








OT3bIB
Ha aBTopeQepar AlrcceprarluonHofi pa6oru Bacen€sofi lOnun Oneronnrr Ha reMy

<<KorrluleKcH€Ul oIIeHKa 3AopoBbt vr e$SerrunHocTp1 raprernoft Teparlnvr

MyKoBrrcqraAo3a y Aerefi>>, [peAcraBrennofi Ha colrcKaHvre yreHofi crerIeHLI KaHAuAara

MeA[rlrrHcKtrx HayK rro crerlr4aJrbHocTLl 3 .l .21. fle4uarpux

Hayrnax pa6ora Bacen€soit lOltuu OnerosHrr [ocBflIrleHa LT3yrreHL[o Ba)KHoLI B

HayrrgoM Lr rrpaKTlrrrecKoM rIJIaHe npo6lerue JIetIeHlIfl MyKoBI4cIIrIAo3a oIIeHKe

eQQexruaHocrl{ rIpoBeAeHI4t raprerHol4 reparuIu CFTR-uoAyJI{ropaMI'I rp}I

MyKoBr4cIIrIAo3e Y Aereft .

Myroaucrlr4Ao3 orracHoe AJrfl )KI{3HLI, HacJIeAcTBeHHOe MoHofeHHoe

ea6otenaHue, HacJIeAyeMoe 11o ayTocoMHo-peqeccuBHoMy TLIIy' o6yclonleHHoe

uyraquefi reHa rPaHcMeM6PaHHoro peryrltropa MyKoBI4cIIlIAo3a (CFTR) vr

XapaKTepu3yloqeecfl MyJIbTLTc[cTeMHbIM IIopaXeHneM xteJle3 eHeruHefi ce4pequu,

oco6euno BbrppKeHnofi naroloruefi opranoB Abrxauu-f,. Ienerz'recKarl rerepol'eHHocrb

rrarI4eHTOB C MyKoBr.rcqlrAo3oM orrpeAeiuleT neo6xoAnMocTb pacuupeHux uayfirofi

6asH AaHHbrx o6 sQQerrlrBHocrlr racrroJlb3oBalvflCFTR-rraoAyJl{ropon y,4ereft.

Kporvre 9Toro, HecoMHeHHEUr aKTy€IJIbHOCTb AI'ICCepraIIrIoHHOfO IICCJIeAOBAHUS

cBfl3a'a c neo6xognMocrbro paspa6orxn cuoco6os rrporHo3llpoBaHu-f, o6ocrpennx

6ponxoneroqHoro flpoqecca y Aerefi c MyKoBI4cIILIAo3oM.

Hayrnar HoBLI3Ha

ycraHoBJI ennvr Bacen6soft

AlaccepTalluoHHofoI4ccneIoBaHkTS'3aKJlloqaeTcf,B

rc.O. rrlranu'recrofi e$SercruBHocrll reparuIll CFTR-

MoAyJrrropaMlr AJrs yMeHbrrreHr{r qncra 6ponxoleroqHbrx o6ocrpennfi', tpedyloqux

rocnrrriurv3arluvu Ha:]Haqe:nnfl. [apeHTepalrnoft anrra6arrepl4€ulbHoft repauun y Aeretr

c MyKoBI4CIITIAO3OM.

Anropottt rroATBep)KAeHa BbICOKTUI , s$SerruBHocrb Tepanvn

nnarcasrop*resarcaorop*snercar<aQrop w vBaraQrop B HopM€Url43arlvrtr cHl{xeHHbrx

rroK€BaTenefi $ynrqlr[ BHerrrHefo AblxaHv.f,, a Teparuvr uBaKaorop+rryrr'raxa$rop - n

rropM€rJrpl3 Arln:g- IIOK€BaTelefi QynrqrroHrrpoBaHns. opraHoB rII{UIeBapeHLrs'.

