OT3bIB O®UIIMAJILHOI'O OTITIOHEHTA
Ha auccepTannoHHyo padory HucrapoBoit AHactacun BuTtanbeBHbl
"BoaHo-coneBoi 00MeH U (PyHKIITMOHAJIbHOE COCTOSAHHUE MOYEK MPHU
MYKOBMCLIMJIO3€ Y JICTEH", MPEACTABICHHYIO HA COUCKAHUE YUEHOU CTENEHU
KaH/M/1aTa MEAMIIMHCKUX HAayK Mo cnenuanbHocTsaM 3.1.21 — neauarpus u 1.5.5 -
(pU3HONOTrHs YeIOBEKA U KUBOTHBIX
AKTYaJIbHOCTh TeMbI JHCCEPTALIMOHHOI PadoTHI
XoTs MYKOBHCLIMIO3 WM KHUCTO3HBIH (UOpPO3 OTHOCHUTCA K PEAKO
BCTpeuatrommmes 3aboseBanusaM (B PoCCMM  €XKErogHO POKAAIOTCA HEMHOTHM
bonee 300 nereit ¢ ATOM MaTOJNIOrMEH), TeMa JaHHON TUCCEPTANIMOHHON padOThI,
HECOMHEHHO, aKTyaJlbHa, MOCKOJIbKY 3TO 3a00JieBaHUE C Ay TOCOMHO-PELIECCUBHBIM
TUIIOM MEepe/laun XapaKTePU3yeTCsl CUCTEMHBIM MOPAXKEHUEM SK30KPUHHBIX HKeJie3
JKU3HEHHO BAXXHbIX OPraHOB M CHUCTEM, OOBIYHO C TSKEIbIM TEUYCHUEM U
HeOJaronpUATHBIM ~ MPOrHO30M.  AKTYaJlbHOCTh  NPOOJIEMbl  MYKOBHUCIIH/103a
3AKJIH0YAETCS TAKKE B TOM, 4TO 00J1e3Hb TpeOyeT paHHEH TUarHOCTUKH, aKTHBHOIO
JIUCTIAHCEPHOTO  HAOJIOJIGHUS M MOCTOSHHOTO  JICYEHUA  JIOPOTrOCTOSIIIUMHU
npenapatamu. HecMoTpss Ha omnpenesieHHbIE YCNEXH KOMIUIEKCHOIO JICUCHHs
MYKOBHUCLIM03a, 9TO 3a00J1€BaHUE MPOJIOJIKAET OCTABATHCS OHOM M3 aKTYyaabHbIX
npo0jaemM COBPEeMEHHOW mneauarpud. B uyacTHOCTH,  TpeOylT JalibHEHIIETro
M3y4YeHHsA [POLECChl TPAHCNOPTa HMOHOB W BOJBI B TOYKaX, PE3CPBHbBIC
BO3MOKHOCTH CHCTEM BOJHO-COJIEBOTO OOMEHAa M YTOYHEHHE HX POJIH B

MATOICHE3€ MYKOBHCL N 1034.

Hayunass HoBHU3HA, TeopeTHYecKassi M MNPAKTHYECKAS 3HAYUMOCTH
padoThi

ABTOPOM  BHEPBbIE  WCIOJb30BaHbl  HOBBIE MMOAXOAbI AJIA  OLEHKH
(pyHKLMOHAIBHOrO COCTOSHUS MOYEK (CKOPOCTH KIyOOYKOBOH (DMABTPALMH U
OCMOPEryaupyomei (yHKUMU) TMpd  MYKOBUCIMAO3€ Yy [AETEH, J0Ka3aHbl
S(p(PEeKTUBHOCTL  TJIOMEPYJISIPHOM  (DUIILTPALMM M CIOCOOHOCTH TMOYEK K

