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Ha BbrrrycKHyro KB anr4 Q raxaquoHnyro pa6 ory o6yuarorqero cg ClI6f Y

VIy guna Bnaguuupa Angp een uva

rlo reMe <Aura.nopr.rA-qyBcrBrrreJrl,Hr,re 3rrrrreJrnaJrr,Hbre HarplreBbre KaHarr,r (ENaC):

crpoeurre, r[ynnquu u rrarororr{s)

ENaC urpalor KnloqeBylo poJrb B TpaHcnopre r{oHoB Na* n pea6cop6npyrorqux
oIII4TeJII.,I.tx, a raK xe rBJr{rorcfl Ba)r(HbrM 3BeHoM B perynqur4tr :uarrpaBneHHoro nepenoca Na*
pa3nI4qHbIMI,I ropMoHaMra rz Qaprrar<oJrofr,rqecKrzMr4 areHTaMrr. B ce.ssu c grrrM, aKTyanbHocrE,
nrruycrcnoft xnanu$IEraquonnofi pa6orrr Llyguusrw B.A., npe4craBn.f,roruefi co6ofi no4po6noe
ocBeuleHl4e AaHHIIX rruponofi Hayvnofi nr4Teparypbr o crpyKTypno-QyHrquonalr,Hofi
opraHl43arlrau ENaC, He Bbr3brBaer covneHrafi .

Pa6ora LI3JIox(eHa Ha 46 Jrrdcrax, r4nnrocrpr4poBaHa 22 pr4cyHKaMr4. Brrnycruax
xnanu(fzxaql4oHHa.f, pa6ora [ocrpoeHa rro KJraccu.{ecrofi cxeMe rz coAep}Kkrr cneAyroulue
pa3Aenbl: BBeAeHLIe, OCHOBHa' TeOpeTLIrreCKat qacTb, 3aKJIrOrreHve, BT,rBoAbI Lr CrV COK

IlLrrr.rpoBaHHofi mrreparyprr.
Bo nne4euldlr aBTop o6ocnosrrsaer aKTyanbHocrb r4ccneAyeMofi revu c yKa3aHr4eM

ueo6xo4utuocrl4 AeraJlbHoro 3naHvrfl. crpyKrypHo-(fyHxquonalr,uofi opraHrr3aquz ENaC lrlr
6olee rIoJIHoro TIoHITMaHI{.fl rlaroreHe3a u pa:pa6ou<n Hau6olee oQ(per<runHux
(papvraxoreparteBTllqecKux rroAXoAoB K JreqeHrdro (rrxenrx) sa6oreeauufi qeJroBera,

conpoBo)I(rarcrlr4xcs HapyrxeHr{rMt4 BoAHo-gneKTpoJrr4THoro 6wtavca opfaHr{3Ma. (Heroropuvr)
He.4OCTaTKOM BBOAHO|O piBAena ,rBJr.rreTc.f, efo qpe3MepHas KpaTKocTr,, cKa3brBarouafl.as. Ha
IIOJIHOTe paCKpbITI4{ aKTyanbHOCTt4 r,rCCJreAOBaIJLrfl'

OcHosua.f, Teoperl4qecKa.rr qacrb cocror4T rr3 rpex KpynHbrx pa3AenoB. llepnrIfi pa3len
nocBtlrleH o6cyx4euulo crpyKrypnofi oprauvaar\uLt u 6uo$uzuqecKr.rx xapaKrepvcrrzx ENaC. C
npl4BnerreHl4eM 6omruoro qr{cJra Jrr4TeparypHbrx rrcroqHr4KoB, KaK Lr3 o6:opHsrx, TaK v
sKcnepI4MeHTaJIbHbrx crareft, aBTopoM o6cyN4aiorcx o6rqne xapaKTepr4crr4Kr4 cylepceMeitctsa
DEG/ENaC, K KoropblM TIpLIHaAJIe)I(ar ENaC, a raKlKe rorroJrofrrr KaHaJra n uelr6pane,
crexlroMerprr.a, MoAeJrb nopbr u 6uo$uzuqecKr.re xapaKTepvcrr4Kr4 ENaC. B ro xe BpeM.f,
cyqecrBeHHblM HeAocrarKoM .4aHHofo pa3Aena flBrrs,ercfl HeAocrarouuo uy6orcnit auastuz vr

o6cyN4eurze [pzBereHHoro Marepr{ana.
Bo BTopoM pa3Aene paccMarplrBarorc.fl AaHHbre nr,rreparypbr o (puszolorr4r{ecKrrx

