OT3bIB

OduumanbHOro  ONIMOHEHTa JOKTOopa MenunuHckux Hayk (14.01.05 -
KapaMOJIOTHs, MeJUUMHCKIe Hayku) YamypHbIX Ausekcanipa BacuibeBuda, Ha
muccepTaumio  bajgeikoBoit  Enensl  AnbOepToBHBI Ha  TeMy — «AHaiu3
HeOJIaronpUATHBIX CEepHAEUYHO-COCYIUCTBIX COOBITUH M T€HOB COEIMHUTENbHOMN
TKaHH IPU CHHAPOME ClIabOCTH CHHYCOBOTO Y371a», IPEICTAaBICHHYIO B
mucceprarodselii coser I 208.040.05 npu ®I'AOY BO Ilepsriii MockoBCKHiMA
rocy1apcTBEHHBI MeIMIMHCKUH yHuBepcuTeT UM. V.M. CevenHoa MuH31paBa
Poccun (CeueHOBCKMI YHMBEpPCHTET) HAa COMCKAHHME YYEHOH CTENeHHM KaHIHWaaTa

MEUIMHCKUX HayK 10 crenuanbHocTy 14.01.05 — kapauonorus.

AKTYyaJIbHOCTDb TeMbl HCCJIeJOBAHHUS

AxXTyansHOCTh 3a00JIeBaHUN CepIeYHO-COCYIMCTOW CHUCTEMbI B HACTOSILEE
BpeMs KpaiHe BbIcoKa. llpomuio Gojee yeThipex OeCATUIETHH ¢ TOTO BPEMEHH,
Koraa ObUT BBEZIEH B KIIMHUYECKYIO [IPAKTUKY CHHAPOM CJIab0CTH CHHYCHOTO y3Iia
(CCCY).

[To3gHsis OUarHOCTUKA CHHOPOMA MOXKET TIPUBOAUTH K  OCTPBIM
paccTpoiicTBaM TIeMOJUHAMHMKH, CHHKOIIE, a TaKKe K YTpaTe COLHAIbHBIX
(YHKUMHA U TpyaOCTIOCOOHOCTH.

CunnpoMm c1abocTH CHHYCHOTO y37a BO BCEM MHpE SABIAETCA MPHYHHOM
MOJOBHHBI  MMIUIAHTALMH  3JIEKTPOKAPAHOCTUMYISTOPOB, aCCOLMHUPYETCS C
pasBuTHeM QUOPMIIALNN MpeacepOuil CHHKEHHEM BBDKMBAEMOCTH W PHCKOM
BHE3AITHOW CEpIEeYHON CMEpPTH

B oredecTBeHHBIX U 3apy0eKHBIX HCCIIEOBAHUAX 3HAUYMUTEILHOE BHUMaHKUE
YAEJIEHO 3TUOJIOTMHM CHHApoMa ci1abocTH cuHycHoro ysna. [lomyuyeHsl maHHEBIE O
HacJIeZICTBEHHOHW nepena4yu 3aboneBanus. Bo3nukHoBeHuto CCCY cnocobcTByeT
Ollpefie]IeHHOe CcodYeTaHHe IOJUMOP(U3MOB HEKOTOphIX reHoB. [loaTomy
CKPHHHMHI BO3MOXKHBIX, OTBETCTBEHHBIX 3a JaHHBIM CHHIPOM TI'€HOB SBIAETCH

Ba’>XHBIM HallpaBJICHUEM B UCCIICN0OBaHHH 3THOJIOTHH COLY,



VuuThiBasi OrpaHUYeHHOCTh WHGOpPMAMKM MO JaHHOH mpobieme,
NpeCTaBIsAeTCH aKTyaJbHBIM M3yUYEHUE accolHallH CCCY
¢ 10JMMOP(GU3MOM [eHOB, CBS3aHHBIX CO CTPYKTYPHBIMHM M (YyHKIHOHAIbHBIMH
XapaKTEpPUCTUKAMH TPOBOIAIICH cHcTeMbl cepiia. JlamHoe uccienoBaHHe
ompeneNser BBICOKYK) aKTYalbHOCTH W HAyYHO-TIPAKTHYECKYIO LEHHOCTh

JHUCCCPTAIMOHHOTO HCCJICAOBAHUA.