KOHUCHTPUPOBAHUIO MW Pa3BCACHUIO MOYH. HcnonbszoBanue MCTOJOB KJIIMPECHCA
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MO3BOJIMJIO TOKa3aTb BBICOKYK) UYBCTBUTEJIBHOCTH IMOYEK Yy MALMEHTOB C
MYKOBHCIHA030M K OCMOJISIBHOCTH ChIBOPOTKHM KPOBU Ul CTa0MIM3aLMK 00beEMaA
KieTok. HOBBIMU SIBJISIFOTCS MOJIYYEHHBIE aBTOPOM JIaHHBIE O COOTHOILEHHWH
Na /K" B cbIBOPOTKE KPOBH MPHU MYKOBMCLIMI03€ M HEKOTOPHIX (POPMax MaToIoru
JICTKUX, YCTAHOBJIEHA KOppEeIALMA  MEXKAY OJTUM MOKa3aTreJaeM M TKECThIO
COCTOSIHUSA NALIMEHTOB.

TeopeTnyeckasi 3HAYMMOCTb PE3YJIbTATOB AUCCEPTALMOHHOIO UCCIIEI0BAHMA
3AKJTIOYAETCSA B PACKPHITUM MATOTCHETUUYECKUX MEXAHU3MOB, JIEXKALIUX B OCHOBE
HapyiieHus: PyHKUMMA TIOUYCK MPU MYKOBHUCIMA03€ Yy AeTel. [lomyuennbie aBTopoM
pe3ynbTaThl  YTOYHSIOT CYIIECTBYIOIIME TMPEACTaBICHUS 00 OCOOEHHOCTAX
OCMOpPEryJIupyoined (QyHKIUM TOYeK Y TMAUMEHTOB ¢ MYKOBHUCLHI030M.
PaspaboTaHHbie aBTOPOM M BHEJIPEHHbIE B MPAKTUKY HOBBIE BapHaHThl MPOO ¢
BOJIHOM Harpy3koM W BOJHOM J€NpUBALIMCH IO3BOJIAIOT aJE€KBAaTHO OLIEHUTH
OCMOPETYJTUPYIONYIO (PYHKIHIO MOYKH Y MALMEHTOB ¢ MYKOBUCLIMI030M, @ TAKKE
JIMATHOCTMPOBATH CUHAPOM HEAJECKBATHOM CEKPELMH BA3OIPECCUHA Y MALMEHTOB C

MYKOBUCLH/I030M U BHEOOJIbHUYHON MTHEBMOHHEM.
O00CHOBAHHOCTD M I0CTOBEPHOCTh HAYUYHBIX MOJI0KEHUIT U BLIBOJI0B

CdopMynMpoBaHHbIE aBTOPOM TIOJIOXKEHUsI, BBHIHOCHMBIC Ha 3allUTy U
BbIBO/JIbI COOTBETCTBYIOT M JIOTUYHO BBITEKAIOT M3 JAHHBIX, MPEACTABJICHHBIX B
pabote. Marepuan auccepranuu 0Oa3MpyeTCs HA OCHOBE JAHHBIX, MOJYUYEHHbIX
npu obcaenoBanun 50 gereid ¢ mykoBucumaozoM. C ydeTtoM TOro gaxra, uTo
MYKOBHUCLIM103 OTHOCUTCS K OpdaHHbIM 3a00JIeBAHUAM, 3TO JOCTATOYHO OOJIbILIAs
rpynna  obcnenoBaHHbIX.  [IOCKONBKY — MPEUMYILECTBEHHOE  OOJBbIIMHCTBO
MAUMEHTOB € MYKOBUCLUMAO30M MMEIM MOPAXKEHHUS PECMUPATOPHOrO TpakTa
(XpOHWYECKMH  OPOHXMT, [BYCTOPOHHME OpOHXOJKTa3bl), aBTOP JIOTMYHO
cpopmupoBana rpymny CpaBHEHHs, B KOTOPYIO BOLLIH 50 manMeHTOB C
BHEOOILHMYHON nHeBMOHMEH. Kpome 3toro, Obiia Takxke copMupoBana rpyrna