IrIccneAosareJIeM BrrepBble ycTaHoBJIeHO, lpoBeAeHrle TeparII4[

unaHaQropfresarasrop*slercarasrop u lrBaKaorop cHlrlI(aJIO pLIcK BbLttBJIeHI{rI reHOB



aHTrr6rdoTI4Kope3I4cTeHTHocTLI uIErpo6uoMa AbIxaTeJIbHbIX rryreft s 2 pasa' a pI{cK

BbrcoKoft cblBopoTotlHofi KoHIIeHTp alJ4n6uorr'raprepa CA19-9' Y 7 paz'

AnropoNl pa3pa6oraHa v rrpeAJroxeHa BblcoKoqyBcrBnreJlbH€l"jf, (96P%) vr

BbrcoKocneqnol{rrH afl (85,7yo) uareuarr{rrecK€r.n MoAeJrb rrporHo3}IpoBaHl4r o6ocrpenux

6poHxoleroqHoro rrpoqecca 14 Heo6XoAI4MOCTLI Ha3HarIeHI4rI napeHTepaJIbHOI4

aHTr.r6aKTepu€UlbHofi tepauuu y,{etefi c MyKoBI{cIII4Ao3oM'

rIccJreAoBaHVIA, rlMerorPerynrrarrr, rIoJIfreHHbIe B xoAe AI'IccepraIILIoHHoro

BbrcoKylo TeopeTllqec111fto u npaKTLIIIecKyrc 3HaquMocTb' fIpeAcTaBJIeHbI AaHHbIe oO

ypoB'e cbrBoporoqgofi KoHrIeHTpawr4yrneBoAHoro aHrlrreHa CA 19-9 y naqueHToB c

MyKOBIICqUAO3OM AercKofo Bo3pacTa, tBJltroilIefoct rrelrHBa3rIBHbIM 6novraprepou

[porpeccr4pyroqero sn6posa JrerKrrx; noK€BaHa 3HaIIIIMOCTb ero AIIHaMI{KVI Ha sone

Tepanuv cFTR-rraoAyJr.rrropaMK. Anroporvl AOKa3aHO cHrIX{eHrIe [oTpe6HocTrl B

rrapeHrep€IJlbHofi aHTrI6aKTepl{€ulbHofi repawll4 Ha SoHe reqanuu CFTR-

MoAyJrrropaMrr. llccreAosaTeJreM pacrrl4peHa :naYr*afl, 6aza yanHblx 06 annelgroft

qacToTe TSHeTLIIIegKI{X BapIIaHToB HyKJIeoTI{AHofi [ocJIeAoBaTeJIbHocTII IeHa CFTR y

Aerefi c MyKoBlIctIrIAo3oM B oAHoM LI3 perlaoHos P@'

Oco6yro 3HaqI{MocTb LIccJIeAoBaHVfl. IIpeAcraBJIteT paspa6ora6Hafl' MoAeJIb

[porHo3]IpoBaHIlf, 6ponxolerollHblx o6ocrpenufi, KoTopylo aBTop peKoMeHAyeT K

LrcrroJIb3oBaHLIrc B npaKTIIKe Bpaqa-[e[naTpa, [ynbMoHoJIOra' OcyqecTBJItIOII[X

AncnaHcepHoe Ha6rroAeHrre naqveHToB C MyKOB?ICqLIAO3OM.

Oqesuffra TaK)Ke tr [paKTl'IqecK€lf, 3Haql4Mocrb pa6orbl. Pesylrrarrt

AlrcceprarlrioHHoro r{ccJreAoB a'r4s. BHeApeHbr B neqe6Ho-Al4arHocrrlrlecKl{fi upoqecc

fAy3 co <o6n acr]Hafl. AercKar KJrr{Hrlrrrecr<as 6oDHLrrID). Paspa6oransHft aBTOpOM

un6oprr,raquonHrrfi Telegram-KaHEUI <CF-analitic-boU ocylqecrBJuler roAAepXKy

BpaqaM-[eA[rarpaM, nyJrbMoHOJrOfaM npn [pofHo3kTpoBaHvrkr pvrcKa 6poHxoleforlHofo

o6ocrpenvTs. u peureHr4r4 Borrpoca o Heo6xoAr'Mocrrr KoppeKrrr4u 6asucnoft Tepanvrr4 n

cBoeBpeMeHHOrO H€BHarIeHLIt anru6arrepu€ulbHblx JleKapcrBeHHbrx [penaparoB'