HoBu3Ha HcceI0BaHHI M Pe3yJIbTATOB, MOJY4YeHHbIX H
c(hopMyJIHPOBAaHHBIX B AUCCEPTALUH

B xome cBoux wuccienoBanuii bagpikoBoii E.A. TMoliydeHbl HHTepeCHbIE
pe3yJIbTaThl, XapaKTepH3yloUMecs AOCTAaTOYHOM CTEeleHbI0 HOBHU3HBL. ABTOPOM
npoa”anu3upoBaHa Oonbias BeiOopka nmanueHToB ¢ CCCY B TeueHHe NIUTENBHOrO
nepuoaa BpeMeHH. M3ydeHbl HeOnarompusiTHble CEpAEUHO-COCYIHMCThle COOBITUS B
3aBUCUMOCTH OT BapHaHTa CHHAPOMA, BBITIOJJHEHO MaTEMaTUYE€CKOE MOJECIHPOBAaHUE
BeDKMBaeMocTd namueHToB ¢ CCCY wu wummiadntupoBaHHeiM JKC, moctpoeHo
PETPECCHOHHOE YypaBHEHME aHalu3a BBDKUBAEMOCTH, I103BOJIAIOLIETO BBIIEIUTE
BIMSIHUE MMeIouXcs (akTOpOB Ha BBDKMBAEMOCTb, M3YYEHO BIIMSHHE PEKUMOB
CTUMYJISILIMM HA PHUCK Pa3BUTHSA GUOPHIIALMU NpeAcepauil, Takke ObLIH OLEHEHbI
redeTuyeckue Mapkepsl CCCY B cpaBHeHMM C NaUMEHTaMM C KOHTPOJIBHOM
IpYIIIOM.

Ha ocHOBe pe3yiapTaroB  BBINOJHEHHOTO  HCCIAEOBaHUS  pa3paloTaHBI
IIPAKTUYECKUE PEKOMEHIalMK, TTO3BOJISIOIKE ONTUMU3UPOBATE AUATHOCTUYECKYIO U

neyeOHyro TakTUKy y nauueHToB ¢ CCCY.

3HauMMOCTDb VISl HAYKH H NPAKTHKH NOJYYEHHBIX aBTOPOM Pe3yJIbTaTOB
HccnenoBaHue, NOpoBeNeHHOE [UCCEPTAHTOM, I10Ka3alo, 4YTO CHHYCHasd
Opamukapaus sBISETCS OJIAaTONPUATHBIM BapHaHTOM CHHApPOMAa B OTHOIIEHHUU
ob1ieli cMepTHOCTH, a Haubosee HeOIArONPUATHBIME BapHaHTaMK okazanuchk CA
onoxama III cremeHn u oTka3 cuHycHOro Yysna. [IpoBexeH MoOJeKyJsipHO-

reetruyeckuii aHanu3 OonbHBIX ¢ CCCY. BeIABIE€HB TeHBl — MPEAUKTOPbI



pa3BUTHA cuHApoMa. [IpoBeneHHBIM aHalIU3 ,[aHHBIX H  MOJIEKYJISIPHO-
reHeTHYECKOe HCCIe0OBaHHe TO3BONISIIOT aBTOPY NPEUIONKHUTH IPaKTHYECKHE
pekoMeHalMy K BegeHuto nanuenTos ¢ CCCY.

TaxuM o6pasoM, npeicrabieHHas pabora uMeeT OONBIIOE IPAKTUYECKOe
3HAUeHHe, YTO II03BOJSET KCIOJIB30BATh IOJY4YEeHHbIE aBTOPOM pE3YJbTAaThl B

paboTe MpopUIBHBIX CTALIMOHAPOB.

JlocToBepHOCTE  pe3yJbTATOB H  ODOCHOBAHHOCTb  OCHOBHBIX
N0JI0’KeH Ui, BbIBOJIOB H peKOMeHJanusi, chopMy/IHPOBAHHBIX B AUCCEPTALUH

JlicceprallnoHHOE HCClleJOBaHHE BBIMIOJIHEHO Ha JOCTATOYHOM 00beMe
KJIMHHYecKoro Matepuana. B peructp maumentoB Bouu 610 nauuentos ¢ CCCY
u uMIiantupoBadHbeiM DK C.