KOHTPOJISI, B KOTOPYIO BOLIM 25 340POBBIX JIeTel OJM3KOTro BO3pacTa.
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B npouecce uccnaenoBaHus NPUMEHSJIMCH Pa3jIMYHbIE J1aOOPATOPHBIE M
MHCTPYMEHTAIbHBIC MCCIICIOBAHUS, B T. U. CHICIUAIM3UPOBAHHbIE: OTOBAs Npooa,
FEHETHYECKOE HCCJIe/I0BaHUe, JMAarHOCTHUecKas npobda Ha OCMOTHUYECKOE
KOHIICHTPUPOBAHME MOYHM, aMArHOCTHYEcKas mnpoda ¢ BOJHOM HArpy3Kow.
[Tocneanue aBe npoObl MPOBOAMINCH B ABTOPCKOM MOAM(PHUKALUU € YUETOM
BO3pacTa, CHUXKEHHOTO BECA U COCTOAHUSA MALMEHTOB.

Bce BoimensnoxenHoe mnoszsoawno Hucraposoi A, B.  noayuutsb
JIOCTATOYHOE KOJIMYECTBO JAHHBIX, KOTOPBIE CIEAYET CUMTATh JOKA3aTEJIbHBIMH.
Ha 3ammrty couckartesnb BbIHECIA S MOJIOKEHUH, KOTOPbIE CYMMUPYIOT OCHOBHBIE
UTOrKM PadOThl U COOTBETCTBYIOT MOCTABJICHHOM LIEJM W 3a/1a4aM MUCCIEA0BaHUS.
[lonyueHHble  aBTOPOM  AaHHbIE MPOAHAIM3MPOBAHBI € MCIOJbL30BAHUEM
COOTBETCTBYIOIIMX  MEAMKO-OMOJIOTMYECKUM  MCCIEJ0BAHUAM  KPUTEPUEB
CTATUCTUUECKOrO aHanu3a. MHrepnperauus M OOCYXKJEHME  Pe3yJIbTaTOB
BBHIMOJIHEHbl HA OCHOBAHWUM M3YUYEHMS JOCTATOYHOTO KOJMYECTBA HAYYHbIX
myOJIMKaLMH.

Takum 00pa3om, aHanM3 AUCCEPTALMOHHOM PadOThI MO3BOJIAET CJHIENATh
3aKmoueHne 00 000CHOBAHHOCTH HAay4HbIX IMOJIOKEHHMH, BBIHOCUMBIX HA 3aLUTY.
BbiBOABI COOTBETCTBYIOT LMW M 33jlayaM, apryMEHTHPOBAHbI M CJEJIaHbl Ha

OCHOBaHUU (PAKTUUECKHUX PE3YyJIbTaTOB MPOBEICHHBIX UCCIICAOBAHMA.

CrpykTypa u opopmiieHre padboThi

Huccepranmonnas  padora  A.B.  HwucrapoBoit  mocrpoeHa 1o
OOWIENPUHATOMY IIJIaHY W COCTOMT M3 Pa3/esiOB. BBEAEHHUE, 0030p JIUTEPATyphI,
ONMUCAHUEC MaTEpUaIOB M METOAOB MWCCIICNOBAHMS, OIMKMCAHHE COOCTBEHHBIX
pe3ynbTaToB, O00CYKAEHHE, BBIBOABI, MPAKTUYECKHE PEKOMEHAALMU M CITUCOK
JUTEPATYPhI, BKIHOYAOWMHA 44 0Te4eCTBEHHBIX B 158 HHOCTPAaHHBIX MCTOUHHUKOB.
Pabora wmsnoxena wna 103 crpanuuax, pesynbTaThl MILTIOCTPHPOBaHbl 10

Tabnnuamu u 24 pucyHKamu.



OCHOBHbIE  MONOKEHUA AUCCEPTALMM  MOJHOCTBIO OTpakeHl B 14
nyOnuMKauusax, B T4, B 5 - B JKypHalax, pekomMenayembix  Bricmiei
ATTECTALMOHHON KOMHMCCHEH MMHMCTEPCTBA HAyKM M BBICHIErO O0Opa30BaHUs
Poccuiickonn  denepaunu.  Marepuansl  ObIM B JOCTATOYHOM — CTENEHM
MPEACTABICHBI  ABTOPOM Ha KOH(MEPEHLMAX M ChE3AaX Pas3IMUYHOrO YPOBHS.
Jluccepraumonnas pabora B LenoM xopoino ohopmiIeHa H OTPEIAKTHPOBAHA.

