B koHKypce Hay4dHBIX pabOT, MOCBAIIEHHBIX MyKOBUCLINI03Y, 2014 Toma B
HOMHUHAIIUU «ABTOpaM AMCCEPTAINMA, MTOCBSIICHHBIX MYKOBUCIIUI03Y» MOOSIIITH
JIB€ pabOTHI:

1. HuccepranmoHHas pabota Ha Temy: «CHIKEHUE TSXKECTH TEUCHUS
3a00IeBaHUs, TOBBIIICHUE BBDKUBAEMOCTH W KauyecTBa IKU3HU OOJBHBIX
MYKOBUCIMJIO30M Ha OCHOBE COBEpPUICHCTBOBAaHUS  MEXIUCLHUIUIMHAPHON
crenUaIv3upoBaHHOM nomomm» AmepoBoil M.K. n.M.H., 3aB. oOTIeireHUEM
nysasMmoHosoruu I'Y3 SO JIKB Nel, r. fIpocnasib

2. JluccepranmonHass pabora Ha TeMy: «KIMHUKO-TIATOr€HETUYECKOE
3HAUYCHUE TEHETHMYECKUX MOAU(GUKAIMN W HAPYIICHUS HMMYHOPETYISTOPHBIX
MEXaHU3MOB Yy JneTeil ¢ MykoBucuujaozom» Cepruenko J[. ®. n.M.H. AolieHTa
kabenpel  dakynprerckod  nemuatrpun [BOY  BIIO  «ActpaxaHckas
rocyJlapCTBEHHAsi MEIUIIMHCKAS aKaJEMUSD.

[Tobenurenu KOHKypca ObUTH HarpakJA€Hbl JEHE)KHBIMU MTPEMUSIMHU.

Hwxe nipencraBiieHbl KpaTKUe aHHOTAITUN TOOSUBIITNX UCCIICTOBAHUH.

1. Aweposa Upuna Kapnosua, 0.m.H., 3a6. omoenenuem nynvmononoeuu 1'V3 A0
(cocyoapcmeennoe  yupexcoenue 30pasooxpanenuss fpocnasckoi  obracmu)
demckas kauHudeckasn bonvHuya Nel, Apocnasne.

Auccepraums Ha Temy:

«CHMIKeHHe TSIKeCTH TeueHHUsl 3a00/1eBaHMsl, NOBbIIIIeHNE BLI)KHBAEMOCTH U
KAa4eCTBA KU3HHU 00JIbHBIX MYKOBHCHII030M HA OCHOBE COBEPIIEHCTBOBAHUSA
MEKIUCUUIIMHAPHOM CHICMAIU3MPOBAHHON IMOMOLIID)

Ha ocHOBaHMM KOMIUIEKCHBIX HCCJIEIOBAaHUN M MHOIOJETHETO KIMHUYECKOTO
HAOJIOJIGHUST CO37]aH  PETHOHAIbHBIM peructp OonbHbIXx MB, o006o00maromnuit
OCHOBHbIE€ AHAMHECTHYECKHE, KIMHUKO-()YHKIMOHAIbHBIE M JieMOTrpaduyecKue
JaHHbIE, KOTOpbIE OBUIM COIIOCTABJIEHBI C EBPOINEHCKUMHU IOKa3aTeasiMu. Bes
nomynsuust  6onpHeIX MB  oOcnenoBana reHeruueckd. I[lpoBenaéH  ananwms
PE3yJIbTaTOB BOCBMIJIETHEI0 MUKPOOHOIOTMUYECKOI0 MOHUTOPUHTA 00sIbHBIX MB ¢
UCIIOJIb30BaHUEM IPOrPaMMHOTO o0ecrnieyeHus 0a3bl JAHHBIX
mukpoOuonornyeckoit nmadoparopunn WOHNET 5, paspaborannoit «llentpom 1o
cotpyaauuectBy ¢ BO3 1Mo KOHTPOJIIO 3a PE3UCTEHTHOCTBHIO K aHTUMHUKPOOHBIM
npernapatam». [lokaszana ero poiab B CBOCBPEMEHHOM BBISBICHMHM HOBBIX
pPECIUPATOPHBIX MATOTEHOB, KOHTPOJE 32 PE3UCTEHTHOCTHIO MHUKPOQIOPHI.
[IpoBeneHo uccienoBaHUE pPAcHpOCTPaHEHHOCTU TyOepkyné3a y OosbHbIX MB,



