX, MPEIy-
CMOTPEHHOTO MPOEKTOM «37I0pPOBbE» U MPUKa3oM MmuH3apaBcoupassutiua PO or 22.03.2006 N2 185 «O
MAaccoBOM OOCJIe/TOBAHUY HOBOPO:KIEHHBIX IETEH HAa HACJIE/ICTREHHbIE 3a00/I€BaHUA» B TIEPHOA, 2007—2015
rr. TIPOTOKO CKPUHMHIA BKJIIOUAET YEThIPE 3Talla: 1) ONMpeaesieHHd WMMYHOPEAKTHRHOTO TPHIICMHOTEHA
(PT), 2) nortopupii MPT, 3) notosbii TecT U 4) JHK-muarsoctuky. MTMMyHOPEaKTHBHBINA TPUTICHHOTEH
(MIPT) onpenensercs B KPOBU HOBOPO:KIEHHOTO B TEUEHUE MEPBBIX /IBYX JHEH €ro KU3HU. [IpH MyKOBUCITH-
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JI03€ YPOBHH JAHHOTO MapKepa OKA3bIBAIOTCA MOBBIITIEHHBIMH. [1pY BhISBJIEHUH TOJOKUTETHHOTO PE3YJIbTa-
Ta 4epe3 14 AHEH cJeayeT MOBTOPHO orpenesnTts yposenb MPT [Castellani, 2009]. Bo Bpems BbINOJIHEHHA
MOTOBOTO TECTA I/ CTUMYJTHPOBAHMA TIOTOBBIX $KEJIE3 UCITOJIb3YETC MUJIOKAPITVH. [TpH conep:RKaHuH XJIOPH-
JIOB B CEKPETe MOTOBRBIX JKeJie3 B KOHIIEHTPAIK 60 MAKB/J (MILIM3KBUBAJIEHT/ TUTP) U Gosee, mpoda curTa-
erca nonozxkurespHoM [Farrell, 2008]. Tak:xke IPOBOAUTCA MOJIEKYIAPHO-TEHETHYECKAA TUATHOCTHKA, KOTO-
pas TTO3BOJIAET BhIABUTH MyTalyy B reHe MBTP y manpieHTa ¢ TaHHbIM 3a00/I€EBAHUEM.

Pe3yabTaThl U O0CYKACHIIE
B mpounecce uccnenoBanua ObLUTH MPOAHATU3UPOBAHBI TIOKA3ATEMN POKAAEMOCTH, KOJTMIECTBO

obCTeIOBAHHbBIX IETEU HA MyKOBUCIIUA03 U 3a6o1eBaeMocth MB B Kypcko o6s1acTH, a Tak:ke ObLIO TPo-
HU3BEAEHO COMOCTaRIeHNE GOMBHBIX MO TOJTY.

13500

13000
12507 10434

2007 2008 2009 2010 2011 2012 2013 2014 2015
roga

Puc. 1. J[MHaMAKA KOMMUYECTBA POKIEHHBIX JeTeil B Kypekoii obiacTu B ieproj ¢ 2007 1o 2015 IT.
Fig. 1. Dynamics of the number of children born in the Kursk region in the period from 2007 to 2015

W3 pucyHka 1, MOKHO OTPEAEINUTb, YTO HA 2007 TOM, KOJHUYECTBO POKAEHHBIX JAeTel ObLIO 10-
CTaTOYHO HU3KUM, YTO CMEHWIOCh CTPEMUTEIBHBIM POCTOM POKIAEMOCTA B 2008 U MOCIIEIYIOIINX TO-
JIax, ¢ MUKOM B 2012 TO/Ty ¥ CTAOW/IBbHBIMH BHICOKMMH MOKA3aTeNIAMHU ¢ 2013 /10 2015 IT.
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Puc. 2. /luramMuKa KosmmdecTBa obceioBaHHbIX Ha MB sieteii B Kypckoii oGnacta B nepuoj; 2007—-2015 IT.
Fig. 2. Dynamics of the number of children screened for CF in the Kursk region in the period 2007-2015

Ha pucyHke 2 Tak ke UETKO OTMEYAETCA CTPEMUTEIBHBINA POCT KOJIUYECTBA 0OCIEIOBAHHBIX Jie-
Ter Ha MB ¢ 2008 rozga, mo cpaBHEHHUIO ¢ 2007 T., ¢ MAKCUMAJIbHBIM YKUCJIOM B 2012 TOAY.