Bcee nmalueHTaM  IPOBOJMJIUCH  DJIeKTpokapauorpaduueckas U
sxokapauorpaduieckas OAuarHoctuka. bonsimuHeTBY mamueHToB auaros CCCY
ObUl BBICTaBJIEH I[pU IOMOIIM CYTOYHOI'O MOHHUTOPUPOBaHUsI M0 XOJTepy.
3HAYUTENBHO pPeKe HCIOJIB30BAUCE JIEKTPOPUIUOIOTHIECKHE HCCIe0BAHUSA U
npoba ¢ ¢Qusuueckoil Harpyskoil. ['eHeTHueckre 0COOEHHOCTH  OBUTH
[IpOaHAIM3UPOBaHbl Yy 284 mMalueHTOB, Ipynmna KOHTPOJs cocTosii U3 243
MH/AMBHIOB 0€3 NaTOJIOTUU CEPAEYHO-COCYAUCTOH CUCTEMBI.

AnanusupyeMble  BEJIMYHHBI  KOPPEKTHO  CHCTEMaTH3UPOBaHBl |
WUTIOCTPUPOBAHbI B BUJE TaOIuL, rpaKOB U PUCYHKOB.

JnutensHbId CpoK HaOmoneHHus — A0 4 JIeT ¥ rpaMOoTHas CTaTHUCTUYecKas
00paboTKa MaTepuana ¢ MaTeMaTUYeCKUM aHaTM30M He MO3BOJISIIOT YCOMHUTHCS B
JOCTOBEPHOCTH TIOJIyYEHHBIX PEe3yJIbTaTOB.

Takum oOpazom, cieayeT IpU3HATH Pe3yJIbTaThl, MMOJIyYE€HHbIE ABTOPOM,
JIOCTOBEpHBIMH, a BBIBOABI OOOCHOBaHHBIMH. IIpakTHueckuHe peKOMeHIalUU

JIOTHYECKHU BBITEKAIOT U3 Pe3yJIbTaTOB PadOTHI.



IMonHoTa M3/102KEHUST OCHOBHBIX Pe3y/IbTATOB JHCCEPTALMH U HAYYHOIH

nevyaTH H JHYHBIH BKJIaJ aBTOpA

OcHOBHBIE pe3yJbTaThl, MOJy4YeHHbIE B XoJe paboThl Haj JHMCCepTalned,
IONHO OTpakeHsl B 14 myOnukamusx, U3 HUX 4 CTaTbu OIyOJMKOBaHBl B
KypHanax, Bxoasuux B nepederb BAK Poccuiickoit Menepannu.

OcHOBHBIE  [TOJIOKEHHs] HAYYHO-KBATM(DUKAUMOHHOH  paboThl  ObLIN
HEOJHOKPAaTHO JIOJIOKEeHbl Ha Beaywmux Pocculckux ©  MeXAYHapOIHBIX
KOHrpeccax, MOCBALIEHHBIX BOIPOCaM JAHMArHOCTHKH U JIeYEHUs HapylIeHUH puTMa
cepaua.

ABTOPOM JMYHO BBIMIOJIHEHBI BCE JTalbl MHCCIEAOBAHHA:  BBIOOP
HaIlpaBJIeHUs] UCCIIEIOBAHMS, OTIPeIeNieHHe ero ey U 3a71ad, CO3JaHKue PEerucTpa,
(GopMHpOBaHHME CTPYKTYpPbl HCCIENOBaHHUs, OTOOp IallMEHTOB, IOJyYeHHE H
aHamU3 KIWHWUYEeCKHUX [JaHHBIX M pPe3yJbTaTOB MHCTPYMEHTAIBHBIX METOIOB
obcnenoBaHusA, (QOpMyIHpPOBKa BBIBOAOB H IMPAKTHYECKHX pPEKOMEHIALHH,

HallTHCaHHUEC I'JIaB JIHCCBpTaIIHOHHOﬁ pa60TBI H IMOATOTOBKA Hy6HHKaHHﬁ.