Marepualbl AI{ccepTaIII4oHHoro [ccJIeAoBaHI4.l BHeApeHbI n yre6Hufi npoqecc AIIfl'

cryAeHroB rr opAr{HaropoB rasegpu l.ocrllraJlblrofi ne$ylurpvlr @fEoy BO yTMy

M3 PO.
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,[ocrOnepHocTb 14 o6ocHosaHHocTb HafIHbIX uoloxenzft, BbIBoAoB u

[paKTrlprecKlrx peKoMeHAArlVriT., CQOpUyru4poBaHHbIX B 4nccepTarluv, He BbI3bIBaer

coMHeHufi. O6te]vr [poaH€il[3lrpoBaHHoro KJILIHrIrIecKoro Marepualla, MeroAbr

ra6oparopHo -LIHcrpyMeHT€IJIbHoro corrpoBolKAeHrlt [aIII4eHTOB, I{C[OJIb3OBaHHbIe

coBpeMeHHbIe MeroAbr crarr{crlltlecKofi o6pa6orr<u .4aHHbIx rIo3BoJLf,Ior crl}ITarb

[oJIr{eHHbIe pe3yJIbTaTbI BbInoJIHeHHOTO

apTMeHTUpOBaHHbIMU I',I AOCTOBepHbIMII.

AeropeQepar coorBercrByer reKcry

Heo6xoAI{MbIe pa3AeJrbI AI{CCepTaIII{OHHO|O

coorBercrByer rpe6oBaHusrvr fOCT P 7.0.11 - 11, npuHqLIrII{EUIIbHbIX 3aMeqaHvrrr IJer.

Ocnonnrre noJIoXeH]It AnccepTaI\uLr oTpaXeHbI B BbIBoAaX u [paKTLIqecKuX

peKoMeHAarlr{f,x. BsrsoArr o6ocHoeaHu, cQoprvryJlllpoBaHbl KoppeKTHo B coorBercrBLILI

c ocHoBHbIMu HalqHbrMI4 noJloxeHnfrMn) rIpeAcraBJreHHbIMrI aBTopoM, B rlonHofi Mepe

coorBercrByror rleJrrr vr 3aAarIaM IaccneAoBalr4fl, o6laAaror 4ocrarovnofi Haf{Ho-

lpaKTuqecKofi IIeHHOCTbTO.

,{uccepraqux AocTaroqHo aupo6upoBaHa v ocBtIIIeHa' B XypHaJIaX'

perleH3'rpyeMbrx BAK. flo pe3yJrbraraM ALTCCepTaIILIOHHO|O IICCJIeAOBaHkTfl'

ony6InKoBaHO 9 neqaTHbrx pa6or, r{3 HLIX 3 HaTIHbIX CTATbW B n3I\AIdI1[)(,

p eKoMegAosaHHtrf BAK glx uy6n wxa\uir ocHoBHbIX Haf{Hbrx p e3yJlbraroB.

BbIrrIeLI3JIOnteHHOrO 'IIeJIeCOO6pa3HO 3aKlIOqLITb' IITO IIO

aKTy€rJrbHocTr{, HarrHofi HOB[3He, O6reuy uccJleAoBanuit, MOTOAI{q€CKOMy ypoBHIO'

AocToBepHocTII[onyqeHHblxpe3yJIbTaToB,oAHo3HaqHocTI4 BbrBoAoB, Teoperl4rlecKoft I4

lpaKTuqecrofi 3HarrlrMoc rLt, AVccepraIII{oHH al., pa6ora Bacen€sofi'IOttuu OrerosHrr Ha

TeMy (KoMrneKcHEUr orreHKa 3AopoBbfl vr e{Qer<tuaHocrl{ rapretnofi repallrIl4

MyKoBr{cqrrAo3a y Aerefi)), [peAcraBJreHHat Ha coI4cKaHvre freHofi creleHl{ KaHl.krl.ara

MeAr{qr{HcKLrx HayK no cneqtIELIIbHOCrH 3.t.2I. lleAuurpvs', f,BJItrerCt

caMocTosTeJIbHbIM HaflHo-Knanz$raraqlloHgblM I4ccneAoBaHLIeM, pe3yJIbTaTbI

Koroporo LrMeror HecoMHeHHoe reoperrlnrecKoe u [paKTrlrlecKoe 3HarIeHI{e. B pa6ore

AT4CCepTaIITIOHHOfO }ICCJIEAOBAHVTfl

AUCCepTaIITI U OTpaxaeT Bce

LrccJreAoBa'F'ivrs., efo osoprraneune

3aMIoqeHne.