Tak Kak MYKOBHUCIHMIO3 BXOIWUT B TMEpedYeHb ISTH HACJEICTBEHHBIX 3a00J€EBAHUMN, IO KOTOPHIM
MPOBOAUTCA CKPUHUHT HOBOPOIK/IEHHBIX B PaMKaX ITPOEKTA «3I0POBhE» U MpuKaza MUH3/IPABCONPAZBU-
TiuA PO ot 22.03.2006 N2 185 «O MaccoBoM 0OCIe/TOBAHUM HOBOPO:KIAEHHBIX JIETEH HAa HACJEACTBEHHbIE
3a60J1eBaHIA» , KOJIMUECTBO 00CITIEIOBAHHBIX HOBOPOKAEHHBIX B Kypckoit o61acTv mpubam3miock K 100%.
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Puc. 3. luHaMHKA KOJTHUECTBA JIeTeH ¢ BBIABJIEHHBIME cIydassMi MB # HX COOTHOINEHHE [0 TOTY
B Kypckoii o6acta B iepuoji 20072015 IT.
Fig. 3. Dynamics of the number of children with identified cases of CF and their ratio by gender in the Kursk region in
the period 2007-2015

Ha pucyHke 3 mpeacraBieHa IUHAMUKA KOJMYECTBA AeTel C BbIABIEHHBIM MB 1 mx cooTHOIIe-
HUe TI0 TIoary. M3 aHHBIX PUC. 3 BUAHO, YTO B 2007 Tomy ObLI OMpenesiéH TOMbKO 1 caydaid MB y HOBO-
POKAEHHOTO MAJTbYMKA. B 2008 T. BMecTe ¢ POCTOM POKAAEMOCTH YBEJIUUMIIOCh U KOJMYECTBO ZIETEH C
BbIABRIEHHPIM MB. Bbun nparHocTupoBad 1 cayyail MB y Manpumka U 2 y IeBouek. B 2009 romy ormeue-
HbBI TOYHO TAKHWE Ke OKA3aTeNH, KaK U B 2008r. 3a nepro, 2010 roaa He ObUIO HU OHOTO BBISABJIEHHOTO
¢Iydas MyKOBUCIMA03a. B 2011 r. amarHoCcTUPOBaHkI 2 ciaydada MB, no oiHOMY y MaJIbUMKOB U JEBOYEK.
B 2012 roxy 6bLM pokaeHbl 2 Magpurka ¢ MB. 3a 2013 1. BeIABIeH oauH coayyad MB y manpumka. B
2014 roay y 3 eTel AuarHocTupoBad MB, 1 — y IeBOYKM U 2 — Y MAJIBYMKOB. 2015 TOJl — 2 HOBOPOXKIEH-
HbIX ¢ MB, o OiHOMY Ka:KJ0ro moJja.

Taxkum 06pa3oM, ¢ 2007 TIO 2015 IT. B Kypckon 061acTH Ob1I0 BRISBIEHO 17 GOJbHBIX MyKOBHC-
ouao3oM. M3 17 mereid — 10 MAMEHTOB MY*KCKOT'O TI0J1a, 7 MMALMEHTOB *KEHCKOT0. ¥ 6obmmHCTBA obcie-
JIOBAHHBIX ZIeTel peobiagasa cMeranHas (popMa MyKOBHUCIIUA03a C IIPOSABJICHUEM KaK KUILIEYHBIX, TAK
¥ GPOHXOJIETOYHBIX CUMITTOMOB. Bcem mamuyeHTaM ¢ BhIABIEHHBIM MB GbLIO MPOBEEHO MOATBEP:KIAT0-
ee MeAUKO-TeHEeTHYeCKOe HUCCIeIOBAaHNE, U3 KOTOPOTO B MOZABRJAIONIEM OOJBITUHCTBE CIydaeB Oblia
BBISABJIEHA MyTalus reda DelF508.
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Puc. 4. /luaaMuKa CTPYKTYpbI 3abosieBaeMmoctd MB y sieteii B Kypckoii 061acTi B iepuoji ¢ 2007 10 2015 IT.
Fig. 4. Dynamics of the structure of CF disease in children in the Kursk region in the period from 2007 to 2015

