OT3bIB

OGULIMATEHOTO OMIOHEHTA JOKTOPA METUITMHCKHX HayK, OLEHTa, npoteccopa
KaQepbl FOCIUTANBHOM IIeuaTpun, Kahenpsl (aKyILTETCKOM HeIHMaTpPUH ¢ Kypeom
neTckux Gomesneit nedeGuoro dakynsrera ®IEOY BO "Cubupckui
TOCY 1apCTBEHHBIN MEIMIIMHCKHH YHHBEpCUTET" MunwucTepeTBa 31paBOOXpaHeHIS
Poccuiickoii ®enepanum Jlomkosoii EneHbr BiagumupoBHEI Ha IHUCCEPTALAOHHYIO
paboty Bacenépoii FOmun Onerosns! Ha Temy «Kommiekcuas OIIEHKa 3/I0POBbS U
3((peKTUBHOCTH TAPreTHOH Tepanuu MyKOBHCIHI03a y JeTel», NpeCcTaBIeHHYIO Ha
COUCKaHWE YUCHOM CTEIIeHU KaHUATa MEANIUHCKIX HAYK

o cnenuaneHocTy 3.1.21. Tequatpus

AKTyaabHOCTH H3GPAHHOI TeMbI HCC/Ie0BAHHS

Aucceprannonnas pabora Bacenésoit IOmun Onerosus! nocpsimena OJHOU W3
AKTYalbHBIX  [POOiIeM COBPEMEHHOrO JIEYECHHS MYKOBHCLMAO03a — HU3YUCHUIO
OQ(QEKTUBHOCTH MPOBENIEHAS TAPreTHOMN repammd  CFTR-MonynsTopamu  mpu
MYKOBHCIIHI03€ Y JIETEH.

MyKoBHCIHIO3 SIBIsETCA OMHHM M3 CAMBIX YacTO BCTpEYaeMBIX OphaHHbIX
3aboleBaluil y JeTed, KOTOpoe XapaKTepH3yeTcs MOPaKEHHEM BCEX 3K30KPHHHBIX
XKeNe3, IHKH3HEHHO BaXXHBIX OpPraHoB M cucreM. C MOMEHTa BHEAPEHHUS B
[ICAHATPHMCCKYIO NPAKTHKY TaPTeTHOM TePAaluu Kap[MHATBHO M3MEHHICS IIPOTHO3
NIAUMEHTOB ¢ MyKoBHCLMIO030M. CramjgapTHas cxema 0OasWcHOM Tepammu,
O0LIeNIOCTyHAsS AN BCeX MAIMEHTOB, HE3ABHCHMO OT HX BapHaHTa HYKJICOTHIHOIM
nocaenoBarenbHOCTH  rema CFTR,  HampaBleHa  JHIIb  HA  3aMejUICHHE
TPOrpeCcCHpOBAHUs  MATOJOTMYECKOr0 IPOIEcca, MHHMMH3AIMIO  I[1OCTENCTBHI
XPOHUMECKOrO BOCHANICHMS, HO SABJIACTCS HE CMOCOOHOM BOCCTAHOBHTE (hyHKIHO
HapyIIEeHHOTO GeNKa-TpaHCIopTepa.

Ilocnensue NECATHNETHS XapaKTEPU3YIOTCS 3HAUMTEIHHBIM IIPOIPEcCOM B

H3y9EeHUN rea CFTR u CO3JIAaHHUEM BO3MOXKHOCTH peanm3anuu



MePCOHHQHUIUPOBAHHOTO MOAOOPa TePAIHE U AeTelf ¢ MyKOBHCIUIO30M. ITpu sTom
ClleyeT OTMETHTB, YTO IpPH OONBIIOM pPa3sHOOOpPa3sHKM BLIIBICHHBIX ATOMEHHBIX
BapHaHTOB reHa CFTR OTCYTCTBYeT YHMBEpPCANLHBIH  IATOTEHHBIH MEXaHHU3M,
OMpECNAIOMMA (DYHKIHMIO XJTOPHOTO KaHalla, YTO JHUKTYeT pasHBIE MOAXOMB K
KOHTPOJIO 3()(QEKTHBHOCTH TapreTHOM Tepamuu ¢ Hcrnods3oBanmem CFTR-
MOJyTATOPOB. B aKTyanbHBIX POCCHHCKHX 1 3apy0eKHEIX My OIUKALHSIX [IPE/ICTABIEHE]
AAQHHBIC O TTONOKUTENBHOM BIMsiHUK paMeHeHust CFTR-Monynsropos Ha nokazaremnu
JIETOYHOH ~ (YHKIMH, HYTPHTHBHBIH CTAaTyC [AUMEHTOB C MyKOBHCITHIO30M,
¢yaknronupoBanue opraHos JKKT. B To xe Bpewms NPOJIOIDKAOT OTCYTCTBOBATH
OJIHO3HA4HBIE 3aKiIroueHHs 00 S(QQEeKTHBHOCTH TapreTHOW TepamuM Y IAIUEHTOB
Pa3IMIHBIX BO3PACTHBIX IPYII, COXPAHIETCS HEOOXOAUMOCTD B IIOJNYYEHHH CBEICHHI
O B3aUMOCBA3H MeXy nposesieHHeM tepanud CFTR-momynstopamu u usmeneruem
0aKTepHalbHOTO COCTaBa [BIXaTeNbHBIX MyTed. [lo-TpeXHEMY HE NpenCcTaBTEHE]
CBEJICHIS O BO3MOXXHOCTH HCIIONB30BAHNS HEMHBA3UBHBIX THATHOCTHIECKUX MAPKEPOB
AULL  OLCHKH OSIHTENHMAIBHOIO MOBPSKICHHA JIETOYHOH TKaHW vy gered ¢
MYKOBHUCIHI030M.

Eme onHo 06CTOATENLCTBO OTpa)aeT HECOMHEHHYIO aKTYalbHOCTh MaHHOTO
HAy4HOTO MCCIENIOBAHHS — HeOOXOMUMOCTE Pa3paboTKH CIIOCOGOB MPOTHOZMPOBAHHS
(haKTOpOB, OUPEMENAIOMMX PUCK 0GOCTPEHNs GPOHXOJIErOYHOTO [poLEecca y OeTel ¢
MyKoBHCITH/I030M. Hcrnons3oBaHue NMPOTHOCTUHECKHK MoOenel, MOCTPOSHHBIX Ha
SHAHMSX O IPEIUKTOPaxX OOOCTPEHMS, CIOCOGHO OOEeCHeYHTh CBOEBPEMEHHYIO
KOPPEKIMIO TEPAIUY Y NETEH ¢ MyKOBHCIIMI030M B PEallbHOM KIMHAYECKOH IPaKTHKE.

Ilene  WCCEPTAlMOHHOTO — MCCIENOBAHWS, HANpABIeHHAas Ha OIICHKY
KIMHWYECKOM M NpOrHOCTHYeCKOH sddextnBHOCTH TpoBenenus Teparmuu CFTR-
MOAYNATOpaMH Yy  JIeTéH €  MYKOBHCHIHZO30M, COHOPMYIHPOBAHA  YETKO.
3a/laqy HCCIIENOBAHMS TIOCTABJICHBl aJeKBATHO M NOJHOCTHIO HANPABIEHH HA
PacKpBITHE IIOCTABIEHHOH IEIH.

Taxum o6pasoM, Bce CKa3aHHOE BbIUlE ONpENENSET AKTYalbHOCTH |

CBOEBPEMEHHOCTD JTHCCEpTalMOHHOM paboTrsl Bacenésoii 10.0.



Crenenp 000CHOBAHHOCTH HAYYHBIX MOJIOYKEHH I, BLIBOJAOB H

peKoMeHaauui, chopMy/IHPOBAHHBIX B IHCCEPTANHH

IlpoBencHHOE WCCNENOBAHHE XAPAKTEPU3YETCS BBICOKMM METOIOTOTHYECKHAM
YPOBHEM, IIpH BBINOJIHEHHH KOTOPOrO aBTOPOM HCIOJB30BAHEI COBpPEMEHHBIE W
BBICOKOTEXHOIOTMYECKUE ~ METOIBI  J1aboparopHOr0 M MHCTPYMEHTAIBHOTO
obcnenopanks.  MoNeKylsIpHO-TEHETHYECKHE  HCCIENOBaHHS Uil OLEHKH
MHUKPOOHOJIOTHIECKOTO COCTaBa CEKPEeTa ABIXAaTeNbHBIX ITyTeH BHITONHEHB METONOM
TIOJIMMEPA3HOH LIETTHON PEaKiu C AETEKIMEH B PEIKUME PEATBHOTO BPEMEHN.