CTpykTypa AHccepTAlHH

Jliccepranus MOCTpoeHa M0 KIaCCUYECKOi cXeMe, H COCTOMT M3 BBEIEHHS,
3 ruaB, 3aKJIIOYEHMs ¥ CIIHCKa HCIIOJIL30BaHHOM muTeparypsl. Pabora nsnoxkeHa Ha
125 crpanuuax, wuTOCTpupoBaHa 8 pucyHkamu u 32 Tabmuuamu. Crnucox
JUTEpPaTypbl OYeHb OOIMIMPHBIM W mpenctaBieH 173 OTEYECTBEHHBIMU U
3apy0e’KHBIMH UCTOYHHUKAMHU.

Bo BBeneHHMM 4eTKO COOPMYJIHMPOBaHBI aKTyaJbHOCTH pPacCMaTpHUBAaEMOM
npoOneMpl, LeJMM W 3aJa4dd HCCIeNoBaHWs, HayuHas HOBH3HA, MpaKTHYecKas
3HAYHUMOCTb, II0JIOKEHH S, BBIHOCHUMBIE Ha 3aIIUTY.

I'nmaBa 1 mpencrasnseT coboit 00630p auTepaTypbl. ABTOPOM MOAPOOHO
PacCMOTPEHO COBPEMEHHOE COCTOSIHHE HpoOIeMbl pacKpbIThl CaMoO IOHITHE
CCCY u xmaccupukanusa. ABTOp paccMaTpuBaeT pa3/W4YHblE TOYKH 3pEHHUs
BIUSIHUS PEXXUMOB CTUMYJISIIIMM Ha PUCK pa3BuThs GuOpmiauuu npencepauii. B

0030pe Tak e OCBelleHbl I'eHeTHYeCKhe OCOOEHHOCTH CHHApoMma claabocTH



CHHYCHOTO Yy37a, poib (ubpo3a B pa3BUTHM mgaHHOTO 3aboneBanHus. O630p
JUTEepaTypel HArJSAHO OTpa)kaeT aKTyallbHOCTh TEMBI JHCCEPTAlHOHHOIO
HCcClieJOBaHHUSL.

B rimaBe 2 oxapakTepu3oBaHEl 00OBEKT M MPEAMET MUCCIENOBaHMs. YKasaHa
KIMHUYECKAs  XapaKTepUCTHKA  [MalMeHTOB, KPHUTEPHM  BKIKYECHHS B
JUCCEPTALIMOHHOE MCCIIeI0OBAHKUE MMAllMEHTOB C CHHIPOMOM CJ1ab0CTH CHHYCHOIO
y3na. [IpuHIMNBI [eneHus MalMeHTOB Ha TPYIIBI BIOJHE KOppeKTHBL. OO0BeM
MaTepuana J0CTaTOYeH JAJisi TOYHOM CTaTUCTHYECKOH 00pabOTKHU JaHHBIX. AHAIH3
npoBojuiics mnOpu nomomu TectoB [‘exana-Bunkokcana, Ileto wu Ilero-
Bunkokcana, tecta Kokca-Mantens. lns noctpoeHus MareMaTUdecKuX Mofenei
BBIKMBAa€MOCTH HMCTIOIB30BaH TecT pacuera F-cratuctuku @Oumepa. B 3Toii rinase
JlaHa XapaKTepHCTHKa METOJOB MCCIeIOBaHUs, OIMCAHBl OCHOBHBIE MPHUHIUIIBI
NpOBeeHUs Tab0paTOPHO-UHCTPYMEHTAIBHOM AUarHOCTUKU. JleneHre Ha rpymibl
OCYILECTBIAIOCH B 3aBUCHMOCTH OT BapUaHTa CHHIpOMA.