B pasgene "Beenenme" 000OCHOBaHbBI — aKTyaJbHOCTh  IPOBEACHHOTO
ucee10Banus, ¢hopMyNMpPOBaHb LEb U 3a[a4d, HAyuyHas HOBM3HA, HAYUYHAS K
PAKTUYECKas 3HAYMMOCTh MOJYYEHHBIX PE3YJIbTATOB, MPHUBEAECHbI MOJOKEHUS,
BbIHOCMMBIE Ha 3aLIUTY.

B o03ope suTeparypel aBTOp aHaIM3MPYET Bech CHNEKTP AAHHBIX,
HMCIOLIMXCA 10 JaHHOM npobieme. ABTOP NMOCIEA0BATEIBHO M3J1araeT MaTepuarl,
MOAPOOHO  ONMMCHIBAET MCTOPHIO  CTAHOBIEHHS M TPWU3HAHMS  JMArHO3a
"mykosucunno3”. Hoapo6xo omucan CFTR, dyHKumonupyommii kaxk tAM® —
3aBMCHMBIN XJIOPHBIH KaHasl, HapylleHHe (QYHKLUMH KOTOPOTO M JIEKHT B OCHOBE
PasBUTHs  CHMIITOMAaTHKA  MYKOBMCLM/03a, MPEACTABIEHBbl  JaHHBIE O
pasnoBuaHocTaXx Mytauuid rena CFTR. Tlogpo6GHo onucanbl snuTenuaibHbie
KJICTKH JBIXATCbHBIX MyTEH W MAaTOJOTHYECKUE M3MEHEHHMS, COMPOBONKIAIOIINE
MYKOBHCIIHI03.

B rnaee, mocBsiieHHOM OnMcaHUO 0ObEKTA HUCCJICJIOBAHUS, MaTEPUasaoB U
METONOB, MPECTABJICHO UCUEPITBIBAIOLIEE OMUCAHUE IPYIIN MALUEHTOB U METOIOB
71abOPaTOPHOTO M HHCTPYMEHTATBHOIO MCCIIEIOBAHMS.

Pasjien, nocBALEHHbIH ONUCAHUIO COOCTBEHHMIX pe3yJIbTaToB, Pa3OoUT Ha 6
noarnas. A.B. HucrapoBa nocnenoBaTenibHO OMMChbIBaeT apaMeTpbl COCTOSHHUSA
BOJIHO-COJIEBOr0 0OOMeHa M (DYHKLIMM MOYEK MPH MYKOBUCIHI03E y Z€TEH, BOJTHO-
CONeBO 0OMeH M (yHKIMKM Mouek y aereit KOHTPOJILHOW W IPYMMbl CPAaBHEHMUS,
OCMOPEryaUPYIOULYI0 (DYHKLHIO TMOYKM Yy MALHEHTOB ¢ MYKOBUCLH/IO30M U
MAUMCHTOB U3 TPYIIT CPABHEHUSA U KOHTPOJIS, OCOOEHHOCTH MOHHOIO COCTABA M

