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3a0oJieBaHus JIETKUX, B TOM YHCJIe MYKOBHCIII/I03, 3aHUMAIOT Beylllee MeCTO B MATOJIOTMH J€TCKOI0
BO3PaCTa M XapaKTepHu3yIOTCs Pa3HOOOPa3HbIMHU KJIMHUYECKUMH 0CO0EHHOCTAMHU, BBICOKMM PHCKOM
Pa3BUTHA OCJI0KHEHMIT M HeGJaronpuATHOro ucxoaa B Cudoupckom @eepajb-HOM OKpYyre, a TaKKe
AuraiickoM kpae[l]. MykoBHCIHI03 — HacJIeCTBEHHOE 3a00/1eBaHNe C AyTOCOMHO-PeleCCUBHBIM THIIOM
HacJieoBaHus, o0yciaoBiaennoe myranueil rena CFTR (MykoBuCUIHMI03HOTO TPAHCMEMOPAHHOIO peryJsitopa
nposoanMoctn). Kak npaBuiio, poaurenn sBJISIIOTCA HOCUTEJISIMU NATOJOTHYeCKOT0 IeHa, HO 3TOT
«HEI0CTATOK» Y HUX KOMIICHCHPYeTCsl HOPMAJIBHBIM I'€HOM, PACIIOJI0KEHHBIM B COCeHEH rOMOJIOTHYHOM
XpoOMoOCOMe, B pe3yJibTaTe 4ero Npu3HakoB 0oJie3HH He Halaoaaercs[2]. Cpeau counajbHbIX (PAKTOPOB,
CIOCOOCTBYIOIIHX PAa3BUTHIO 3200/1¢BaHNs, 3HAYHTEIBbHOE MeCTO 0TBOAUTCS cembe. Ilo cTrenenn 3naunmMocTH
1151 GopMHMPOBAHMS ONACHBIX TeHAEHLUHI Bbl/leJieHbl IPeMOpPOuAHbIe (PAKTOPbI: HENOJIHAS CeMbSI;
acoUHMaIbHAA CeMbsl; AKYLIEPCKO-THHEKOJI0TMYeCKMii aHAMHe3; XapaKTep BCKAPMJIMBAHU; HAJTMYHUE
aToNnMYecKUX 3a00/1eBaHmii, HAJHYNE AaHEMHH, HU3KHE COINAILHO-0bITOBbIE yciaoBus[3]. Hanuume y nereii
BblllIeNepevYrcaeHHbIX NPeIpacnoiaraloiux cOHaAJbLHbIX U NPEeMOPOMIHBIX (haKTOPOB €cNIOCOGCTBYET
THXKEJIOMY TEUYECHHI0 MYKOBHMCIH/1032 C BO3MOKHBIM Pa3BUTHEM OCJI0KHEHHMI. YUYHTbIBasi CEPbe3HOCTh
3a00J1eBaHMsA, U TOT (pAKT, YTO BO3MOKHOCTH /ISl TOJTHOTO M3JIeYeHHUs /IeTeil 0T ITOI MaToI0ruu HeT, AeTH ¢
MYKOBHMCIH/1030M TPeOYIOT OCTOSTHHO NOBBLIIIEHHOI 3a00ThI 1 BHUMAaHUs [S].
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Lung diseases, including cystic fibrosis, occupy a leading place in childhood pathology and are characterized
by a variety of clinical features, a high risk of complications and an adverse outcome in the Siberian Federal
District, as well as the Altai Territory [1]. Cystic fibrosis is a hereditary disease with an autosomal recessive
type of inheritance caused by a mutation in the CFTR gene (cystic fibrosis transmembrane conductivity
regulator). As a rule, parents are carriers of a pathological gene, but this “disadvantage” in them is
compensated by the normal gene located on the adjacent homologous chromosome, as a result of which there
are no signs of the disease [2]. Among the social factors contributing to the development of the disease, a
significant place is given to the family. By the degree of importance for the formation of dangerous trends,
premorbid factors were identified: single-parent family; asocial family; obstetric and gynecological history;
nature of feeding; the presence of atopic diseases, the presence of anemia, low social conditions [3]. The
presence of the above predisposing social and premorbid factors in children contributes to the severe course
of cystic fibrosis with the possible development of complications. Given the seriousness of the disease, and the
fact that there is no way to completely cure children of this pathology, children with cystic fibrosis require
constant increased care and attention|[5].
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Beenenue: 3a00J1eBaHUs JICTKUX, B TOM YHCJIC MYKOBHUCIIUI03, 3aHUMAIOT BEAYIICEC MECTO B
MaTOJIOrMn ACTCKOI'0 BO3pacCTa U XapaKTCPUIYIOTCA paSHOO6p33HBIMI/I KIIMHNYCCKUMMU