Haywmble nonoxenus, BBIBOABI M PEKOMEHIaumu, COOPMYIHPOBAHHEE B
JACCEPTAllH, OCHOBAHBI Ha (DAKTMYECKUX JAHHBIX, IIONYIEHHBIX B XO/e MPOBEICHHS
AMCCePTallMOHHOro  McciefoBaHus.  HasBamme — muccepTanmoHHOl — paGoTHI
COOTBETCTBYET IIOCTABJICHHOH aBTOPOM LICIH HCCIEIOBAHUS ¥ COLAEPIKAHUIO PABOTHL.
J MOCTHIKEHHUS TIOCTABIEHHBIX 3a/[a4 aBTOPOM KOPPEKTHO C(OPMHPOBAHBI IPYIITIBL
HabJIFOICHHS ¢ BKIIIOYCHHEM TDPYIIbl KOHTPONS. YUHTHIBAas HEMHOTOUYMCIEHHOCTh
BHIOOPOK HCCIeNoBaHNA, B paboTe NpPHMEHEH CTaTHCTHYECKHM HHCTpPyMEHTapui
aHanusa Manex uucen. Ouenka pesynbratoB Jiedenuss CFTR-MomynsTopaMu
OCYILIECTBIISIACh HEMPEPEIBHO HAa TPOTSKEHHH 12 MecsreB, BKIIOYAS 3 BH3WTA
NanyeHToB. CpaBHUTENLHEIN aHATH3 MEXIY TPYIIAaMH — OCHOBHOMN M KOHTDPOJIBHOM, -
TIPOBOAUBIIHMKCS 110 pPE3yJibTaTaM KOHTPOJNBHBIX BH3WTOB, JIET B OCHOBY OLCHKH
KJIMHAYeCKOM 3()HEeKTHBHOCTH Ha3HAaYECHHs TAPTETHON TePAIIHH.

Taxum 00paszom, MeTomonorus GOPMHPOBAHUS IPYIIN, JU3aifH HCCITeIOBAHS,
OCHOBAHHBIM Ha MHOIOITAIHOCTH M CPAaBHHUTEIHHOM aHAM3e «CITydal-KOHTPOIEY,
BEIOOp 1a0OPATOPHBIX M HHCTPYMEHTAIBHBIX METOJOB UCCIENOBAHMM, IPAMEHEHME
MCTOJIOB aHATUTHYECKOH CTaTHCTHKH, TIO3BONAIOT CUUTATh HONYYEHHBIE PE3YIbTATHI
BBINIOTHEHHOM NUCCePTAliOHHOMN PabOThI apryMEHTHPOBAHHBIME U JIOCTOBEPHBIMH.

AnpoGamusi OCHOBHBIX IOJIOXEHHM IUCCEpPTAlUM IIPOBENECHA B HOCTATOTHOM
obbeme: B BHAE TPENCTABICHHH HA MENMIMHCKHAX KOH(EPEHIUAX H KOHIpeccax
PasIMYHBIX YPOBHEH; IyONMKAIMK II€YaTHBIX paboT, U3 KOTOPHIX 3 HAYYHBIX CTATHU B

OnyOITMKOBaHbI B H3IaHKSX, PEKOMEHIORAHHEIX Briciieit ATTecTalHOHHOH KOMHCCHEH
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(BAK) MuHncTepcTBa HayKH U BBICIIErO 00pazoBanus P® st my6aukaimii o0CHOBHBIX
Hay4HBIX pe3ynbTaTOB. ABTOPOM HCCIENOBAaHHS IOJAHA 3asMBKA (Ne 6245018757 ot
19.10.2025) na natent 3BM mus NPOTHO3HPOBAHKUSL OPOHXOJIErOYHBIX 0GOCTPEHHH Y

TalMEHTOB ¢ MyKoBHcIMao30M "CF _analitic".

Hayunasi HOBH3HA HCCIeIOBAHAS H MOy eHHBIX PE3YJIbTATOB, BBIBOJIOB H

NPaKTHYECKHX PEKOMCHAANNIH, CHOPMY/IHPOBAHHBIX B JHCCEPTANHM

Hayunas HOBHM3HA [HMCCEPTAIMOHHOTO HCCIIEN0BAHMS BaceHEBoii 0.0, &
TCPBYIO 09€PEIb, IPSICTABIEHA TEM, YTO ABTOPOM JI0Ka3aHa b peKTHBHOCTS Tepanuu
CFTR MOAyniTOpaMH B OTHOIIHHH yMEHBIIEHMS HHCIA OpPOHXONErOYHBIX
000CTpeHEH, TpeOyIMX TOCIUTANH3ANMHA H  HA3HAYCHHS IapeHTepaTbHOM
aHTHOAKTEPHANBHON TEPAIlNK y JIETel ¢ MyKOBHCLHIO30M.

ABTOpOM OoTMeueHa BEICOKAs 30 PeKTHBHOCTD TEpanuu
uBaKagroptresakadrop+anekcakaprop u uBakadTop B HOPMaJIM3alui CHHYKEHHBIX
noxkazarenert ®BJI: O®B;, ®XKEJI, 6ponxuansroit 06CTpyKiun YMEPEHHOM CTerneHH.
Ycranosnena  3HaumMo  Gonee  BhIpaKeHHas 3QbekTHBHOCT:  Tepammu
HBaKaToptiymakadTop B HOpMANTH3AIMNY TTOKa3aTe el (QYHKIIHOHHPOBAHHA OPraHOB
[UIIEBAPCHHS.

3HaYMMBIM aCIIeKTOM HAYYHOH HOBH3HEI ABJISIOTCS H TIOJIyYE€HHBIE Pe3YIBTAThL O
3HAYUMO Oonee BEICOKO#H s dexTrHBHOCTH TeParuu
uBakadrop+resakahrop+anekcakadTop u MBaKa()TOp B CPABHEHWH C MCTIONB30BAHUEM
uBaKapTop+IymMakahTop B OTHONIEHHY YMEHBINEHHUS YACTOTEL BCTPEYaeMOCTH HHU3KUX
nokasarenedi ®BJl, B NOCTHXEHHH HOPMAlM3AlMM PE3yILTATOB IIOTOBOTO TecTa.
Otrocurensho  TepanuuuBakadTop+mymakadTop ABTOPOM  MOKa3aHO,  4TO
ABYXKOMIIOHEHTHasi Tepanus Oblia Gonee >QpQeKTHBHA B MOCTHIKCHHH HOPMAaTBHEIX
OMOXUMHYECKHMX IIOKa3aTeseil QYHKUMOHMPOBAHHS TEYeHH B CPABHEHWH ¢
NpYMeHeHneM HBakadTop+resakadrop+anexcakadrop u uBakadTop.

Kpome TOro, BeCOMBIM NOCTIKEHHEM HAHHOTO WCCIENOBAHHS SBISETCS
OIPEACNICHHE aBTOPOM MONEKYIAPHO-TEHETHYECKUX CBOHCTB MMKPOOPTaHH3MOB,

HACe/IAIOMHMX JbIXATENBHEIE IyTH [eTell ¢ MYKOBHCIHAO30M B YCIOBHSAX IIPOBEICHNS



Teparmmy  CFTR-moxymstopamu.  UccnemosaTeem BIIEPBBIE YCTAHOBIEHO, HTO
IIPOBEJICHHE Tepanuu HBaKa(bTop+Te3aKa@Top+3ﬂeKcaKa(bTop 1 MBaKaQ)TOp CHHXKAIO
PHCK BBIABICHMS T'€HOB AHTHOMOTMKOPE3NCTEHTHOCTH MHKPOGHOMA IBIXATENEHELX
nyred B 2 pasa. Eunle OgHEM BaHBIM acHekToM Hay49HOH HOBU3HBI SBIISIETCS
TIpCACTaBICHUE  AaBTOPOM  CBElCHHH O  CHIBOPOTOYHOM KOHLIEHTPALIIH
buomaprepaCA19-9, geusromerocs NPENUKTOPOM  (HPHOPO3HOTO peMOIEeTHPOBAHYS
JIETOYHOM TKaHHM, Ha hOHE npreMa CFTR-monynsTopos. ABTopom Geuio JOKa3aHo, 4TO
PHUCK BBICOKOH CHIBODOTOYHOH KOHIIEHTpAIIHK 6uomapkepa CA19-98sime B 7 pas y
NETEH C MyKOBUCITHIO30M, HE OMYYaOLInX CFTR-MozyiaTopsL.

HccnenoBaremo  ypanocs NPOEMOHCTPHPOBATh HAHHBIE O BBISBIEHHbIX
MHQOPDMATUBHBIX  IIPU3HAKAX, IO3BOJIIOLINX ~ [IPOTHO3MPOBATh  pa3BUTHE
OpOHXONEro9HEIX  060CTpeHHii, TpeOyIOIMX ~ TpoBeeHHe MapeHTEPATBHOM
aHTHOAKTEpHaNbHOM Tepanuu y mereit c MYKOBHCLU/I030M. ABTOPOM IIpeUIOXKEHA
BEICOKOYyBCTBUTENbHAL (96,9%) 1 BhICOKOCHENMbHIIHAs (85,7%) maremarmueckas
MOACIb, HO3BOILIOIIAA TIPE/ICKA3aTh PasBUTHE OGOCTPEHs OpoHXOIETOYHOr0
npornecca W HEOOXOAMMOCT: HA3HAYEHHS napenrepanbHon AbBT y nereit ¢
MYKOBHCILHI030M.

O606mas BEIIECKA3aHHOE, MOXKHO CACTATH BBEIBOJ, YTO TIOJYYEHHEIE B paMKax
AUCCEPTAIMOHHOIO WICC/ICNOBAHNS CBEAECHHUS 3HAYMMO PACIIHPSIOT HMEIOLYIOCS Ha

CETONHANINMM HAy9HyI0 6asy NaHHEIX, MOCBSIIEHHYIO IIPUMEHEHUIO TapreTHO

TEPalui MyKOBHCIIHI03a Y JETel.