OCMOJIAILHOCTH  CHIBOPOTKM KPOBM 'y JeTeil 00CIemMyeMBbIX TPYNI U METOIbI



TEPANEBTUYECKON KOPPEKIMM HApPYLIEHHUs BOJHO-COJEBOr0 OOMEHa y AETer MpH
MYKOBHCIIM03€.
B pasgene "OOGcyxaenue pe3yabTaroB" Ha 9 cTpaHMuax — aBToOp
COMOCTABIISIET Pe3y/bTaThl COOCTBEHHBIX MCCIEAOBAHMM C HJaHHBIMHU JIPYTHX
aBTOPOB, MPUBOAUT  HHTEPIPETALHUIO NPEJCTAaBIECHHBIX  PE3YJIbTATOB
uccae0BaHus. BbIBOAbl COOTBETCTBYIOT LEIM MCCAEAOBAHUA M IOCTABJICHHBIM
3a/1a4aM, MOJIHOCTHIO OTPAXKAIOT PE3YJIbTaThl pabOThI
ABropedepar B MOJTHOW Mepe OTPAXKAET COAEP)KAHHUE AUCCEPTALUOHHOIO
UCCIICIOBAHUS.
Takum oOpa3oM, auccepranmoHHas pabotra Hucrtaposoit Amnactacuu
BuTanbeBHbI HAIMCaHa XOPOUIMM HAy4YHbIM $I3bIKOM W HE BbI3bIBACT
CYILIECTBCHHBIX 3aMeUaHui 10 (JOPME M COJIEPKAHUIO.
B kadecTBe HEIOCTATKOB PadOTHI CIEAYET HA3BATh:
® HETOYHOCTH B 00O3HAYEHMHM KOHUEHTPALMH BEIIECTB. TaK, Ha puc. 7 u 8
KOHIIEHTPALMsl KpEaTUHUHA MPEICTaBIeHAa B MMOJI/JI, @ B MOAMKUCH K PUCYHKAM
HAIMMWCaHO — MKMOJIb/JT;

® Ha puc. 8 UMEIOTCA JAaHHbIE 00 OJHOM MAIMEHTE C IUIOMIAbI0 TOBEPXHOCTH
tena Oonee 2 kB. M. [losararo, 4yTo 3TO OWIKMOKA, TPYAHO MPEACTaBUTHL cede
TAKOro pedeHKa ¢ «HU3KOW» CTENEHbIO YNIUTAHHOCTH (C. 37);

e Haszsanue puc. 10 He camoe ynadHoe;

® HEy/auHbIE BBIPAKEHMS:

- Ilpu KOHTPONBHOM HCClIeIOBAaHMH OOIIET0 aHAIM3a MOYH C. 58

- MMeroTes nanHbie 0 HEKOTOPbIX HAPYIIEHHUSIX TPAHCIIOPTA MOYEUYHBIX BELLECTB,

CBsI3aHHbIE ¢ peadcopOLmMel Hatpus ¢.59

- Ilpm  oOcnenosanum  B3pocablx  Obuia  paspaborana HoBas  (opma

(hynxumonansHoit npoOs [18], Ha OCHOBE aHAJIOTMYHOIO MOAXOAA Y B3POCIBIX, C

60

- "He Bo3M0O3kHO" Ha ¢. 65 clle10BaI0 HANKCATD CIIUTHO;,

® CIUCOK JIMTEPATYPHBIX HCTOYHHUKOB HE MOJHOCTBIO cooTBeTcTBYeT [[OCT P

7.0.11-2011  "IUCCEPTALIUSI U  ABTOPE®EPAT JIMCCEPTAIL[MU.
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Crpyktypa u mnpaswia opopmienus”. B m. 5.6.4 ykasano: "mpu anpaBUTHOM
criocobe TpPYNIIUPOBKH Bce OuOIMorpaduueckue 3alucH pPacroiararoT 0
andaBuTy haMuIKil aBTOPOB MIIM [EPBBIX CIOB 3aIjlaBUil JOKYMEHTOB" a B CIIUCKE
NUTEpaTyphl JUCCEpPTAlMOHHOM paboTel A.B. HucTtapoBoil ommcanue OCHOBHOU
YacTH HCTOYHUKOB HAa4yHHAeTCs C (GaMIIAd aBTOpOB, IIPH 3TOM OIIMCAHUE
3HAYUTEIBHOM 4aCTH MCTOUYHHUKOB (0K0J10 30% BCEX MCTOYHUKOB) 0€3 KaKuX-THO0
000CHOBaHUN HAYMHAETCs ¢ Ha3BaHWA: UCTOUHUKH Ne 29, 31, 40, 45-48, 51-54, 57-
59, 64,67, 70-75, 78-81 u psx OpyTUx.