0COOEHHOCTSIMH, BBICOKUM PUCKOM PA3BUTHS OCTIOXKHEHUH M HEOIAronpusaTHOTO UCXOa B



Cubupckom denepanbHOM OKpyTe, a Takke AnTaiickoM kpae[l]. MykoBucuumos —
HacJIeZICTBEHHOE 3a00JIEBaHUE C Ay TOCOMHO-PELIECCUBHBIM THUIIOM HACJIEI0BAHUs, 00YCIOBIEHHOE
myTanueit rena CFTR (MyKoBHCLIHI03HOTO TPAHCMEMOPAHHOTO PeryJisiTopa MpoBOAUMOCTH)[2].
Kak npaBuio, pogureny sBISIFOTCS HOCUTENISIMH [TATOJIOTUYECKOTO Fe€Ha, HO 3TOT «HEAOCTATOK» Y
HUX KOMIIEHCUPYETCSl HOPMAJIbHBIM I'€HOM, PaclOI0XKEHHBIM B COCETHEN TOMOJIOTUYHOMN

XpOMOCOME, B pe3yJIbTaTe Yero Npu3HakoB 0oJjie3HU He HaOmonaeTcs[3].

Lleab uceiel0BaHNsA: YCTAHOBUTH OCOOCHHOCTH T€UEHUSI MyKOBUCIIM03a y JIeTel. 3aaauu
uccieoBaHus: 1. BBISIBUTh HAJTMUKME HACIIEICTBEHHOCTH Y IETEH ¢ MyKOBUCIN1030M. 2. OLIEHUTh
CTEIEHb TAXKECTU COCTOAHUSA. 3. OLeHUTh GU3NYECKOE U ICUXOJOTMYECKOe Pa3BUTHE AeTell ¢

MYKOBUCIIH/I030M.

Martepuanbl 1 MeTOABI HccaegoBanus: Hamu B neTckoil ropoackoit noaukanHuky Ne 10,

HalOo1aIich U 00CIeI0BaIKCh 1Ba peOeHKA C IOATBEPKACHHBIM JHATHO30M MYKOBUCITUIO3.

OO0cy:xnenne: JlanHble 1eTH U3 OAHOM CEMBH - ABE 1eBOUKU-cecTphl 2015, 2017 roxa poxxaeHus - ¢
MOJTBEPKACHHBIM JHarHO30M MYKOBHCIH103a. [Ipy 00ciiefoBaHne B MOJIEKYIAPHO-TCHETHYECKOM
naboparopuu JILIAK, y marepu He uneHTHUIIMPOBaHA MyTalus TeHa MyKOBHCIHI03a, Y OTIa
UACHTU(UIIMPOBAHA MyTalMs reHa MykoBuciuao3a delF508 B reTepo3sUroTHOM COCTOSIHUH, Y
JIEBOYEK - WICHTU(UIIMPOBAaHA My TalHs TeHa MykoBuciuao3a delF508 B retepo3urotHomM
coctostHuU. OOenM IeBOYKaM BBICTABJICH AWarHo3: MyKOBHCIHI03, CMeIIaHHas (popMma,
cpenueTspkenoe Tedenue. O0e JeBOYKH MOTydJaloT 0a3uCHYI0 MyKOJIUTHYIECKYTO Tepanuio. OHU

ocBuzeTeNnbcTBOBaHbl HA MCDO: naHa | rpynna MHBaIUAHOCTH.