3HAYMMOCTE Pe3y/IbTATOB HCC/IeX0BAHASA JIsI HAYKH H NPAKTHKH
Pe3ynbTaTel TpPOBEJEHHOTO HCCIENOBAHWS HMEIOT BAKHOE HAay4YHOE U
IPAKTHIECKOe 3HAUCHHE. BaXHEIMM ABIAIOTCS NONMyYeHHBIE Pe3yNbTaTsl 06 YPOBHe
CBIBOPOTOYHOH KOHIEHTPallHM YIIIEBOTHOTO amTHrena CA 19-9 y IaleHTOB ¢
MYKOBHCIHIIO30M JIETCKOTO BO3pacTa, SBISIOLIErOCS HEMHBA3UBHEIM OroMapkepom
IIPOTPECCHPYIOIIEro (pudpo3a JeTKuX; NOKa3aHa 3HAYUMOCTE €ro JUHAMHKU Ha ¢oHe

tepanii CFTR-MoxymnsTopamu.



6

Hapsiny ¢ aTum, mecnenoBateneM MOATBEp:KAEHO CHHIKCHHE noTpe0HOCTH B
NapeHICpanbHOM — aHTUOAKTEPHATLHOM —Tepamum Ha  (oHe tepamud  CFTR-
MOJYIATOpPaMH. ABTOPOM IIOTMEPKHYTA AHArHOCTHYECKAs. LEHHOCTD METO/A III1P-PB,
HO3BOJIAIOIIETO 32 HECKOJIBKO acOB AHATHOCTHPOBATH KOJOHH3AIHIO JBIXATEIbHBIX
Iy TEH.

3HAYMMBIM 15 pPaclIMpeHys Hay49HOH 0a3bl NaHHBIX 00 ajuleNbHON 4YacToTe
TCHETUYECKHX BAPHAHTOB HYKIEOTHIHOHN mocienosaTensHocTr rena CFTR y nereit ¢
MYKOBHCLHM/I030M SBJISIETCS IPE/ICTABNICHUE aBTOPOM CBEACHHH O MOJIEKYISPHO-
TCHETHYECKON XapAKTEPHCTHKE JIeTeil ¢ MyKOBHUCILMA030M B OHOM H3 peruoHoB PO,

IIpencraBnsiercs 0coGeHHO 3HATUMEIM ISt KIIMHHYECKO IIPAKTHKH
paspaboTaHHas UccleoBATENeM MATEMATHYECKAS MOJEb, TIO3BOJIAIOIIASL C BBICOKOIA
IYBCTBUTENBHOCTBIO M CHEOUGUUYHOCTEIO  IPOTHOBHPOBaTE  OGOCTPEHHS
OPOHXOJIErOYHOrO MPOLECCa Y MAHEHTOR ¢ MYKOBHUCLIHIO30M. BrenipenHsIif aBTOpOM
B paboTy JiedeOHO-IPODHIAKTHYECKAX YUPEK IeHHAIA uHdopManronnsiii Telegram-
kanan «CF_analitic bot» cmocoGeH oOKasbIBATH NOJAePKKY BpadaM-NieTHaTpaM M
CHCHHAIICTAM Y3KUX CIEHHANBHOCTEH NPH HPHHATHH pENIeHHs O HeoGXOJHUMOCTH
KOPpeKLmH 0a3uCHOM Teparmii B CBOSBPEMEHHOTO HA3ZHAYEHHUS aHTHOAKTepHAIbHBIX
JIEKapCTBEHHBIX CPEJICTB.

Takum 00pasoM, moiydeHHble HAYYHBIE CBENEHUS IIO paccMaTpUBaeMoOl B
AUCCEPTALAM  AKTyalbHOHW INpOOneMe OTKDHIBAIOT HOBBIE BO3MOMKHOCTH IS
OCYILECTBICHHS MEPCOHHPHIMPOBAHHOrO MOAGOPa JIEKAPCTBEHHOM Tepanud U s
NPO(UNIAKTAKE Pa3BUTHS OGOCTPEHHA OPOHXOJIErOYHOTO nuporecca y JOerei ¢

MYKOBHCIIHI030M.

Buenpenne noy4eHHbIX pe3yJbTATOB HCCIEA0BAHHS
Pe3ynpTaTel IHCCEPTAMOHHOIO HCCIIETOBAHMS BHEIPEHbI B NPAKTHKY pabOThI
I'AY3 CO «O6nacTHas neTckas KIMHAYECKas OonmpHMIAy., Ha 6aze TAV3 CO
«ObnacTHas jerckas KIMHMYECKas GOJNBHHUIAY OPraHHW30BaHO IHCIIAHCEPHOE
HaO/oIeHe JeTell ¢ MYKOBHCLMIO30M, B TOM YHCIIE TOITYy9aloIINX TapreTHYIO

Tepanuio. OpraHu3oBaH 0pueM MMyJIbLMOHONOTa B KabuWHere MYKOBHUCIIHZO34.
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Paspabotan i BHenpeH nHdopmanmonHsiii Telegram-kanax «CF_analitic_bot» ¢ nemio
NOAJIEpXKKY Bpadyeli-MeMaTpoB, IyJILMOHOJIOI0B, OCYIIECTBILSIOIIAX JUCIIAHCEPHOE
Habmozenue netelt ¢ Mykosuenumosom (@CF analitic bot) s IPOrHO3HUPOBAHHUS
pUCKa OPOHXONEroYHOro OGOCTPEHHMS HA OCHOBE KIIMHHYECKWX NAHHBIX IALHEHTA M
TIONy9eHHs. PEKOMEHIAIME O HeOOXOIMMOCTH KOPpeKUHH OasuCHOH Tepamud §
CBOCBPEMEHHOI'0 HAa3HAYCHUS aHTHOAKTEPHATFHBIX JICKAPCTBEHHBIX CPEICTB.
IonyueHHble B pamKax MCCTENIOBAHHS JaHHBIE WHCIONB3YIOTCA B y9eOHOM
TpoLiecce s CTYA€HTOB X OPTHHATOPOB KaheAPEl FOCIHTANBHOU neuaTpun GIBOY

BO YI'MY Munsapasa Poccun.

Onenka coxepxaHus JHCCEPTAUMH, €€ 3aBePIIEHHOCTD

Huccepranuonnas pabora Bacenénoii 0.0. gBngercss 3aKOHYCHHBIM HayIHO-
HCCIIeI0BaTeNbCKOM paboToH, HanoxkeHoH Ha 176 cTpaHuIax KOMIIBIOTEPHOTO TEKCTA,
wunocTpuposana 48 Ttabmuuamu, 11 pucyHkamu. [lmccepramms MOCTpoeHa o
TPaJUIHOHHOMY TUIaHy M BKIIOYACT BBCACHHE, [TaBY, TIOCBAINEHHYIO JIUTEPATYPHOMY
0030py, IJIaBy OMNWCAHHMS MATePHANOB U METOAOB HCCIIEIOBAHMS, TPU TJIABHI
COOCTBEHHBIX ~ MCCIIEJIOBAHMH, TINaBy «3aKIIOYEHHe», BHIBOIbL, NPAKTHYECKHE
PEeKOMEHIaMH, CIMCOK JIMTEPATYPHI, COCTOAIME M3 61 oTedecTBeHHBIX wW 137
3apyOeKHEIX HCTOYHHKOB.

ABTOpedepar BEIIOITHEH B COOTBETCTBHH ¢ TpeGOBaHMAMH 11.25 TlonoxkeHus o
[PUCYKIEHUH YYIEHBIX CTElCHEH, B IONHOW Mepe OTPa)aeT OCHOBHBIE MOJOMKEHSI
JUCCepTalky.

Bo BBeseHHE aBTOpPOM 0603HaUeHa AKTYAlBHOCTh M HAyYHAs W IIPAKTHIECKas
3HAYUMOCTh HAY4HOro wuccuemoBanus. Llems paGoTel mpejcraBieHa KOppeKTHO,
COPMYTHPOBAHHbIE 3aJa9H JOCTATOYHEI TSl JOCTHIKEHHMS IOCTABICHHON IE/IH.

B nepeoii rmase mpencTaBieH 0630p JMTEPATYPEI, OTPAKAIOMMI COBPEMEHHOE
COCTOSHME NPOONEMEl NPOBENEHUA NATOTCHETUYECKOH Teparmmy MyKOBHCI[HI033 y
AeTedt. I1IpoBelieHHbI aBTOPOM aHATH3 JIUTEPATYPHI CBHICTENLCTBYET O TOM, YTO B
HACTOAIIEE BPEMs COXPAHACTCS HEOOXOOMMOCTh PACIUMPEHMS HAYYHBIX 3HAHWH 00

3¢ dexTHBHOCTH TepalHu CFTR-Monynaropamu, 0 BOZMOXHOCTHU



pasHoHanparneHHoro BiausaHusS CFTR-MomymaropoB Ha cHcCTEMBI OpraHoB, O
3aBUCHMOCTH 32CCIICHMS JABIXATeNbHBIX MyTedl MUKPOOPTaHW3IMAME OT taxra
[PUMCHEHNS. TapreTHOM Tepamuu, O CIoocobax MaTOMHBA3HBHOW [MATHOCTHKY
nporeccos GpubposupoOBaHUs TKAHEH y AeTeil ¢ MyKOBHCLHIO30M.

