OT3bIB
na agropedepar quccepranun Cumonoea Makenva Buxktoposu«a
na temy «l'enorun-penoTHnnyucexkine 0coGEHHOCTH MYKOBHCIHI03a ¥ ACTEH 13
paziim4nbIx cyonextos Cepepo-Kaskaszckoro deaepainnoro okpyra»
HA COMCKAHHC YYCHOH CTENCHH KanAUJaTa MEIHUMHCKUX HAYK

no cuennaiabuocram: 3.1.21. — IHeguarpus u 1.5.7. — I'eneruka

MyxoBucII03 nik KHCTo3HBLH (ubpo3 (OMIM #219700) ocractes BaxHOIN
MEJ/IMUKO-COIMANILHOM 1poONeMOil pa3BHUTEIX CTpan, B TOM uMcle ¥ Poccuu.
brarojiaps panuell JMaryoCTHKe, MOCTIXKCHHSM B M3yYEHHHM MOJIEKYISPHO-
TCHETHYECKUX ocobennocreit  3aboneBanus, COBPEMEHHBIM  MCTOJ[aM
[IATOrCHETHYCCKOr0 JICYCHHUA, MYKOBHCIMIO03 U3 JICTAIILHON I1aTOIOTUH JIETCKOrO
BO3pacTa IOCTEICHIIO CTAOBUTCS 00IETCPAaNeBTHYCCKOM mpobieMoil.

Hay4noe cooOIIecTBO aKTHBHO W3yYaeT KIMHHYCCKHE M TCHETHUCCKHC
0CODCHHOCTH ~ MYKOBHUCIIHZI033, YTO II03BOJSCT ONpPEASIUTL  OCOGCHHOCTH
3abonesanys y NAlMEHTOR C ONPEJICICHHBIMU TIATOTEHILIMY BAPHAHTAME B I'CHE
CFTR, a Takxke 0XapakTepu3oBaTh GCHOTHIINYECCKHE YePTHl MYKOBHCIIM/I03a CPe/IH
OTZENBHBLIX IIOIYJISIMOHHBIX TPYIN, B TOM 4YHCIE M BHYTPU OJHOH CTpaHbl.
Cormractio panmeim Perucrpa Gonsibix MB B PO 3a 2021 ron monekynspHo-
TeHEeTUYeCKOe ucceaoBanue Myranui B rene CI'TR ¢ IHarHOCTHYECKOM LIEIBIO, a4
TaKKe Ui nofdopa TapreTHOM Teparnmu, 66110 mposeneno 93,6% 6onpapiv. Jlersim
nanHoe uccnenosanue OnuI0 mposenero B 94,4% u wmuenrudpunuponano 91,5%
aimnenei. B mame# crpane naufosec 4acTo BCTPEYArOTCS CIEYIONIME MYTALAU:
['508del (51,56%), CFTRdele2,3 (6,11%), E92K (3,46%), 1677delTA (2,25%),
3849+10kbC>T (2,22%), 2143delT (1,98%), 2184insA (1,94%), W1282X (1,72%),
L138ins (1,64%), N1303K (1,52%), G542X (1,49%). Bcero sxe BoisiBicHo 233
[AaTOICHIILIX BAPUAHTOB, IIOYTH ITOJOBUHY M3 HUX MOMKHO OTHECTH K penkum (101),
TaK KaK BCTPEYAIOTCs OJOKPATHo, a 47 reHeTHYEeCKUX BAPUAHTOB OTCYTCTBYIOT B

mexaynaponubix 6azax CFTR.



Huccepranmmonnoe wuccriejgopanue Cumonosa Makcuma Bukroposuua
HanpaBjeHO Ha H3y4YeHue OCOOGHHOCTEH MYKOBHCIH[034 U BO3MOXKHOCTEH
IPAMEHEHHs TapTreTHOH TCpalliK Yy MALKMEHTOB ¢ MyKOBHCIHJI030M U3 Pa3IMYHbIX
cyonexToB Ceseproro Kaskasa.

