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PELHEH3USI
HAa BBINYCKHYIO KBaTHPHUKAIMOHHYIO paboTy oOyuarormerocs CII6I'Y
HNynnna Bragumupa Anapeesuaa
0 TEME KAMHJIOPU/I-1YBCTBUTE/IbHBIE JIUTEIHAJbHBIE HaTpUeRble KaHabl (ENaC):

cTpoeHHe, PyHKIIUN U HATOJIOTHS»

ENaC wrpaior KirOYeBylo polh B TpaHCIOpTe HOHOB Na' B peaGcopGupyrommx
SHUTEINAX, & TAK Xe ABJSIOTCS BAXHBIM 3BEHOM B PETYINISIMM HAIIPaBJICHHOro mepeHoca Na'
Pa3sIMYHBIME TOPMOHAaMHU U (DapMaKoJOTMUECKUMHM arcHTaMu. B CBsI3W ¢ 3THM, aKTYalbHOCTh
BBULYCKHON KBayddukanuonHod padorst Mynunsiv B.A., npencrasnstomeit coboi noapobHoe
OCBCIICHUC JIaHHBIX MHUPOBOH HAy4YHOH JIMTEPAaTYpbl O CTPYKTYpPHO-(pYHKIIMOHAIBHON
opranusanuu ENaC, He BBI3EIBaE€T COMHEHUH.

PaGora wm3moxena Ha 46 JucTax, WUNOCTPHpoBaHa 22 pPHCYHKaMH. BeITycKHas
KBaIU(UKAIMOHHAs paboTa IOCTpoeHa MO KIACCHYCCKOW CXEME M COJIEPIKUT CIIEAYIOIIHE
pasfenbl: BBENCHUE, OCHOBHAs TeOpeTHYecKas 4YacTh, B3aKJIIOUCHHE, BBIBOJABI H CIHCOK
[IUTUPOBAHHOM JINTEPATYPHI.

Bo BBenenum aBTOp OOGOCHOBBIBAET aKTYaIBHOCTH HCCIIEAYEMON TEMBI C YKAa3aHHEM
HEOOXOJUMOCTH OETANBHOIO 3HAHUSI CTPYKTYPHO-QYHKIIMOHANLHOM opramm3anuu ENaC mis
Oomee mONHOrO MHOHMMAHHUS IaToreHesa u  pa3paboTku  Haubonee  3QPEKTUBHBIX
(GapMaKkoTEpaeBTHYECKNUX IMMOAXOJOB K JICUCHHMIO (TsOKeNObIX) 3aboleBaHUi  dYeloBeka,
COTPOBOXIAIOIIMXC HAPYIIEHUAMH BOIHO-DJICKTPONIUTHOTO Oananca opranusma. (HexoToprim)
HETOCTATKOM BBOJHOTO pasjiesia SIBJSIETCS €r0 4pe3MEpHas KPAaTKOCTh, CKa3bIBAIOIIAACS Ha
MOJIHOTE PACKPBITHS aKTyaJIbHOCTH MCCIIE/JOBAHHS, ,

OcHoBHAd TeopeTHuecKas 4acTh COCTOMT U3 TpeX KPYNHBIX paszenoB. Ilepmrwii pasmen
HOCBSALIEH 00CYKJICHUIO CTPYKTYpHOH opranuzanuu u 6uobusndeckux xapakreprctuk ENaC. C
IpHUBJICYCHHEM OOJBLIOTO YHCJIA JIMTEPATYPHBIX HCTOYHHKOB, Kak ©3 O030PHBIX, TaK M
SKCIEPUMCHTAILHLIX CTaTel, aBTOpoM 0OCyKAatoTcs 00IMe XapakTepUCTUKU CylepceMencTBa
DEG/ENaC, x xoropeiM mpuHamrexkar ENaC, a takke Tomojiorus KaHajga B MeMOpaHe,
CTEXMOMETPHsI, MOJENb 1Oopel M Omodumsnueckue xapaxrepuctuiku ENaC. B To ke Bpems
CYIIECTBCHHBIM HENOCTATKOM OAHHOTO pa3fiesa SBISIETCS HEAOCTATOYHO TIyOOKHMM aHanu3 u
00CyXIeHHe IPUBEJICHHOTO MaTeprara.