Bo Bropo#i rmase muccepranuu (Marepuansl u METOJbI) aBTOPOM IIPEACTABICH
JA3aHH IACCEPTAHOHHOM paboThl, pa3bsaCHEHE! KPUTEPHH BKIIOYEHHS 1 HEBKIFOUCHIUS
B ncenenosanue. Mccnenosarenem nana MoiHas XapakTepHCTHKA TPyNII HAOJIOIeH S
M OIHCaHBI CIIOCOOBI Ta0OPaTOPHEIX U MHCTPYMEHTANBHBIX METOIOB obcnenoBanys
pered. CraTucrudeckas o006pabOTKAa MOTyYeHHBIX MaTepHaioB MCCIIEIOBaHU
BBIINIOJHEHA KOPPEKTHO C HCIOJIB30BAHHMEM NOAXOMALUIMX METOMOB CTATUCTHYCCKOIO
aHAIM3a, KOTOpHIe OOECHEeUMNIM BBICOKHH YpOBEHH IOCTOBEPHOCTH IOy Y€ HHBIX
BBIBOJIOB U 3aIHIIAEMBIX [TOJOXEHHH TUCCEePTALHH.

B 1peteell rmaBe comepkuTcs HCXOHHAS — KIMHHKO-aHAMHECTHEIECKAs
XapaKTePHUCTHKA JETeH ¢ MyKOBHCLH030M HAa MOMEHT BKIIOUCHHS B HCCIIEIOBAHILL,
TIO3BOJLAIOMAst KOMILUIEKCHO OLCHUTH COCTOSHHUE 3/I0POBBbS NAHHBIX AeTell B Hayaje
HaOJIFOIcHWS.

Ha mporssxenun Bcedt paGoTel NPOCHEXHMBAETCH STAITHOCTD [IPOBE/IEHU
HCCIIEI0BAHNA.

B d4eTBeprodf rnaBe IpPeACTABIEHBI Pe3yILTATHI CPaBHHUTEILHOIO0 aHAJIH3a
5(Q(GeKTHBHOCTH IIATOTEHETHYECKOH Tepamuu CFTR-momynsatopamu y nereil c
MYKOBHCLHIO30M. ABTOPOM IPOASMOHCTPHUPOBAHLI CBEIEHHS O CpaBHHTEIILHOMH
OLCHKE J1a0OPAaTOPHEIX, HHCTPYMEHTAIBHBIX IIOKazaTedel. OTIEMbHO OTMeYeH
pesynbTar BmusHus CFTR-MonymnsTopoB Ha MHKpOGHOIOTHUECKHiT COCTAB ceKpera
JIBIXATCIBHBIX MyTeH W MPHBEJCHBI 3HAYEHHs MapKepoB mHeBModuGposa y Zzetei,
OTyHaroIlUX U He TIony4aromuX Tepankio CFTR-MomynsTopamu.

B nsToli rmaBe 0603HaYeHBI  (akTOpHI pHCKa pa3BuUTHS OOOCTpeHHs
OpOHXONEroYHOro mponecca y meTed ¢ MyKOBHCIIHLO30M. Kpome storo, asrop
IPE/ICTABIIET BHAMAHHMIO YHTaTeNell GopMyIy IIPOrHO3a pa3sBHTHA GPOHXONErOYHEIX

oBocTpeHuii y neTell ¢ MyKOBHCIIMIO30M. B TIIaBe COHCKATENE IIPUBOIAT KIIHHUYECKUE



IpAMEPBL M JIEMOHCTPUPYET BO3MOKHOE HCIIONB30OBAaHHE (POPMYIIBI TIPOrHO3a
OPOHXONErOYHEIX 06OCTPEHMIA.

B 3aKJII04eHHM HCCIIeIOBATENE PESIOMHApYET MOJIy4EHHBIC TaHHbIE COOCTBEHHBIX
HalIIONIEHNH, COIOCTABISET CBOM Pe3yJbTATH C JAHHEIMH OTEYECTBEHHEIX "
3apyOeXHBIX  ydeHBIX. ABTOp copMyaHpoBal 7  BEIBOJOB, IOJHOCTBIO
COOTBETCTBYIOIMX NOCTABICHHOM IleNM u 3amadaM. IIpakTideckue pekoMeHIaLUu
TIOCTPOCHBI JIOTHYHO, HANPAB/ICHBI HA IIPHBJIEYeHAe BHUMAHHE Bpadei IpakTHIeCKOro
3/paBOOXPAHEHUS, COOTBETCTBYIOT IOJYYEHHBIM PE3yNbTaTaM JHCCEPTALOHHOTO
HCCIIEMOBAHMS.

Takum ob6pasom, mEccepranmoHHas pabora Bacemésoit 10.0. ocrapmser
TOJIOKHUTENBHOE BIEIATIIEHHE H IIO3BOIISET NOBOPHUTE O JOCTATOMHON KBATH(IKALIH ee
aBTopa. | IpuHIMNHATEHEIX BO3paKeHH i K OCHOBHOM CYTH HCCIIEIOBATEIIbCKON paboTHL,
TIOJIOXKCHUAM, BBIHOCHMBIM Ha 3aIOMTY, MOJNYYEHHBIM DE3yJbTATaM M BHIBOIAM HET.
HuccepraunonHas paboTa  MONHOCTBIO COOTBETCTBYET  IACIIOPTY  HAYYHOH

cnemmanbrocty 3.1.21. TlennaTpus w HanpasienusM ucciegosanus: m. 1, 3, 7.

KpuTryeckne 3aMeqanus no coaepxanuio n ohopMIEHHIO AHCCEPTANMOHHO#
pabdoTsI

IpHHNENIHANLHBIX 3aMeYaHHil N0 JHCCePTANHOHHOM paboTe HeT.

B nponecce usydenus paGoOTHI BOSHMKIM BOTIPOCHL, KOTOPBIE XOTENOCh OBl
OOCYIUTE B TIOPSIIKE JUCKYCCHH:

1) Yem Brr moxeTe 06BICHUTE Pa3sIHYHYIO CTeNeHb BIMAHUS TBYXKOMIIOHEHTO
M TPEeXKOMIIOHEHTHOH TapreTHOH TepaluMy Ha yJIydIUeHWe MoKasaTeneil &yHKIMH
BHCIIHETO AbIXaHWs B IHHAMMKE y IeTel C MyKOBHCIHI030M?

2) Bamu Obun pa3spaGoTaH M BHeIpeH HHGMOPMAIHOHHBIH Telegram-kanan
«CF_analitic bot». ~Mmeercss 1nu  obpaTHas cBi3b  co CIICI[HATTMCTAMH,
OCYMIECTBIIOIMMY  THCIIAHCEPHOe HAOIojieHue JeTell ¢ MyKOBHCLHZO30M, M
TIO3BOJIMIIO JIM HCTIONB30BaHKE 0OTa CBOEBPEMEHHO NPOM3BECTH KOPPEKIIHIO 6a3HCHOI

TCpaNuK U HA3HAYUT aHTHOAKTEpUAITbHEIE TeKAPCTBEHHBIE CPeICTRA?
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ITocraBneHHBIE BOIPOCHI HMEIOT AMCKYCCHOHHBIA XapaKTep, He CHHKAIOT
IIPAKTUIECKOr0 3HAYEHMsI UCCIIENOBAHUS M HE BIUIIOT Ha O0IIYyI0 ITONOXKUTETbHYO

OLEHKY AUCCEPTALIMOHHON PaGoTEL.

SAK/IIOYEHHME

Auccepranionnas pabora Bacenépoit Ommy Onerosas: ua Temy «KoMmnekcnas
OLEHKA 370pOBbs M 3(QEeKTUBHOCTH TapreTHOH Tepamuu MYKOBHMCLHI032 Y AeTei»,
IIPEACTAB/ICHHAS. HA COMCKAHHE YYEHOH CTeNeHH KaHIMAATA MeIHIHHCKIX HayK o
cnenuaneHocty 3.1.21. Ileauarpus, sBnsercs HaY9HO-KBATH(DUKALAOHHOH paboToii, B
KOTOpOH Ha OCHOBaHWMH BEIIOJHEHHBIX aBTOPOM HCCIICIOBaHNH, pellleHa Hay4Has
3ajiata, TO3BONAIOas MOMYYUTE JOCTOBEPHbIE HAYYHBIE NAHHBIE O KIHHUYECKOH K
TIPOTHOCTHYECKOH 3((EKTHBHOCTH NPOBENEHHS Tepamuu CFTR-monynsropamu y
CTEH ¢ MYKOBHCIHI030M. Pelllenre MaHHON 3271391 UMeeT BAKHOE IPAKTHYEeCKOe U
Hay9YHOe 3HAYEeHUE IS TeAUATPHH.