[To nuTepaTypHbIM TaHHBIM: CPEAM COIMATBHBIX (PaKTOPOB, CIIOCOOCTBYIOUINX PA3BUTHUIO
3a00JIeBaHuUs, 3HAYUTEIFHOE MECTO OTBOJIUTCS cembe. [1o cTernenn 3HaYMMOCTH st
(hopMUpOBaHHS ONACHBIX TEHICHIIMI BBIACICHBI TPEeMOPOUTIHBIC (DAKTOPHI: HEMOTHAS CEMBbS;
acoIMaIbHAs CEMbSI; aKyIIEPCKO-THHEKOJIOTMYECKUN aHAMHE3; XapaKTep BCKapMIIUBAHUS; HAJTUUHE
ATOTMMYECKUX 3a00JIEBaHNM, HATMINE aHEMUH, HU3KHE COIMAIbHO-ObITOBBIC yCaoBus[4]. Cemps,
paccmaTprBaeMasi HaMH, UMeJia HEKOTOpbIe COIallbHbIe (PakTOphl Takue, Kak: 1. OTcyTcTBHE
y3akoHeHHOro Opaka y poauteneii; 2. Kypenue otia Bo BpeMs 6epemenHocty; 3. Hanmuune
9KCTPAreHUTATBHOH MATOJIOTHH y MaTePH BO BPeMsi OEPEMEHHOCTH - XpOHUYECKHI MUETOHS()PUT;
4. Panee npekpalieHne eCTeCTBEHHOTO BCKApMJIMBaHUsI Ha epBoM Toty >ku3Hu (Craprmas 9
MecsIIIeB, MiTaamas - 5 Mecsren); S.MUHUMaIBHBINA CPOK MEXTY ponamu - 1 rox 2 mec; 6. O0e
JIEBOYKH OTHOCSATCS K TPYyTIE YaCTO OOJICIOMINX, B CBSI3U C 3TUM UMEETCS MEJI.0TBOJ] OT
OOJBIIMHCTBA IPUBUBKOB; 7. Hanmuuue aronuyeckoro aepMaruTa y crapuiei qouepu. 8.3axepikka

dbusuueckoro pazsutust (UMT y crapmeii - 15,2, y mumanmeit - 14,2).



BoiBoabi: Takum 06pa3oM y pacCMOTPEHHON HAMM CEMbU UMENIUCh T€HETUYECKUE (PaKTOPHI -
MOJITBEPXKIEHHBIE METUKO-TEHETUYECKUM O0CII€ZIOBAaHHEM, a TAKXKE BBISIBIICHBI COLIMAJIbHBIC
(bakTops! (KypeHHe, SKCTpareHUTanbHas aToJIOTusl, paHHUN TIepeBOJ] HA UCKYCCTBEHHOE
BCKapMJIMBaHHE, aTONHsI, YacTo OOJIeromue 1eTH, 3a1epkka (GU3NnIecKoro pa3BUTHUs),
OTATOLIAIOLIUE PA3BUTHE U TeUeHUE 3a00sieBaHus. Bee BhllenepeunciieHHOE B KOMIUIEKCE U
KaKJI0€ B OTJIEIBHOCTH UMEET BIUSHUE HA TSHKECTh TEYEHHS BOCIAIUTEIBLHOTO IIPOLIECCa B JIETKOM.
Hanuuue y nereil BilenepeyncIeHHbIX IPEIPacoaraloiX COUaIbHbIX U MIPEMOPOUIHBIX
(akTOpPOB CIOCOOCTBYET TXKEIIOMY TEUCHHIO MyKOBHCIIH103a C BOBMOKHBIM Pa3BUTHEM
OCJIOXKHEHUH. Y YUTHIBasi CEPhE3HOCTH 3a00JIEBaHMS, M TOT (DAaKT, YTO BO3MOXKHOCTH TSI IOJTHOTO
U3JIEYEHMs] JETel OT 3TOM MAaTOJIOIMU HET, IETH ¢ MyKOBUCIUI030M TPEOYIOT IIOCTOSHHON

MTOBBIIICHHOM 3a00ThI M BHUMaHUA[5].
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