JI0Ka3aHa HEOO0XOAMMOCTh OaKTEpUOJOTMYECKOr0 HCCIEI0BAaHUS MOKpPOTHI Ha
cpenax JleBeHIITElHA y MOIPOCTKOB C  IIOBBIIMICHHOW YYBCTBUTEIBHOCTBIO K
TyOepKyJIuHYy. YCTaHOBJEHA PacHpOCTPaHEHHOCTh OCTEONeHHH Yy OosibHbBIX MB
SpocnaBcKOro peruoHa, BbISBICHA B3aMMOCBS3b CHIJKCHHMS MHUHEPAIBHOMN
IUIOTHOCTU KOCTHOW TKaHU C PSIIOM KIMHHKO-(DYHKIHMOHAJIBHBIX MOKa3areneil. B
QJITOPUTM JIUCIIAHCEPHOI'O HAOJIIOJIEHUSI C IOJPOCTKOBOIO BO3pacTa BKIKOYEHA
eKerojaHas JBYXdHEpreTHUecKas peHTreHoBcKas abcopoumomerpus (DEXA),
IIO3BOJIAIONIAs CBOCBPEMEHHO BBISBIATh CHUKEHHE MHUHEPAIbHOM IUIOTHOCTH
KOoCcTHOM TkaHu. IlpoBenéH aHanM3 OCOOEHHOCTEM MOPaXKEHHsS] BEPXHUX
JbIXaTeNbHBIX MyTel y OonbHbIX MB, ycTaHOBIIEHO CHUXEHHME (YHKIIMOHAIBHBIX
nokasaresiied Ha3aJlbHOM MPOXOAUMOCTH (CyMMapHOTO OOBEMHOrO TMOTOKAa B
€MHUILY BPEMEHH M CYMMAapHOI'O CONPOTUBIICHUS) U JIBUTATEIbHON aKTUBHOCTU
LUJMAPHOTO DIUTENUS B T.4. M IIPU OTCYTCTBHUM KIMHUYECKUX CHUMITOMOB.
[IpoBenen aHanmu3 PEHOTUNMMUECKUX TPU3HAKOB C TEHOTUIIOM OOJIbHBIX.

2. Cepeuenxo [uana ®@uxpemosna O.M.H. OoyeHm Kagheopvl GaxyibmemcKoll
neouampuu I'BOY BIIO «Acmpaxanckas 20cyo0apcmeennas MeOuyuHcKasl
akaoemusy.

Jduccepranus HA TeMy:

«KnnHnko-naroreHernyeckoe 3HaYCHNE reHeTHYECKUX MOAM(PUKALUI U
HApPYLIEHUS] MMMYHOPeryJATOPHBIX MEXaHU3MOB Y JeTeil ¢ MyKOBHCIHA030M))

MykoBHCIII03 — OJHO M3 Hauboliee 4YacThIX ayTOCOMHO-PELECCHBHO
HacJemyeMbIX 3a00JeBaHWN C TOJUOpPraHHOW MaHudecTanueld. 3abosieBaHUe
OTJINYAETCS BBIPAXKEHHOM TSKECTHIO KIMHUYECKUX NPOSBICHUN, JUINTEIbHBIM
IIPOTrPECCUBHBIM TE€YEHUEM, XPOHHUUECKUM MYJIbTHOPTAHHBIM TOPAYKEHUEM, ITPEXKIE
BCEro OpPOHXOJIETOYHON CHCTEMBI M JKEIYJOYHO-KHMILIEYHOI'O TPAKTa, U HEPEIKO
Mano3¢G(HeKTUBHON, IO MHOTHUM IIPUYUHAM, Tepanueil. YUuThiBas UIMMYHHBII I'eHe3
MOJIMOPTAaHHOTO TOPAKEHUS MPU MYKOBUCLUUIO03€, NaJbHEHIINE NEPCIEKTUBBI
U3YYEHUs! CBSI3aHbI C MEPEBOJOM HCCIEIOBAHUN HAa MOJEKYJISIPHO-TEHETHUYECKUIA
YpOBEHb, TOMCKOM MPSMBIX NMPEANICCTBEHHUKOB OEJIKOB Kackajga KOMIUJIEMEHTa,
IUTOKAHOBBIX MOJIEKYJl M UX PELEeNTOPOB Ha pPa3HbIX YPOBHAX pPa3BUTHUS
BPO’KJIEHHOTO ¥ TPUOOPETEHHOr0 UMMYHHUTETA. B paMkax gaHHOU paOOThI BIIEpBbIE
y JeTel ¢ MYKOBHCLMJ030M IPOBEIECHO KOMIUIEKCHOE KIMHUKO-ab0paTopHOE,
MUKPOOHOJIOTUYECKOE, MHCTPYMEHTAIbHOE U UMMYHOJIOTHYECKOe 00CcIe0BaHHE, C
onpeneneanem WUJI-1B, NJI-4, NJI-6, UJI-8, NJI-10, UH®-a, UHD-y, C3, C4, C5a
KOMIIOHEHTOB KOMILJIEMEHTa, (PaKTOPOB BPOKJIEHHOTO MMMYHHMTETA B ChIBOPOTKE
KPOBH U MOKpOTe, ojumopdu3mos renos MOH-y (T-1488C), UJI-4 (3’-UTR G/C)
u WI-4Ra (I150V). BmepBeie yTOUHEH XapakTep HW3MEHEHUH (aKTOpoB
BPO’KJIECHHOI'O UMMYHHTETA U IUTOKMHOBOW PETYJLMH Y AETEN ¢ MyKOBUCIUA030M