To aKTyanbHOCTH TeMBI, HAYYHO#H HOBH3HE, TPaKTHIECKOM 3HAYMMOCTH, 00BeMy
TPOBCNIEHHBIX  HMCCHENOBAHMH,  NOCTOBEPHOCTH  IIONYYEHHBIX pe3yIbTaToR,
METOMHYECKOMY YPOBHIO, [IOJHOTE U3I0XEHNUS MATEPHAIIOB, KOJIMYECTBY MyOIMKamii
AHCCEPTalMOHHAs paboTa COOTBETCTBYeT TpeGoBamusM 1. 9 «[lonoxenns o
TIPUCYXICHUM YYEHBIX CTENEHEH», YTBEPKAEHHOTO TOCTAHOBICHHEM IIpaButenscrra
PO or 24.092013 r. N 842 (s JEHCTBYIOWIEH DEeNaKIMH), IIPeIbIBISEMBIM
MuHHCTEpCTBOM HAYKH M BBICIIErO obpaszoraHus Poccuiickoit Qeneparun  k
AMCCEPTALMOHHEIM PafoTaM Ha COMCKAHHE YYEHOW CTereHH KaHJIKJlaTa HayK, a ee
aBrop Bacenésa IOmmsa Omnerosua 34CIy’KUBAET [PUCYKIEHHS Y4YeHOH CTelmeHH

KaHauaTa MEIUIMHCKHX HAYyK 110 Crieruansaocty 3.1.21. Ilepuatpus.

Odununansublii onnoHenT
HokTop MeauuuHCKIX Hayk,

AOLEHT, mpodeccop Kadeaphl FroOCIHTATbLHOMN [eAUaTPHH,
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Kadenpbl GaKyTbTeTCKON NeTHATPHHA ¢ KYPCOM JETCKHX
Gonesneit negeGHOrO hakynsTeTa

DenepalbHOTO TOCYIAPCTBEHHOTO

OHO/DKETHOrO 0GPA30BATEIEHOTO YUPEKIEHH S

BBICIETO 0OpaszoBanua "CHOHPCKUI rocyIapCTBeHHbII

MEIUIMHCKUN YHHBepcHTeT" MuHHCTepCTRa 31 XpaHeHHUs

Poccuiickoit Denepanun Jlomkoga E.B.

DezepallbHOE rOCYTapPCTBEHHOE GROMKETHOE 06Pa30BaTENEHOS YUYPEXICHHE BEICIIETO
obpasosanus  «CuOHpCKHMH  TOCYNAapCTBEHHBIH  MeNMIMHCKHMIL YHHBEPCUTET

MunucTepcTBa 3npaBooxpanenus Poccuiickoii Deneparuu

634050, Tomckast 06macTh, . Tomck, MOCKOBCKi TPakKT, 2
Ten.: 8 (3822) 909-823

e-mail: office@ssmu.ru

Ilonmucey 3aBepena:
Kanaunar MeTuuuHCKAX Hayk,
JOLIEHT, MPOPEKTOp No y4eOHoii paboTe

DenepanbHOrO roCyAapCTBEHHOTO
6r0IKeTHOTO 06Pa30BATENHHOTO YIpexIeHus

BBICTIEro obpasoBanus "Cubupckuil rocynapcTBeHHBIH

Poccutickoit ®enepanun
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OT3bIB

O(QUIMAIBFHOTO OIIOHEHTa JOKTOpa MEIUIMHCKHX Hayk, JOLCHTa, npodeccopa
kadenpsl  Qakymprerckoi neguatpun  PI'BOY BO "Cauxkr-IlerepOyprcxoro
rOCyJapCTBEHHOTO IeIUaTpUIECKOT0 MEIHIUHCKOr0 yHuBepcuTera' MHHHCTEPCTBA
3paBooxpanenus Poccuiickoit Pezeparmu KysHenoBo Auel AllekcasApPOBHEI Ha
nuccepTalonHyto pabory Bacenépod IOmmu OneroBHbl Ha TEMY «KommekcHas
OIIEHKA 370pOBbs U 3()(EKTUBHOCTH TAPreTHOW Tepaluy MYKOBHUCIHAO032 Yy TeTei,
IIpeJICTABIEHHYIO Ha COMCKAHME yYEHOM CTENeHH KaHAMaTa MEIULIUHCKIX HayK IO

cnenuansrocTh 3.1.21. IlennaTpus

AKTyaJ'leOCTb HaAy4YHOIro HccJieJ0OBaHHU A

Myxkosucunos (MB) — camoe 4YacToe MOHOTEHHOE 3a00NeBaHHE C ayTOCOMHO-
peLleCCHBHBIM THIIOM HacjeloBaHMiA. B OCHOBE IIaTOTEHE3a JIEKAaT MaTOrCHHBIC
mytanud B reHe CFTR, OTBETCTBEHHOIO 3a CHHTE3, COXPaHEHHE CTPYKTYpPBI U
QyHKIMK OelKka TpPaHCMEMOPAaHHOIO pETYNATOpa MPOBOAMMOCTHA MYKOBHCIH03a
(CFTR), peryaupyroniero TpaHCMeMOpaHHbIA MepeHoC MOHOB Xjopa. Jlo HemaBHEro
BpeMeHH Tepanus MB HOCHITa HCKIIFOYNTEIbHO CUMIITOMAaTHYeCKUH Xapakrep 1 Obuia
HalleJleHa Ha CAEepP KUBaHHE MATOJIOTMIECKUX MPOIIECCOB B PECIIUPATOPHOM CUCTEME U
JKEIyIOYHO-KHIIIEYHOM TpaKkTe, BbI3BaHHBIX nedexkrom rea CFTR. B Hacrosiiee
BpeMst pa3paboTanbl MoayATOpbl CFTR, KOTOpBIE MCIPABISAIOT CTPYKTYpY A@HHOIO
Oellka ¥ IOBBIIMAIOT ero (PYHKIMOHAIBHYIO aKTHBHOCTB, KOT[a OH BCTPawBacTCs B
MeMOpaHy B KadecTBe xJiopHOro kaHama. C mnossiaenueM CFTR-MOXyIsSTOPOB y
MEIUIIMHCKOr0 COOOIIECTBa MOSBUIACE BO3SMOXXHOCTD IIPOBOJUTE ITATOTEHETHIECCKYIO
Teparmio  MB, OCymeCTBisii IpH  3TOM  HePCOHM(HMIMPOBAHHBIA  ITOAGOP
JleKapCTBEHHOM Tepamuu geTssM ¢ MB. B To ke BpeMs NpUMEHEHHE TapreTHOH
tepamuu CFTR-MopmynsTOpaMH BjedeT 3a €000 psA BOIPOCOB, KacaroIUXCs
5Q(GEKTUBHOCTH JAHHOTO BWAA JIeYeHWs. B CBA3M C 3TUM, Hay4yHOe OOOCHOBAHHE
y3ydeHns BIMAHAA npuMmenerns CFTR-MOIynATOpOB Ha (YHKIHUIO BHEIIHErO

moixauust (®BJI), cocTosHuMe MUKpPOOHONH KOHTAMHHAIIMH [BIXATENBbHBIX IIyTeH,



mokazaTend  (QYHKIMOHMPOBAHUS  OpraHoB rernaToOMIHapHOM  CHCTEMBI U
MOJUKEIYIOYHOH JKeNe3bl, DPHUCKH pa3BUTHSL OpOHXOJETOYHBIX obocTpeHud U
TIPOrpecCHpoBaHmsa (QUOPOTHICCKHX IIPOLECCOB Y nerei ¢ MB, uMeeT BaXHOE
HAaydHOe M TpPaKTHYeCKoe 3HadeHwe. BEIOOp ITOH TeMBI HCCIEOBAHMA BAXCH M

CBOCBPEMEHEH, 100 MHOTHE BOIIPOCEI €III€ HE HaIIUIM OKOHYATEIJIBHOI'O PCIICHH.

PaGora Bacemépoit 10.0., HampaBleHHas Ha OIEHKY KIWHHYGCKOH H
IporHocTHieckodl 3>GQEeKTUBHOCTH INPOBEICHUS Tepaliu CFTR-mMonynsaTopaMu 'y
meteii ¢ MB, sBusercss — aKTyalbHOW.  3ajadu HCCIENOBaHUS KOHKPETHO

C(bOpM}’HI/IpOBaHBI Y IIOJIHOCTBIO OPHUCHTUPOBAHbI Ha OJOCTHXKCHHUC [IOCTaBJICHHON

ICJIH.

CremeHb  OGOCHOBAHHOCTH  HAYYHBIX  MOJIOKEHMil, BBIBOJAOB  H
pexoMeHaanui, cpopmMyTHpPOBaHHBIX B JHCCEPTALHH

JloCTIKEHEE ~ aBTOPOM ~ BBICOKOHM ~ CTeTeHM —OOOCHOBAHHOCTHM — HayTHBIX
[TOJIO’KEHUH BHIBOZOB M PEKOMEHIAIMH CTal0 BO3MOXHBIM Onarofaps HaIWYHIo
TIIATENPHO  CIUIAHMPOBAHHOTO  [M3aliHa  MCCIIENOBAHUA: ~ MHOIOITAlHOCTB
MccienoBanus (4 srarma), MO3BOJIMIA [TOTHOCTEIO OTPA3UTh IIOCTABICHHBIE 3a1a9H U
[I0CJIEIOBATEIbHOCTh MX BhINOTHEHUS. DopMHupOBaHHWE TIPYII HCCICNOBaHUA —
OCHOBHOM M KOHTPOJBHOW, - TPOU3BENEHO paIMOHABHO, TaK KakK OCHOBaHO Ha
IIPOBEJIEHNH CPaBHUTENIBHOIO aHANIM3a U OCYIIECTBICHO C YYETOM YCTaHOBICHHBIX
KpPUTEpHEB BKIIOYEHMs M HEBKIIOYeHWMs B Hccienopanue. OueHka (GU3HIECKOro
pa3BUTHs IIAIIAGHTOB IPOBOJWIACE B COOTBeTCTBHH co cramjapramu BO3, c
pexomeranusamMu ®I'BY  «OHAOKPUHONOTHUECKUN HAYYHBIA LeHTP» MuH3/pasa
Poccum  (2017r.). Kowmmmexkc  1abopaTOpHO-MHCTPYMEHTAIBHBIX — METONOB
JMATHOCTUKH, HCIONB30BAHHBIX B XOJ€ BHIIONHEHHS JUCCEPTAL[MOHHOK paboTHl,
COOTBETCTBYET COBPEMEHHBIM TpeOOBaHMAM, MNPEIBABIAEMbIM K IaHHBIM BHAaM
HCCIIeJOBaHUs (maGopaTopHOe " HHCTPYMEHTAIBLHOE o0opyoBaHue,
BaJIIAM3KMpOBaHHble TecT-crcTeMbl). Ha III aTare ncciiejoBaHus aBTOPOM ONPe/IC/ICHBI
KpuTepuH >hGdeKTHBHOCTH TapreTHol Tepammu MB y  getei. Craructudeckas