ABTOPOM THIATEIIBHO pazpaboTaH JM3aiil 1 06HEM HCCIIeIOBAHMS, M3YYCHBI U
HMCIIOJIb30BaHbI aKTyallbHbIC HCTOYHUKHU 3apyOEIKHOM 1 OTEYECTBEIIHON JIHTEparyphl
0 TCME, OBUIM NPUMEHEHB! COBPEMEHHBIC METONLI MOJICKYJISPHO-TCHETHICCKOMH
JNMAarHOCTHKY, — 1a00opaToOpHOro W MHCTPYMEHTANBLHOIO  0OCIe/oBaHMs W
CTATUCTHYCCKOIO aHaJI|34. Hucceprant nposen  Oompmryio  pabory 110
U3YHCHHMIO U aHalu3y KIMHMYICCKOW KapTHHBI MYKOBUCIIHA03a, & TAKKE CIIeKTpa u
OTHOCHTEIILHBIX YACTOT ajuleiei v reqorumnos rema CFTR y IeTelt u3 pasmuaHbIX
cybnexron Ceseproro Kaskasza. [Tocire onpenenenus ocobeHHOCTEH KIMHHYCCKOMN
KapTyiibl U IelOTHIIa, JeTAILHO OblIa MPoaHalU3upoBald B3aUMOCBSI3hL [CHOTHII-
(eHOTHN, NpOBE/IEHA CPABHUTCIBHAS XaPaKTEPUCTHKA KIMHIIECKON KapTUHBI U
9aCcTOT  BapHAaHTOB HYKJICOTHJIHOW nocienosarcnbHocTH rewa CFTR y
Ha0JIIoaeMbIX MANMCHTOB W IAIMEHTOB, NPOKUBAIOIHX B JIPYTUX CcyObekTax
Poccuiickoit Denepartum.

B niporiecce paboTel aBTop ONpereni BO3MOKHOCTH IIPUMEHEH s TapreTHOMN
TCpAlllM, YTO SIBISCTCH OJIUMM U3 OCHOBHBLIX W aAKTYyaJIbHBIX HANpPaBlIeHUd B
COBPEMCHIIOM TCPAIICBTHYCCKOM BEJICHUM IAllUCHTOB € MYKOBHCIIMIO30M, YTO
TAKKE BRKHO U C DKOHOMHYCCKOH TOYKH 3PEHMs, HaNpuMep, Wit GOpMUPOBAHMS
pernoHansioro orojprera. BaXKHBIM BEIBOJOM JIMCCEPTAIIMONION paboThl SBIISETCS
TO, YTO Ha3HAYCHWUE TAPICTHOM Tepaldd [aluenTaM ¢ MYKOBHCIIH/I030M U3
paszinunbix cyopekros CesepHoro Kapkasa Becbma orpaumdeno (1o 35%), 4ro
00DBsICHACTCS IPEBATMPOBAHMEM NATOTeHIBIX BapuanTos rena CFTR, OTHOCSIIHXCS
K [ knaccy, st KOTOPOro He IONXOJAKT 3aperucTPUPOBANHAS B HACTOSIIHH MOMEHT
[aTOreHEeTHYE CKasl TePaITus.

Haydnoe W 1pakTHYCCKOC 3HaYeHHe MCCIENOBaNMs  3aK/II09acTes B
BBISIBIICHHH BLICOKOM YaCTOTBI cumjipoma Iicesjlo-baprrepa. beud ormedenn

Apyrue (eHOTUIIMYCCKUC OCOOCHHOCTH MYKOBUCIMJIO3d4 B KaKIAOH OTJEILHOM



peciryOmike. DTO TI03BOJIKIIO aBTOPY HIPCIIOKUTE OITUMHU3UPOBAHNIBINA AJTOPUTM
MOJICKYIISIPHO-TCHETHYCCKOM Juarnoctuku umenno Jjyuist COKO, a takxke coznars u
000CHOBATE IIPOTOKOJ TEPAIIEBTHYECKOrO BE/ICHHS ATHX HAIIMEHTOB, ¢ aKI[CHTOM Ha
onpenenennsliit CEFTR-momynsrop.