Bo BTOpom paszjiene paccMaTpPHBAIOTCSl JAHHBIC JIMTEPATYPhl O (DM3HOJIOTHYECKHAX
¢ynkmusx ENaC. Ilogpo6HO OCBEIIAIOTCS COBPEMEHHBIC JAHHBIE O (YHKIMOHANLHOM POIH
ENaC B noagep:xaHuy  TpaHCIOPTHBIX CBOMCTB [OYEYHOIo, KUIIEYHOIO U JUCTAIBHOIO
JIETOYHOTO SIUTEINs Ha pasHbIX dTallax pasBUTHA opranusMa. [lpu aToM ymyiieHo ocsenieHue
pomz ENaC B mojiepxaHuy BOJHO-3EKTPOJMTHOrO GanaHca OpraHu3Ma 4eloBeKa IIpH
(GU3MIECKUX U TEPMHUYCCKUX HAIPY3KaX, COMPOBOMAAROMNXCA MOBBIIIEHHBIM ITOTOOT/ICICHIEM.
PaccmarpuBaercs ¢ynkmms ENaC B ceHCOpHBIX KieTKax. [IpuBoisrcs Takxe maHHBIE 06
okcnpeccn ENaC B TKaHAX M OpraHax, HE YYacTBYIOUIMX B PErYJAIMH BOIHO-COJIEBOIO
baianca opranusMa, 1 KOTOPEIX GYHKIHOHAMBHEs posib ENaC eme He BIOIHE U3ydeHA.

Tperuit pazzen NOCBANICH aHAIU3Y JIMTCPATYPHBIX HaHHBIX o0 matoiormn ENaC.
PaccmarpuBaroTcs MeXaHM3MBl HAcileJOBalMs, KIMHAYECKHE MPOSBIEHHS M MOICKYIIPHBIC
OCHOBBI 3a00NI€BaHKH, CBA3aHHBIX C HapymenusMH B cTpykType ENaC. Onnaxko B namnom
paszene oOCYXIAOTCS TONBKO OCHOBHBIC M3 M3BECTHBIX HA CETOAHAINHMI MOMEHT TSKEIBIX
HacJlCACTBCHHBIX  3a00/€BaHul, IPUYMHAMH KOTOPBIX SBISIOTCS MyTalldd B TeHAX,
Koqupyromux — pasyiuunble  cyOnenunmnsl  ENaC, a wumenno: Cumgpom  Jlummnia,
IICEB/IOTHIOAIBA0CTEPOHM3M | THIa M 3cceHIManbHas TUMEPTEH3US. Torjaa Kak yike XOpOIIo
U3BECTHO, YTO HApYIICHHMsA B CTPYKTYpe mim peryisiuud ENaC nexaT B OCHOBe WEIOro psza
npyrux 3aboncBaHui. B cBs3: ¢ 3THM, XOTenoch GBI MOJMYyYMTH OTBET Ha BOIPOC: KAKUE EIle



U3BECTHbI  3a00JicBaHUWs, CBA3aHHEBIE C HapyLmIEeHUEM CTPYKTYPHO-QYHKITHOHAIHHOH
opranuzanuu ENaC? Taxoxe ciiegyeT 3aMeTUTh, YTO B TJlaBe 3.2 He aKIeHTUPYETCS CBA3h MEXKLY
dynximorrposanneM ENaC u ypoBHEM aJbJOCTCPOHA, BCJIEACTBHE Yero NPU IPOYTEHHU
JAHHOM TIJaBel y YHTaredsl MOXET He CIOXKHTBCSA SICHOE TIOHHMaHWe IaTOreHe3a
IICEBJIOTUIIOAB/[OCTEPOHU3MA.

B 3akmoueHur aBTOp CYMMHUpPYET pe3yJbTaThl IPOBEJCHHOIO TEOPETHUYECKOIO
uccienosanud. CylIeCTBEHHBIM HEIOCTATKOM JaK/IIOUEHHUs, Tak e Kak W BBogHOTO pasjieina,
SABJISIETCS. Upe3MEpHasi KPATKOCTb.

Be1BOABI pabOTHI B 11€10M 0OOCHOBAHEI M COOTBETCTBYIOT MOCTABJICHHBIM 38/a9aM.

Crmcok nuTepaTyphl 0OBEMHBIN, BKIIOYaeT B cebst nmuTHpoBaHue 167 JIHUTEpaTypHBIX
HUCTOYHUKOB, M3 KOTOPBIX TONBKO TPA — Ha PYCCKOM s3bike. OIHAKO CIIMCOK JIATEPATYPHI
odopMIeH HEOpPEeXKHO, pPasHbIMH HMIPU(PTAMH, HEKOTOPHIC CCHUIKH IIPOIYLIEHBI, 4 HEKOTOPEIE
HEUPaBUILHO 0(OpMIIEHEL. HeKOTOphIE TTONOXKEHHS HE COJICPKAT CChUIOK HA HCTOYHMKH (C.22,
«Hapymenus B pyakiunr ENaC B TOHKOM KUIIEUHUKE MOKET IIPHBOAUTH K Gose3uu Kpona...»),
YTO MOJKET BBI3BIBATH BOIIPOCHI B MX UCTHHHOCTH.