PucyHOK 4 oTpaskaeTr cTpyKTypy 3abosieBaemMocTd MB B Kypcko# o6sacTit Ha 1000 HOBOPOZKIEH-
HBIX B MEPUOJ, 2007—2015 IT. U3 Hero ciaeayer, uro 3aboseBaeMocTh MB ObL1a MakcHMasbHA B 2008,
2009 ¥ 2014 IT., B TO BpeMs KaK B 2010 ToAy He 6bLJIO 3aPETUCTPHUPOBAHO HUA OTHOTO CIyIas.

TaxkuMm o6pa3oM, cpeIHHN Moka3aTes b 3a0omeaeMocty MB o Kypckoit ob1acTi 3a mocaeaHHe 9
JIET COCTABWII 0.15%o0. [Ipy cpaBHEHUH Pe3yJIFTATOR C JAHHBIMU HEOHATATBHOTO CKPUHHUHTA MOCKOBCKOU
(0.1%o0), JlenuHrpaackou obaacten (0.12%o), AnTakickoro kpas (0.1%o), mokazatenu Kypckow obiactu
OKa3aJIMch HEMHOTO Hke. B BopoHe:xkckou (0.18%0), TomMckou (0.45%0), 1 TamboBcko (0.2%0) obiia-
CTAX TOKa3aTesau 3a00JeBAEMOCTH OKA3aINCh HECKOJIBKO BBIIIE B CPABHEHHUH C HOJYyYEeHHBIMU HAMU Pe-
3yzpraTamu [ Kampanos, 2008]. BeisipsieHHbIe pa3inuns B 3a6omeBaemocTyi MB B mepeunciieHHbIX Peru-
oHax P® moryT GbITh 00YCIOBIEHBL: 1) TEHETUYECKON reTePOreHHOCTHIO PA3JINYHBIX MOIYJIAWMN; 2) BO3-
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MOZKHBIMHU CJIyYAsAMH B Pe3yJIbTaTe HEOHATAIBHOIO CKPUHUHTA, B YACTHOCTH, HEMOJIHOLEHHOCTHIO TTPO-
BOAMMOIO TECTA HA UMMYHOPEaKTUBHbBIHN TpuricuHoreH (MPT), Tak Kak MOJIOKUTENbHbBIN PE3yIbTaT (PUK-
CHUpyeTCs, KaK MPaBUJIO, ¥ TOMO3UTOT IO "KECTKUM'" MYTaIliAM, IPH T'€HOTUINE "MATKasg-MArKas WA
"MATKaA-;KECTKAA", PE3YAbTAThl MOTYT ObITh OTPUIIATELHBIMH [ [eMOUIIKAS, 2014 ].

Takum 06pa30oM, TPOBEAEHHOE HAMH UCCIEA0BAHME YKA3bIBAET HAa 3(PPHEKTUBHOCTD POBOUMOTO
CIJIOIITHOTO HEOHATAJIBHOTO CKPUHHUHTA Ha MB, YTO TIpHBEIO K YBETUUEHUIO BBIABIAEMOCTH 3a00J1eBa-
HUS U CBOEBPEMEHHOU MOCTAaHOBKE JIMATHO34, ellle 10 KIMHUYECKUX MPoABIeHni. Takoi noaxon K aua-
rHOCcTHKe MB 71aéT BO3MOKHOCTh KaK MOKHO PaHbIIe HA3HAYUTH JICUEHHUE JETAM U TO3BOJAET 3HAUU-
TEJILHO YJTYYIINTD KAUECTBO U MPOAOIKUTEILHOCTD KU3HU HAI[UEHTOB.
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