[Tocne mepeyucieHuss OIMHOOK M HETOYHOCTEH CUUTAl0 HEO0OXOAWMBIM
OTMETHTh, YTO YyKa3aHHbIE HEIOCTaTKM HE CHIKAIOT OO0IIeld MOJI0XKUTEIbHON

OLICHKH JuccepTauuoHHON padoTsl A.B. Hucraposoii

3akJIl04eHue

HucceprannonHas pabora HucrapoBoit Anactacuu BurtanseBHBI Ha Temy
"BogHo-coneBoii 0oOMeH M (QYHKIMOHAIBHOE COCTOSHUE TIIOYeK TIpH
MYKOBHCLIMIO3€ y JeTed", IpeAcCTaBlIeHHAas Ha COHCKaHUE Y4YEeHOU CTeleHHU
KaHauzaTa MEAULIMHCKUX HayK I0 cnenuanbHocTsaM 3.1.21 — neguatpusg u 1.5.5 —
(Gusuonorus yenoBeka U KUBOTHBIX, SIBIISIETCS 3aKOHUEHHOW, CaMOCTOSTEIHHO
BBIITOJIHEHHOW Hay4yHOW KBaJU(UKALUOHHOH paboToi, B KOTOpOH pelreHa
aKTyalbHas HaydHas 3aJada I[10 OLIEHKe COCTOSHUS W KOJMYECTBEHHBIX
[apaMeTpoB  OCMOperyiaupyromeid  GyHKUMM T[OYeK y  IalHeHTOB ¢
MYKOBHUCLIMJO30M U pa3pabOTaHbl aJleKBaTHbIE AJS JeTel TeCThl ¢ MPHUMEHEHHEM
BOJIHOM HArpy3KHU U KpPaTKOBPEMEHHOU JepUBAallIH.

[Io cBoeli aKTyaJbHOCTM, Hay4YHOM HOBH3HE, TEOPETHUYECKOH U
INPaKTUYECKOW 3HAYUMOCTH, JIOCTOBEPHOCTH IIONIYYEHHBIX pPe3yJbTaTOB U
00OCHOBAaHHOCTH BBIBOZIOB [MICCEPTAllMOHHAs paboTa A.B. Hucrapogoii
TIOJIHOCTBIO COOTBETCTBYET TpeboBaHUsAM mm. 9-14 "[lonokeHUs O MOpsIKe
NPUCY)KAEHUS  y4YE€HBIX  cTemeHed"  yTBepxkaeHHOro  IloctaHoBieHueM
IIpaButensctBa Poccuiickoit @enepanmu Ne 842 ot 24.09.2013 (¢ U3MEHEHUSIMH,

ykazaHHbIMH B [locTanoBnenun mpasutenbeTBa Ne 426 ot 20.03.2021), a ee asrop,
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Hucraposa Anactacus ButasibeBHa 3aci1yKMBAET IPUCYKAEHHS HCKOMOI CTENEHH
KaHIM/aTa MEIMLIMHCKUX HAyK 10 crneunanbHocTsaM 3.1.21 — neauarpust u 1.5.5 —

(bl/IBHOHOFI/Iﬂ YeJIOBEKA U )KUBOTHBIX.

OduuuanbHbIi ONMOHEHT: _ >
Jlo6os I'ennaamii UBanosuy, 7 //
JIOKTOP MEMLIMHCKUX HayK, npodeccop,
3aBeYOLIMN JJaboparopueit (pU3HOIOrHH
CEPIEUHO-COCYAUCTON U IUM(PATHUECKON CHCTEM
DenepanbHOro rocy1apcTBEHHOrO OKOIKETHOTO
yupexKAeHUsA Hayku "MHCTUTYT (PU3HOJIOrHH UM.

W.IT. Ilasnosa Pocceuniickoii Akagemuun Hayxk"

Ten. +79217430608, e-mail: gilobov@yandex.ru

[loutoBbiit anpec:

199034, r. C-llerepOypr, Hab6. Makaposa, 6
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