O6p360TKa IMMOJIYYEHHBIX IOaHHBIX MpOou3BEACHAa KOPPEKTHO C HCIIOJB30BaHHUEM



COBPEMEHHBIX METOJ0B 00paboTky MH(OPMAIMH U HHCTPYMEHTaMU CTATUCTIYECKOTO
AHATH3a JUIL KOTOPTHOTO HMCCIIENOBAHMS, NS HCCIEOBAHUS «CIydal-KOHTPOIBY.
Tl peurenus 3ama4 1V oTama ¢ HeIbIO ONpeneleHns $HaKkTopos, CIIOCOOCTBYIOIIUAX
BO3HHKHOBEHHMIO PHCKA Pa3BHTHS OPOHXOIETOYHBIX 000CTPEHHil y feTed ¢ MB, u npu
paszpaboTke (OpMyIBI MPOTHO3a OPOHXOJIETOYHBIX obocTpeHu# OBLT HCIIOJIB30BaH
ATOPUTM MAIIWHHOTO OOYYEHMs «CIIy4adHBIM IIeC» W METON JIOTHCTAYECKON
perpeccuu.

[lo Teme AHCCEPTAIMHU OITYONMKOBAHO 9 TEUaTHBIX pabOT, M3 HUX 3 crarb4 B
KypHanax, pekoMeHnoBaHHEIX BAK MUHHCTEPCTBA HayKH M BBICIIETO 00pa3oBaHuUs
P® mis myGnuKamui OCHOBHBIX HAaydyHBIX pe3yibraroB. Ilomana 3asBka (Ne
6245018757 ot 19.10.2025) Ha matenT DBM [Is IPOrHO3UPOBAHHS OPOHXONETOYHBIX
o6ocTpenuii y marmentos ¢ MB "CF_analitic".

MeTomoIOrHs IPOBEJEHHOrO HCCIeNoBaHusA, O0BbeM IpOaHATH3UPOBAHHBIX
KIMHAYECKAX AHHBIX, METOABl J1a00paToOpHO-UHCTPYMEHTAIBHONW JUAarHOCTHKH,
MCIIOJI30BAHHBIE COBpPEMEHHEIE CIIOCOOBI CTATHCTHYECKOH 00paboTKH [aHHBIX
OIIpesIeNAr0T 0OOCHOBAHHOCTE W JOCTOBEPHOCTh HAy4YHBIX MONIOXXCHWH, BBIBOJIOB U
peKOMeHJIalWi, TPEICTaBIeHHBIX B [UCCEPTALMOHHOM pabore. BEIBOIEI 1
IpAaKTHYECKHEe PEKOMEHMAAIMH, 4eTKO COOPMYJIHPOBAHBI, JIOTHYHO BBITEKAIOT U3
pe3yJIbTaTOB UCCIIEIOBAHNUA.

HoBu3Ha Hcce 0BaHus M MOJYy4YeHHBIX Pe3y/bTaTOB, BLIBOJOB H MPAKTHYECKHX
pexoMeHaauii, chopMyJTHPOBAHHBIX B IHCCEPTALHH

Brnepsele B OIHOM #3 pernoHoB P® ompenenena ajuieibHas YacToTa
reHeTHYECKHAX BapHUaHTOB HYKJIEOTHHOU II0CIEI0BATSIBHOCTH I'eHa CFTR y pereii ¢
MB, BBISBIIEHA BBICOKAs YACTOTA MMATOTCHHBIX T€HETUYECKUX BAPUAHTOB, IPUBOIAIIMX
K BBIpa)KeHHBIM HapyleHrnsM ¢ynknun 6enka CFTR

B xojle NIPOBEIEHHOTO IHCCEPTAIMOHHOIO MCCIEAOBAHMs aBTOPOM JlOKasaHa
xrmHIdeckas dGdexktuBHoCTh Tepanun CFTR-MomynsTOpaMy, 3aKIOYaromascs B
3HAUMMOM CHIDKEHWH 9acTOTHl OpPOHXOJIETOYHBIXK  OOOCTpeHHi, TpeOyrommx
FOCIIMTANM3AIMA YW HAa3HA4eHMs [apeHTEePaTbHOW aHTHOAKTEpPHUAIbHON TEepaluu y

nerel ¢ MB.



UccnenoBaTeieM  yCTaHOBJIeHa  BBICOKas  3(Q(EKTUBHOCTH  TEpalvy
uBakadTop+TesakadTop+anekcakapTop U MBaKahTOp B HOPMATM3ALMH MOKa3aTeIeH
®B/: ODB,, OXKEJL Jlokazana 3(hHEKTUBHOCTD IIPUMEHEHHS
uBaka(Top+iIyMakadTop MUl HopManu3ayu QyHKIMA OPTraHOB ITUIIEBapEHNUS.

IIpy CpaBHUTENBHOM aHATU3E JBYX BUOB TEPAIHHU (KTPOKHON» U «IBOHHOM»)
TI0Ka3aHa (IPUOPUTETHOCTH MIpUMEHEHUS npernapara
uBakadTop+resakadroptaonekcakaprop ¥ HBakaQTOp Ha JETOYHYIO (YHKIHIO B
HopManu3anuy mokaszarenedi ®BJI, a Take 1OTOBOro Tecta. Tepamus
uBakadroptiymakadrop, oxazaimack Oonee SPOEKTUBHOW U1 HOpPMaU3allUK
TmokasaTeneil QyHKIUHU IT€YeHN B CHU)KEHWH PUCKA Pa3BUTHSA THIEPOMIUPYOUHEMUN U

runepdochaTazeMuy Ipyu IPUMEHEHUH «IBOMHOM TEpaITuny

Hay4Ho# 1eHHOCTBIO 06J1a1a10T Pe3y IbTaThl, CBUICTENBCTBYIOIIUE O CHIDKEHUH
pucka (B 2 pa3a) BBISBICHHS TE€HOB AHTHOMOTHKOPE3UCTEHTHOCTH MHKpOOHOMa
IBIXaTeNbHBIX IIyTel, CHIKEHWH B CBIBOPOTKE KpPOBH OmoMmapkepa (HOpO3HOro
pemonenupoBanus Jjerkux CA19-9 (B 7 pa3), Ha (oHe NpOBENCHUS TEpalUH
uBakagpTop+rezakadroptanekcakadrop u uBakabTop y Aerein ¢ MB.

BaxxHpIM aclieKTOM HayYHOH HOBHM3HBI pabOTHl SBISIOTCS JaHHBIE O
BBISIBJICHHBIX MH()OPMATUBHBIX MpH3HAKaX, IO3BOJSIONINX IIPOrHO3UPOBATH Pa3BUTHE
OpOHXONETOUHBIX  O0OCTpeHHH, TpeOylImmMX  NPOBEACHHE  IMMapeHTepaTbHOM
aHTHOaKTepualbHOU Tepanuu y neteit ¢ MB. B xone nmpoBenennss MHOTOGaKTOPHOTO
aHaJM3a aBTOPOM IHCCEPTALMOHHOI'O HCCIIENOBaHUS MpeIsioKeHa MaTeMaTh4YecKas
MOJZIEIb, IIO3BOJISIIOINAS C BBICOKOM CTeleHblo dyBCcTBUTENbHOCTH (96,9%) u
cnenuduuHocTy (85,7%) mpemymnpemuTs pa3sBUTHE OOOCTPEHHS OPOHXOJIETOYHOTO
nmporecca, TpeOyrolero  HEoOXOQUMOCTh  TOCIWTAIM3allMd W Ha3HAYCHHS
napentepanbHoil ABT y nereii ¢ MB.

Takum o00pa3oM, IONlydeHHBIE B XOJA€ IPOBEACHHOIO IHUCCEPTALMOHHOIO
UCCIICIOBAHUS  PEe3yJIbTaThl PACIIUpPSIOT Hay4dHylo 0a3zy 00 addexTuBHOCTH
IIPUMEHEHHSI TapreTHOM Tepamuu W BHOCST CYIIECTBEHHBIH BKJIaJ B pa3pabOTKy

IIePCOHAIM3UPOBAHHOIO 1T0A0O0pa JIEKapCTBEHHOM Tepanuu y aerei ¢ MB.