[To Teme mmcceprarmu onybnrkosano 13 Haydnbx pabot, Bkiouas 4 craTby
B XyphaiaxX, pexkoMenjiosanieix BAK Munobpnaykn Poccuiickoit deneparu, 5
pabor onyOaukoBanbl B 3apyOeikHBIX JKypHanax. Marepuansl W pesyibTarsl
JMCCCPTAIMOHHOIO  MCCHIC(OBAHMA  JIONOXKEHBl M OOCYXKIEHBI Ha HaydHO-
IPAKTHYECKUX KOH(CPCHITHSIX.

Moo cjienars 3akmodenue, uto pabora Cumonosa Makcuva Bukroposnua
BHOCHT 3HAYUTCIILHLIH HayYHBIH 1 IIPAKTHYCCKUH BKIIAT B PA3BUTHE OTCYCCTBEHHON
HeIHaTPUN U KITMHUYCCKON TeIeTH M.

ABropedepar IOoIHOCTBIO OTPAKACT CONEPIKAHUE JAUCCEPTALIMU. 3aMedanuii
110 apropedepary 1er.

IIposenennnii  amanu3  aBropedepara IO3BONAET  3aKIIOYUTL, YTO
aucceprannonnoe uccnenosanue Cumonosa Makcuma Bukroposnua «lenorur-
denoTUnIIecKre 0COOCIIOCTH MyKOBUCIMIO3a Y JICTEH M3 PasiMUHLIX CYOLEKTOB
Cesepo-Kapxkasckoro dhenepanbHOro okpyra» fpejcTapisieT coboil 3aBeplIeHHyIo
HAYIHO-KBaNMPUKAIMONIYIO paboTy, HAIPABICHHYIO HA pElleHde aKTyallbHO
3a/[a4¥ B OONACTM TeJMaTPUM M TICHETHKM 34 CYCT COBEPIICHCTBOBAHHS
MOHeKyJISlpHO—FGIIG'PHIICCKOﬁ JHArHOCTHKH, NpeaoTBpalleHns OCJIOYKHEHMM
MYKOBHCIIHJ[034 W IIOBLIIICHKS OCBEAOMIIEHHOCTH CICHHAINCTOB O BO3MOKIIOCTSIX
NPUMCHCHUS TAPreTHON TCpalMK y JeTeil ¢ MYKOBHUCHMAO30M W3 PasiiMuHbIX
cybnexror Cesepo-Kapkasckoro ¢enepaisnoro okpyra. Jucceprarmornias pabora
COOTBCTCTBYET BCCM KPUTCPHSIM, YCTAHOBIECHHLIM TyHkToM 9 «llonoxenus o
INPUCYXJICHUM  YYE€HBLIX  CTENEHCH»,  YTBePXKIEGHHOIO  I[TOCTAHOBIEHHEM
[Ipasurensera PO or 24.09.2013 1. Ne842, mpeanssmsiemMbiv MUHHCTEPCTBOM
HAayKW M BBICIIEro oOpazoBanus PO K auccepTaluonibiM paboraM Ha COMCKAHHe

y‘IGHOI‘;I CTEIICHHM KaHnauJara Hayk. Ha ocHoBanuu BLITIEHU3JIOMXKEITHOTO, aBTOP



uccnenosanust, Cumonos Makcum Bukroposuy, pocroen [PUCYXKICHUS YUCHOM
CTCIICHM KaHauara MCIMLKMHCKAX HAYK 110 crienuansnocTaM 3.1.21. — [eguarpust

u 1.5.7. —l'eneruka.

Jlokrop  MemuIUHCKMX —HayK, mpodeccop, IIaBHbIA  HaydIIbI COTPY/IHUK
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