K 3ameuanusaM Takxke HY)HO OTHECTH HEAOCTATOYHO aKKypaTHoe odopmiieHre paboTeL.
Tak, B ComepkaHUM HE yKa3aHbl HOMEPa COOTBETCTBYIOIINX CTPAHUI, B paboTe BCTPEdaroTcs
MHOTOYHMCJIEHHBIE OICYAaTKH H HEYJAYHbIE BBIPA’KCHHS, IIOTPEITHOCTH CTHJIA, MyTaHWIA B
TEPMUHOJIOTHH (HAIIPUMED, TOHATHS KJIMHUYECKUC IIPOSBICHUS), KCHMIITOMEI).

Wmoctpanun B 1esioM MHGQOPMATUBHEI U IPUCYTCTBYIOT B JIOCTATOYHOM KOJIMYECTBE.
Onmaxko B HyMepalMU PHCYHKOB TAaKXe IPHCYTCTBYIOT OIIHOKH. Tak, OTCYTCTBYET PHCYHOK
nomep 19, no umerotes jBa pucynka Homep 20. B CBS3M ¢ 9THM BO3HHKAIOT HENMPAaBUIBHLIE
CCBLUIKM Ha PUCYHKH B TeKcTe paboThl.

Crmenyer orMmeTuTs, uTo OakanaBpckas pabora B.A. Uyauna He CONEPIKUT
HeMpaBOMEPHBIX 3aMMCTBOBaHMU. Bee coBnanenus, B kosmuectse 37 %, yKa3aHHBIE B 0TUeTE 00
OpPUTHHAIILHOCTH TEKCTa IpH 3arpyske paborsl B cuctemy Blackboard, kacarorcs o6uux
PCMAKIIMOHHBIX MOMCHTOB, OOIIECIIPMHATBIX HAyYHBIX TEPMUHOB WIH  (paMuidil  1pu
LUTAPOBAHUM.

3axmouenue: BeimyckHas kBanupukanuonHas pabora Nynuna Biagumupa Anjgpeesnua
B I€JIOM COOTBETCTBYET TPeOOBAaHHSM, IPEIBABIIEMBIM K BBINYCKHBIM KBATIU(PHUKALAOHHEIM
pabotam OaxanaBpa, 3aciyxuBaeT onenkn XOPOIIIO, a ee aBrop — UPHCYXJICHUA CTENCHH
OakanaBpa.

PeneunsenT:

k.0.H., fouent xadeapsl Obweit Gpusnosornu
Ouonoruieckoro hakyyibTeTa

Canxr-IleTepOyprekoro rocynapcTBEHHOT0O YHUBEPCHTETA
«25» mons 2017 .
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Tab6anna kpurepuen onenku BKP

HNyauna Bnagumnpa Aagpeesnda

Kpurepuii Omnenka

1. O6ocHOBaHME aKTyaJIbHOCTH ITPOOIIEMBL 5

2. SIcHOCTh U3MOXKEHMS, CTPYKTYPHUPOBAHHOCTD

3. llonHoTa oxBarta mpodIeMbl 4

4. ITonHoTa 3HAHUS JTUTEPATYPHBIX UCTOUHUKOB (aBTOP MPOJEMOHCTPUPOBAII 5

YTEHUE HE TOJBKO 0030pOB, HO U OPUTHHANIBHEIX CTaTeH)

5. YpoBeHs aHam3a JIMTepaTyPHBIX JaHHBIX (CITOCOOHOCTH aBTOpa JIeNaTh 4

COOCTBEHHBIC BBIBOJIBI M 00CYXKAATh IPOTHBOPEUUBBIE TAHHKIC)

6. Coburoienue mpuHMHKIIA "yTBEPKACHHE-CChIIKA" (KaXk/10€ yTBEPXKIEHNE NOJDKHO 5

OBITh TOITBEPKICHO CCHUTKOM )

7. KayecTBO HILTIOCTPATUBHOTO Marepuaa (IpUCyTCTBHE COOCTBEHHBIX PUCYHKOB, 4

cXeM), MoANGUKAIINS Uy>KUX PUCYHKOB (B YACTHOCTH, NIEPEBOJ IO/ IIINCEN Ha

pPYCCKUH A3BIK).

8. OdbopmiteHne pabOTHI (aKKypaTHOCTD, I'padudeckoe odhopMIeHHE) 3

9. YpoBeHB BiIaJICHUS PYCCKUM SI3BIKOM 4

YCPEAHEHHAS OLIEHKA 4,22

PenensenT:

K.0.H., foueHT kadenprl OOLIeit puznonoruu
Ounotoruueckoro daxynpTeTa

Cankr-IleTepOyprekoro rocyJapcTBEHHOTO YHUBEPCUTETA B.B. KpaBnoga

«25» wons 2017 .