3HaveHHe I HAYKH U PAKTHKH

B pesysnbTaTe IPOBEJEHHOIO MCCICNOBAaHUA [ONOJIHEHA 0asa maHHBIX 00
aIeTIbHON 4acTOTe TeHeTHYECKMX BAPMAHTOB HYKJIEOTHIHOHM MOCIIe0BAaTEIbHOCTA
resa CFTR y neteéi ¢ MB B OIHOM U3 pErvuoHOB P®, BpIsgBICHA BBICOKAs 4acToTa
[aTOTEHHBIX TEeHEeTWYECKHX BApHUAHTOB, IPUBOJAIIMX K BBIPAKEHHBIM HapyIICHUAM
dyuxnuu 6enka CFTR.

HayuHyro ¥ TpakTHYeCKyI0 IIEHHOCTb IPEACTABIAIOT PE3yJNbTaThl M3yHdCHHA
CHLIBOPOTOYHO!M KOHIIGHTpALMK YIJIEBOJHOIO aHTHUICHA CA 19-9, sBisromerocs
HeHMHBA3WBHBIM OHMapKepoM Hporpeccupymomero ¢ubposa nerkux. IToxaszaHo, 4To
COIEpXKaHHe IaHHOTO OMOMapKepa 3aBHCENO OT IPOBEJCHMUS TapreTHOW Teparyu:
nasgauenre CFTR-MOAYITOPOB CIOCOGCTBOBAIO CHIDKEHMIO DPHCKa BBICOKOH
xonnentpanud CA 19-9 B 7 pas, 4yTO KOCBEHHO YyKa3bIBa€T Ha pOJb TapreTHOU
Teparuu B TIPOQHIAKTAKE JIETOYHOr0 PEMOJIETMPOBAHUS i (HOPO3UPOBAHHSA JIETKIX Y
neteit c MB.

BaxxHoe IpakTWYecKoe 3HA4YeHHWE MMEIOT DEe3yNbTarhl, JIOKa3bIBAIOIIHE
nonoxutenbHylo pomb CFTR-MomynsTopoB B CHHJKEHMHM IOTPEOHOCTH B
IapeHTepaibHOM aHTHOAKTepHalbHOH TepalmMd ¥ €€ MNPOJODKUTEIBHOCTH, B
CHIDKGHMHM pHCKA TMOSBJIEHHS T€HOB aHTHOHOTHKOPE3HUCTEHTHOCTH MHKPOOHOMA
TBIXaTeNbHBIX Iy TEH. |

ITpakTHYECKON 3HAYMMOCTBIO 00JamaeT pa3padoTaHHas HCCIeI0BaTeIIeM
MaTeMaThyeckas MOJeNlb, TIO3BOJITIONIAas C BBICOKOM YyBCTBUTEIBHOCTBIO M
CIIELU(UIHOCTRIO TPOTHO3UPOBATE O0OCTPEHMsI OpPOHXOJEro4HOro Ipolecca y
marenToB ¢ MB. ABTopoMm paspaboTaH ¥ BHempeH HWH(opMaruoHHbIA Telegram-
xaHan «CF _analitic bot» ¢ 1enpio MoAIepKKH Bpadyel-IIeTHaTpoB, MyIbMOHOJIOIOB,
OCYIIECTBISIONMX JUCTIAHCepHOe Habmoaenue aereit ¢ MB (@CF _analitic_bot) mnsa
IIPOTHO3MPOBAHKS PHCKa OPOHXOJETOYHBIX OOOCTPEHHH Ha OCHOBE KIMHHYECKHX
JAHHBIX TAIMeHTa U IIOJydYeHHs PEKOMEHTalMd O HEeoOXOIMMOCTH KOPPEKIUH

OazucHOHU Tepaluy U CBOCBPEMEHHOI'O Ha3HA4YCHMA aHTI/I6aKTepI/IaJIBHBIX InperapaTos.

KpaTKafl XapaKTepUCTHKAa OCHOBHOI'O cogcpKaHUA JHCCEPTAllHH



Tuccepranyonnas paGota Bacenépoit }0.0. manoxena Ha 176 cTpaHmnax
KOMIILIOTEPHOTO TeKCTa, HIUTIOCTpUpoBana 48 Tabnumamu, 11 pucynkamu. Coctout u3
BBeJIEHWs, 0630pa JIMTEPATypHl, ONMCAHUS MaTepHaloB B METOIOB MCCIENOBaHUS, 3
rlaB COOCTBEHHBIX  HCCJIEAOBAaHUM, 3aKJIIOYEHHS, BBIBOJOB, IPAKTUYECKHUX
pexomeraanuii. CIMCOK JIMTepaTyphl BKIodaeT 198 HCTOUHUKOB: 61 0TEIeCTBEHHBIX
1 137 3apy0exXHBIX UICTOYHHUKA.

Bo BBeIeHMM Hay4HOH pabOTHl OTpaX€HO OOOCHOBaHHME AaKTYaJIbHOCTH
JMCCEPTAIIMOHHOTO HCCIeIoBaHusA, chOopMyIHpOBaHa IeJb U 3a/laud; aBTOPOM JaHa
XapaKTepPUCTHKA HayJHOM HOBU3HBI IIOJNyYE€HHBIX pE3yJIbTAaTOB; IPEICTaBICHA
XapaKTePHCTUKA OCHOBHBIX ITONOXEHHH MHCCEpPTAllMOHHOM paboThl, a TaKkke ee
TeopeThdeckas ¥ IIpaKTH4ecKas 3Ha4UMOCTb.

IF'naa 1 comepxur 0030p JuTepaTypbl, IOCBAIIECHHBIM  COBPEMEHHBIM
IpEACTABIEHUsIM O TaToreHeTHdeckod Tepamuu MB y gmereidl. ConmepikaHue TIaBbl
IOATBEPXKAAET M3ydUeHHe HCCleqoBaTe]ieM JOCTaTOYHOIro o0beMa  Hay4HOH
MEIUIIMHCKOM JHUTEpaTyphbl, MaTepuaabl TIJaBbl JAEMOHCTPUPYIOT aKTyaJbHOCTb
HEoOXOIUMOCTH IOTIONHEHUs 06a3 NaHHBIX cBeJeHUAMHU 00 3()(eKTUBHOCTU Tepanuu
CFTR-MonynsaTopamMy, BIWSHUIO TapreTHOM Tepanmud Ha MUKPOOMOM IbIXaTeIhHBIX
IIyTE€H, O BO3MOXHOCTU HCIIOJIb30BAHMSI HEWHBA3UBHBIX JUArHOCTUYECKUX MapKEepPOB
IUI1 OLEHKM OIIMTEIHANBbHOIO IOBPEXKACHMS JIETOYHON TKaHu y nered. CTpykTypa
0030pa MOCTpoeHa JJOTUYHO C aHAIM30M JaHHBIX JIUTEPATYPHI.

I'maBa II «Marepruansl U METOIBD» COAEPNKUT ONHUCAHHE (OPMHUPOBAHUS TPYIII
HaOJIoAeHUs, 1ab0opaTOPHO-UHCTPYMEHTAIBHEIX METOIOB 00CIICIOBAHUS TAIIIEHTOB U
CTaTHCTUYECKUX CIOCOO0B 00pabOTKM MaHHBIX, MOJNYYEHHBIX B XOZE BBIMOJHEHHUS
paboTbl. ABTOPOM YeTKO OOO3HAuUeHBl KPHUTCPUH BKIIFOUEHHUS W HEBKIIOYCHHS B
HCClIe[JOBaHHE B COOTBETCTBHH C IIOCTABIEHHBIMH LIENIBIO M 3aiadaMu. MccnenoBarens
chopMHUPOBaJI OCHOBHYIO T'PYIIITY, Ky/a BOIUIA 58 JeTell, UCIIOIb30BaBIINX TEPAIIUIO
CFTR-monynstopamu (OCHOBHasi rIpynmna Oblia pasfelleHa B 3aBHCUMOCTH  OT
II0Jy9aeMOr0 JIEKapCTBEHHOIO IpemnapaTta Ha 2 moarpynnsl). KoHTponsHyIO rpymnimy

coctaBuim 23 pebenka ¢ MB, ne momyuapmue tepanuio CFTR-monynsaropamu.
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B ruase III m3noxeHa KIMHUKO-aHAMHECTHYECKas XapaKTEPUCTUKA JETed C
MB.

B rnaBa IV oTpaxeHbl pe3yiabTaTbl COOCTBEHHBIX MCCIENOBAHUW, NPOBEICH
CpaBHUTENBHBIN aHamu3 oddexTuBHOCTH mnaToreHeTndeckod Ttepamuu CFTR-
MoIysiTopamu y fereit ¢ MB.

I'naBa V CONEPKUT JaHHBEIE O BO3MOXKHOCTH IIPOTHO3MPOBAaHHS (akTOpOB,
OIpENENSIONUX PUCK 000CTpeHUs OPOHXOJIETOYHOTO Ipoliecca, W IPEJCTaBIIAET
dopMyITy MpOTHO3a pa3BUTHs GPOHXONErOUHBIX obocTpenui y aereit ¢ MB. I'masa
HITFOCTPHUPOBaHa KIIMHUYECKAMU IIPUMEPAMH.