Qyuxqzlx ENaC. llo4po6uo ocBe[Iarorcr coBpeMeHHbre AaHHbre o Qynr<quonam,nofi porua
ENaC B rlorAep)I(aHI{I4 TpaHcrroprur,rx csoftcts roqeqHoro, Kr4rrreqHoro 14 AkrcraJrbHofo
JleforlHoro gtIpITeJIIlt Ha piBHbrx srarrax pa3BrTkrs, opfaHr43Ma. llprz 3ToM yrryrueHo ocBerleHrle
poJIIr ENaC B noAAep)KaHLII4 BoAHo-gJreKTpoJrr4THofo 6atattca opraHu3Ma qeJroBeKa rtppr

$usuvecrrax rr repMI,IqecKI4x Hafpy3Kax, corrpoBoxAaroqtaxcr rroBbrrrreHHbrM rroroorAeneHr4eM.
PaccnaarpuBaercs $ynrcqux ENaC B ceHcopHbrx KJrerKax. llpraeo4arcs raKxe 4aHnue o6
sKcrlpeccl4l{ ENaC B TKaHsx I4 opfaHax, He yqacrByrorqux B pefynrqvr4 BolHo-coJreBoro
6w:m;nca opraHlz3Ma, IJII Koropux $yurquoHaJrbHafl porm ENaC erue He BrroJrHe u3yqeHa.

Tpernfi pa3Aen rIocB-tIrIeH aHawry nlrreparypHbrx AaHHErx o rraroJrofr4r{ ENaC,
PaccttarpuBalorcs MexaHH3Mbr HacJreAoBaHHfl., KIrvr*\4rrecKr4e rrporBJreHr4q u MoneKynspHbre
ocHoBbI sa6orenaHttit, cyx3aHHbrx c HapyrrreHr4rMrr B crpy$Type ENaC, O4Hano B AaHHoM
pa3Aene o6cyN4arorc.tr ToJIbKo ocHoBHLIe lr3 rr3BecrHbrx Ha ceroAH sltuuit MoMeHT Ts)Kerbrx
HacJIeAcrBeHHbIX :a6olenauufi, [puqI4HaMI4 Koropbrx rBr.f,rorcr Myrarlr4r,I B reHax,
KoAl{pylotrlux pa3rtllrruble cy6re4unzqrr ENaC, a r.rMeHHo: CzH4porrl Jluggrra,
rlceBAorvloanbAocrepoHrr3M I runa il gcceHur.raJrbHas ruflepreH3r{x. Tor4a KaK y}r(e xopomo
I43BecrHo, r{To HapyureHlrt B crpyKType Hnr4 perynnqurz ENaC lexar B ocHoBe rlenoro pqAa
ApyrIlx sa6oresaHzfi. B cesgz c 3TIIM, xorenocb 6u nolyuurb orBer Ha Bonpoc: KaKr.re elUe



IT3BeCTHbI 3aoOJIeBaHIIg, CBfl3aHHLIe C HapylreHr4eM cTpyKTypHo-oyHKrluoHurnr,Hofi
opraHl43aulru ENaC? Taxxce cJreAyer 3aMerr.rrb, trro B rJraBe 3,2 ue aKrleHTr{pyercs cBs3b Me}KAy
(pyurquonrapoBaHlreM ENaC A ypoBHeM anbAocrepoHa, BcJreAcrBVe qefo rpu rpoqreHr.ru
.4anuofi fJIaBbI y rrI,ITareJIq Mo)Ker He ciloxllTbc.f, -f,cHoe noHr,rMaHple rlarofeHe3a
II C eBAO rr4 n O anbA O CTep O Ht4 3M a.