Ha ocHoBaHLIIa

perueHa aKTy€ulbHat HarIHag. 3aAaLI4 LIMeIOUIat BaxHoe 3HaqeHVe [nfl' IIeAkIa;TppIv vl



4

3aKrloqarcrla1cfl. B noBbrrueHrlrr e$QerrunHocrll reqeHu.f, LI yn)rurrlteHvln KaqecrBa

xrr3Hrr y 4erefi c MyKoBrrcqlrAo3oM. Pa6ora coorBercrByer rpe6onanuxu n. 9

<<floloxeHr{r o IIpI{cy)KAe]F{:1I:1- yqeHbrx creneHefr), yrBep]KAeHHOfO nocraHoBJIeHI{eM

flpannrerbcrBa Poccuficrofi (De4epaquu (upuras J\b842 or 24.09'2013 f., B

4eficrnyrou1efi pe4arrlr{n or 25.01.2024r.), npeAbrBrseMblM MlanzcrepcrBoM Id.ayKkr vr

Bbrcrrero o6pa-:onanur P@ r ArrcceprarllroHHbrM pa6orarra Ha couIcKaHple yreuofi

crerreHrr 1;a1g^trvr1ara HayK, a ee aBTop BaceH€na lOlus Oneronua 3acJlyxuBaer

lrpucyxAe:fllufl. yrenofi crefreHz KaHArrAara MeAr{qrrHcK}IX HayK rlo c[eIII4€IJIbHOCTLI

3.1.21. fle4uarPIEx.

Coruacga ua c6op, o6pa6orHy, xpaHeHlre, pa3MeIrIeHrIe B cerll <<I4nrepneD) MoLIx

flepcoHurJrbHbrx au""utf 1" coorBercrB]re c rpe6oealvrflMvr rpLIKa3a Muuo6pnayKu
poccNll }lbl or 09.01 .2020 r.), ueo6xoArrMbrx .qnr pa6orbr AlrccepralllloHHofo coBera

21.2.074.02, co3AaHHoro Ha 6ase Qe4epaffiHoro rocyAapcrBeHHoro 6ro4xerHoro

o6pa:onareJrbHoro frpexAeHkrr Bbrc[Iero o6pasoBanils. <<Vpalrcxnfi rocyAapctneHurrft

MeAlrrllrHcrufi yHr,rBepcurer)), MunucrepcrBa 3ApaBooxpa:ae:eilafl' Poccuficroft
(De4epaqun.

,{uperrop @e4epalrHoro rocyAapcrBeHHoro

6roAxetnoro Ha)^rHoro f{pe)KreHnfl'
<HayrHufi qenrp npo6lervr 3AopoBb{ ceM

u pelpoAyKIII{U TIeJIOBeKD)

AOKTOp MeATIIILIHCKI4X HayK,
qreH-KoppecrloHAenr PAH Jho6oer BnaAuultPoBHa

,d/,"
D /).7u1//fd4;- 201b r.

Oe4eparrrHoe rocyAapcTBeHHoe 6roANerHoe HafIHoe flpexAeHue <<HayrHuft qenrp

upo6Ierr,r 3AOpoBbr ceMbrir r4 perpoAyKrlr{u rIeJIoBeKa) ((DfBFry IilI [3CPr{).

Agpec: 664003, r. I4pryrcK, Yr. Turvruprsena,16'

Cafir : http s ://health-familY.ru/
E-mail : iphr@sbamsr.irk.ru
TeneQon/$arc : (39 52) 20-7 6-3 6

lloAnncr.rneu-xoPP. P

Pn.rKosofi JI.B.
3ABEP-f,IO:
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