I'naBa «3ak/0UeHHe» IOCBsIIEHa O0OOINAIOIIEMY ONKMCAHHIO W aHAIU3Y
CaMOCTOSTENIBHO  IMOJYYeHHBIX ~ JaHHBIX B IPOIECCe  peIleHus  3aj1ad
JIUCCEPTAIMOHHOIO UCCIIEAOBAHMUS.

C y4eTOM W3IIOKEHHOTO BBIIIE CIEAYeT OTMETHTh, YTO B AWCCEPTAlUU
Bacenésoii 10.0. B monHo#i Mepe MpeicTaBieHa HHQOpMAaIWs, [I03BOJIUBILIAS aBTOPY
OTpEe/IENIUTh OCHOBHBIC MOJOXEHHs, BBIHOCHMBIe Ha 3amury. CdopMylIupoBaHHBIE
UCClefoBaTeNIeM BBIBOABI U IPaKTHYECKHWE PEKOMEHIAIMd COIVIACOBAaHBL C
IIOCTaBJICHHBIMHU 3a1adaMi. Llep uccieoBaHus aBTOPOM TOCTUTHYTA.

ABTOpedepaT COOTBETCTBYET CYIISCTBYIOUIUM TpeOOBaHUSIM, B IIOJHOM Mepe
IIPEJCTABIISET PE3yJIbTaThl MCCIENOBAHUS W JIOTUYHO OTpakaeT OCHOBHBIE HAy4YHBIE
IIOJIOKEHUSL JIACCEpPTAlli¥, BBHIHOCHMBIE Ha 3allUTy, BBIBOABI M IPaKTUUYECKUE
pPEeKOMEHJAllMK, CIHCOK  OmyOmuKoBaHHBIX  paboT.  ABTopedepaT  XOpOIIO
WIIIOCTPUPOBAaH TalOMWIlaMM Y pPUCYHKamH, OQOpPMIEH B COOTBETCTBHH C
TpeboBanusMu  1m.25  IlomokeHHss O  TPUCYXKICHUM  y4YEHBIX  CTEleHeH

[IpuHIIMTHATBHBIX 3aMeUaHui TI0 TUCCePTAIlMOHHOM paboTe He BOZHUKIIO.

BHeapenue pe3yJbTaTOB HCCIEA0BAHHSA
Pe3ynbTaThl TUCCEPTAIIMOHHONW pabOThI BHEIpPEHB! B IIPakTUKy paboTel ['AY3
CO «OGmactHas [eTckas KJIMHWYECKas OOJBHUIA»: OPraHU30BaHO IHCIIAHCEPHOE
HaOmoAeHne neTedl ¢ MYKOBUCIMIO30M, B TOM YHCIE IIOIY4arollUX TapreTHYIO

tepanuio CFTR-MOmynaTOpaMu, IIpreM ITyJIbMOHOJIOTa B KaOMHETE MyKOBHCIHM03a.
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PaspaGoTannbiii aBropoMm Telegram-xaHan «CF _analitic_bot» (@CF _analitic_bot)
WCTIONB3yeTCs B TPAKTHYECKOM 3/IpaBOOXPAaHEHHM C ICJIBI0 UHOOPMAITMOHHON
TIOIEPKKY Bpade, OCyLIECTBIISIOMIUX TUCIaHCEPHOS Habmonenne aereit ¢ MB, ams
[[POTHO3UPOBAHUS PUCKA OPOHXOIErOYHOr0 OOOCTPEHUS Y pebeHKa M IOJIyYECHHUST
peKOMeHali O HEeoOXOAMMOCTH —KOPPEeKIMH —Tepamud K - CBOCBPEMCHHOIO
Ha3HAUeHMs AaHTHOAKTepHalbHBIX mpenaparoB. Kpome 2TOro, IOIy<deHHBIC
FccenoBarelieM JaHHBIE MCIONB3YIOTCS B y4eOHOM Ipolecce UL CTYyIACHTOB H
OpAMHATOPOB KadeIphl OCIHUTAIBHON MeAHaTPUN @®I'bOY BO YI'MY Munsapana
Poccun.
KpHuTHuecKue 3aMeYaHusl 110 COIePKAHHIO H 0popMIIeHH IO
JAHCCePTALUOHHOM padoThI

[IpHHIMIHAATBHBIX 3aMeYaHuil [0 UCCEPTALMOHHON padoTe HeT.

B mporiecce M3y4YeHuUst AUCCEPTAIMN BO3HUKIIM BOIPOCHI, KOTOPbIE XOTEIOCh ObI
0OCYIUTH B TIPOIIECCE ITyOJMIHOM 3aIUTHL:

1) KaxoBa dYacToTa pa3BuTHs OpOHXOIKTa30B y obcimemyeMblx Bamu rpymm
MAIMERTOB U WX AHHAMUKA Ha (oHe mpoBeaenus tepamun CFTR-MOmynsTopamu?

2) Kakue mnpoQMIAKTHUECKAE MEPOIPHSATHS IO  CHIDKEHHIO  pHCKa
GpPOHXOJIErOYHBIX ObocTpeHuit y zmereii ¢ MB Bbl Obl IOpeKOMEHAOBAIM Ha

OCHOBAHHMH PE3YJIbTATOB BLIITOJIHEHHOT'O I/ICCJ'IeI[OBaHI/IH?

ITocTaBnenHsbIe BOIIPOCHI HOCAT }’TOLIHS{IOH_[I/Iﬁ XapakTep U HE BIUAIOT Ha O6H.[YIO

IIOJIOXKHUTECIIBHYIO OLICHKY JIHCCCpTaHHOHHOﬁ pa6OTI>I.

SAKIIOYEHHE

Juccepramwonnas pabora Bacemésoii IOmmu  OneroBHsl Ha — TeMy
«KoMIIeKCHasE ~OIeHKa 3J0poBba ¥ O(G(EKTUBHOCTH TApPTeTHOH TEpaluy
MYKOBHCIHI03a Y JIeTel», IPeCTaBIeHHAs Ha COUCKAHNe yIeHOH CTENIeHH KaHAnzaTa
MeIUIMHCKAX HayK 110 crerpanpsHoctd 3.1.21. Ilenuatpus, sBIAETCA CaMOCTOSTEIHHO
BBINOTHEHHOM, 3aKOHUEHHOH HAyYHO-KBANU(GUKAIMOHHOH paboTOM, B KOTOPOH

COJIIEPIKUTCS pellleHre aKTyalbHON HAayqHO! 3a1ady, HAMEIOIIEeH BaXKHOE IIPaKTHIECKOe



¥ Hay4HOE 3HAa4YeHMe JJIs ITeJHaTPUH, a UMEHHO — OIeHKA 3/I0POBbs, KIIMHIMIECKON U
IIPOrHOCTHYECKOM 3(GEKTUBHOCTH TapreTHOH Tepanuu y nereii MB.
JluccepTalliOHHOE HCCIIEeOBaHUe II0 aKTyallbHOCTH TEMEI, HAy4HOH HOBHU3HE,
IPaKTHYECKOW 3HAYUMOCTH, 00BEMy IIPOBEAEHHOIO MCCIEIOBaHMs, TOCTOBEPHOCTH
IONly4eHHBIX ~ pPEe3yJbTaTOB, METOAWYECKOMY YPOBHIO, IIOJHOTE  M3JIOXKEHUS
MaTepHajioB JUCCEpTalid B paboTe ¥ HAy4YHBIX IyOIMKALUAX COOTBETCTBYET
Tpe6oBanusM 1. 9 «[loJ0KeHUs O MPUCYKACHUN YUEHBIX CTENEHEN», YTBEPIKACHHOIO
nocraoBinenreM IlpasurensctBa PO or 24.09.2013 r. N 842 (B meicTByOLIEH
PEIaKIiH), IPEIbABIsAeMbIM MUHHCTEPCTBOM HayKd M BBICIIETO 0OpasoBaHus P® k
JMCCEPTAIIMOHHBIM paboTaM Ha COMCKaHHME yYEHOW CTEeNeHW KaHAWIaTa Hayk, a ee
aBrop BacenéBa HOmmst OneroBHa 3acily’KMBaeT IPUCYXKICHHS YYEHOW CTEICHH

KaHAuIaTa MEAUIIMHCKIX HayK 1o crenuanbHocTy 3.1.21. IlenuaTtpus.

OdunuanbHbIN ONIIOHEHT,
JIOKTOp METUITMHCKUX HayK, podeccop kadeapbl
dakynprerckoit nequatpun ®I'bOY BO CIIGI TIMY

MunucrepcTBa 3apaBooxpaHeHuss PO
;A 4
% d ) Ky3nerosa A.A.

DeepalbHOE TOCYIAPCTBEHHOE OI0/IKETHOE 00pa30BaTeIbHOE YUPEKIEHHE BEICIIErO
obpasosarus "Cankr-Iletepbyprekuit rocy1apcTBEeHHEIH MeMATPUIECKHit
MEIUIUHCKUHN yHUBepCUTeT" MUHUCTEPCTBA 3ApaBooXpaHeHus PO

194100, Carkr-IlerepOypr, JIuToBckas yi., 2
Ten.: 8 (812) 295-06-46; 542-39-83
e-mail.ru: spb@gpmu.org

HOI[HI/ICB 3aBCpEHa
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Ycrasow, B T.4. BeZoMCTBeHHas | oOpasoBanus "CaskT-IleTepOyprckuif rocyiapCTBEHHBIA IE€NHATPHYECKUH MEIMIUHCKHUM
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