B 3arcruoqenrara aBTop cyMMl4pyer pe3ynbrarr,r npoBeAeHHoro reoperr,rqecKofo
[ccneAoBaHrax. CyruecrBeHHbIM HeAocrarKolr 3armoqenvrs., Ta:r. )r(e KaK u Bno4Horo pa3Aena,
flBrfler Qfl, qpe3MepHafl KpaTKocTb.

Buno4rt pa6ornr B rIeJroM o6ocnoeanbr r,r coorBercrByror rrocraBJreHHr,rM 3aAaqaM.

Cnucox Jlureparyprr o6:seunuft, nrmouaer B ce6n qutupoBaHr{e 167 tweparypHr,rx
rrcroqHl4KoB) rrg Koropbrx roJrbKo rplr - Ha pyccKoM r3brKe. O4naxo crrucoK nr{Teparypr,r
o$oprraneu ne6pexno, pa3HbrMr4 urpz$ravrn, HeKoropr,re ccErJrKr{ [ponyqeHbr, a HeKoropr,re
HenpaBllnbuo oQopunenrr. Heroropble rloJloxeHr,rr He coAepxar ccbrnoK Ha r.rcrorrHut<u (c.22,
<Hapyureuux n Qynrqura ENaC B ToHKoM Kr4rrrer{Hr4Ke Mo)Ker rrpr'tBoArrrb x 6oregsz Kpona...>),
qTo Mo)r(eT Bbr3brBaTb Bonpocbl B IIX HcTr4HHocTr{.

K saN{eqaHl4.uM TaK)I(e Hy}IGo orHecrlr HeAocraroqHo aKKyparHoe oQopvrJreHrre pa6omr.
Tar<, e Cogeprxauukr He yKa3aHbr HoMepa coorBercrByrorqux crpaHr4r1. n pa6ore Bcrpeqarorct
MHOTOTII4CJIeHHbIe OreqaTKI,I I'I HeyAarIHbIe BbIpa)I(eHI',g., nofpellrHoo^M CTLrIrfl., nyTaHI4IIa B

TepMl,IHonoruz (naupraMep, IIoHtrI,I.rI (KJIIlHI4rrecKLre npogBneHl4lr), (cl4Mrrronru>).
I4lmocrpaqnlr B Ilenorra unQoprvrarl,IBHbr Lr rrpvayrcrByror B AocrarorrHoM KorlrqecrBe.

OAnaxo B HyMepaIII4I4 pr{cyHKoB TaKXe npkrcyrcrByror ouru6xz. Tax, orcyrcrByer pucyHoK
HoMep 19, no LIMeIorc{ ABa pr,rcyHKa HoMep 20. B cBr3r4 c orrrM Bo3r{r4Ka}or HenpaBr4Jrr,Hbre

ccLIJrKr4 Ha pr4cyHK[r B TeKcre pa6orr,r.
CneAyer orMerl4rb, qro 6axuanpcxat pa6ota B.A. Vlyluua He coAep)Kr{r

HenpaBoMepHbrx 3al4McrBoBarruit. Bce conlaAe[Lrs., B KoJrr{qecrse 37 o/o, yxazanurre e orqere o6
opllflrHanbHocrl4 TeKcra rrpr{ 3arpysre pa6otr n clrcreMy Blackboard, Kacarorcs o6tuux
peAaKIILIOHHbIX MOMeHTOB, O6rqenpun.aTbrX HayqHbrx repMr4HoB Lrrru $awmluit [pLr
ut4TI4pOBaHI,IU.

3axruo.IeHlre: BrrnycxHax rnanu$uKarlr4oHHa.rr pa6ora Wynuua Bna4uiuupa An4peenzua
B IIenoM coorBercrByer rpe6oBaHzflM, npeAbrBnseMbrM K BbrnycKHr,Iru xnarut$I4Karlr4oHHlrM
pa6orana 6ar<alanpa, 3acJly)Io4Baer oIIeHKu XOPOilIO, a ee aBTop - rpucyxqeHr4r crerreHr4
6axw:alpa.
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