B 3aBUCHUMOCTH OT XapaKTepa MHKpPOOHON KOJOHM3AaIMH OPOHXWATBHOTO JIepeBa,
YTO TO3BOJIJIO OTPEIEITUTh CTPATETUI0 UMMYHOMOYJIUPYIOIINX BO3JECHCTBUMN, B
YaCTHOCTH HHTEpQEpOoHCOAepKAMME (HopMaMH W TIpernaparaMu JH30LHUMa |
000CHOBaTh TaKTUKY CaHUTApPHO-TUTHCHUUYECKUX MEpPONPUATHH y OONBHBIX
MYKOBUCIIUIO30M. BriepBbie omucaHbl OCOOCHHOCTH ITUTOKHHOTIOCPEIOBAHHOTO
BOCIAJICHUS Y OOJIbHBIX CeMaIllMOHHON HH(EKIUEH.

[TomydyeHa olleHKa 4acTOT ajuiesied W TEeHOTUIIOB MOJIUMOP(HBIX JIOKYCOB T'€HOB
NOHy, NJI-4, NJI-4Ra B BbiOOpKe 60abHBIX MB. IlogpoO6HO M3y4yeHO BIHUSHHUE
nosumopdu3moB renos MDH-y (T-1488C), NJI-4 (3’-UTR G/C) u NJI-4Ra (150V)
Ha TE4YeHHe MYyKoBHcCIMAo3a y jAerteil. [IpoBeneHbl accouManuu KIMHUYECKUX
MPOSIBJIICHUM 3a00JIeBaHUS C TMOJUMOP(PHBIMA BapHaHTAMH YKa3aHHBIX T€HOB B
BBIOOpPKaX OOJBHBIX, TroMo WM reTepo3urotHeix 1o F508del. Tlomydens
acconuanuub nonuMopduzmMa 150V reHa ILARA aJuienb I
OR=0,32(0,11<0OR<0,94), (p=0,03) ¢ pa3BuTHEM XPOHUYIECKOT0 JIESTOYHOTO CEP/IIIa,
nonmumopduzma T1488C rena INF-y amnens C ¢ pa3BuTueM nupposa NedeHH
OR=0,45(0,22<0R<0,89), (p=0,02) u mnepcHUCTHPOBAHHUEM TPAMOTPHUIIATEIHHOM
baoppl  OPOHXMAJIBHOM JIepeBe OOJIbHBIX MYKOBHUCIUI030M. [lomydeHHbIE
TCHETUYECKUE pEe3yJIbTaThl, JAIOT BO3MOXKHOCThH JJIsl CO37aHusi 0a3bl JTaHHBIX
MO3BOJISIFOLIEH  CAENaTh  JOJTOCPOYHBIM  HMHAWUBHAYAJIBHBIA  MPOTHO3  JJIS
KOHKpETHOTO OosibHOTO MB ¥® mpoBecTH HEOOXOAMMBIC TEpPaleBTHUSCKHEC
MEpOTIPUATUS TUTST MPEeI0TBPAIICHUS pa3BUTHS OCJIOKHEHUH.
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