B rnaBe 3 mpexacraBlieHbl pe3yNbTaThl  JUCCEPTALIMOHHOH paboTEI.
[TonpoOHo mpoBeneH aHannu3 HeOIATONPHUSITHBIX CEPAEYHO-COCYIUCTHIX COOBITHH
y namuerToB ¢ CCCY M MMIUTaHTHPOBAaHHBIM AIIEKTPOKAPAUOCTHMYIISITOPOM.
IIpoBeneno MareMaTHyecKoe MOJEIMPOBaHHE BbIXKHBAEMOCTH Y 0onbHBIX ¢ CCCY
Ha OCHOBe aHanu3a 4-x JeTHero HaOmogeHus. M3ydeH puCcK pa3BUTHA
Gubpunnsauuu npencepauit y naudeHtoB ¢ CCCY M HMMIUIAHTHPOBaHHBIM
KapAUOCTUMYJIATOPOM B 3aBHCHUMOCTH OT peXuMa CTUMYyIsuuu. [IpoBeneHHBIH
MOJIEKYIAPHO-TeHETUYECKUH aHaIu3 HaceICTBEHHOU IpeapacrioioKeHHOCTH K
CCCY nmpopemMOHCTpUpOBal, 9YTO B Pa3BUTHH CHHApPOMa MOTYT OBITh
3aJ1eHiCTBOBaHBI reHbl ((UOPOHEKTHHA U MYCKAapPHHOBOTO pelenTopa Tumna 2.

B 1es1oM nonoxuTensHOe BIeYaTIeHHe IMPOU3BOIUT TOT (aKT, 4TO B OTHOU
paboTe IpeAcTaBlleH aHAIN3 HeOIAronpUsSTHBIX CePAeUHO-COCYIUCTBIX COOBITHN U
JAHHBIX MOJIEKYJIsIpHO-TeHeTH4YecKoro uccnenoBanue 6onpHBIX ¢ CCCY.

B 3akimroueHnH — aBTOp  aHaNU3MpPYeT  DEe3yNbTAThl  COOCTBEHHBIX
MCCIe0BaHUM, MIPH 3TOM IIPeJCTABIeHbl OCHOBHBIE [JaHHbIE MMPEABIAYLUX [TIaB B

COIIOCTAaBJIEHKMH C UMEOUIMMHUCA B JIUTEPAType CBEACHHAMU.



ABTOpedepar B IOJHOH Mepe OTpa)kaeT C.oJep)KaHhe AuccepTauuu U
MO3BOJISIET CYyIUTh 00 OCHOBHBIX pe3yJbTaTax, MOJyYEeHHBIX aBTOPOM.

[IpHHUMIHATBHBIX 3aMeUaHUH K M3JI0XKEHHBIM B JAUCCEPTALK MaTepHaiaM
HEe UMeeTcH.

B paMkax Hay4HOM JUCKYCCHUHM HMEETCs HECKOJIBKO BOIPOCOB K
IIUCCEPTAHTY:

1. ¥V Gonbubix ¢ ocrtaHoBkoit CY u CADB 3 creneHu vaine, 4yem B ApPyrux
rpynnax 0osbHBIX 0BT UMIIaHTHpoBaH DKC B pexume VVI, uTo camo-mo cebe,
UCXO0Js M3 pe3ysibTaToB Bameil paboTel, SBIsSETCS NMPUYMHOM HeOJIaronpusiTHBIX
ucxonos. He siBnsercsa nu dakr ummiantauud DKC B BbILIEyKa3aHHOM peKUME
OPUYMHONM HU3KOW BBDKMBAEMOCTH B 3TOU rpyrmre OOJbHBIX, a HE caMa OCTaHOBKa
CY nmu CAB 3 crenenu?

2. ¥ Kakoro KoJiM4ecTBa MALHEHTOB M B KaKWUX CiydasXx Bbl mpoBoauiu
YII3®HU ¢ dapmakosoruveckoil BereTaTMBHOW OI0OKagol M Kakue IOKa3aTeld
JIAHHOT'O UCCJIeIOBAHUS, WJIM UX COYETAHUE C APYTMMH IOKa3aTelsMHU, [103BOJIHIIO
Bawm npuarnoctuposats CCCY 1 HanpaBuTh MaueHToOB Ha UMIitaHtanuto JKC?

3. B Bameii paore TONBKO peBacKyspu3alds MHOKapAa BbIABHIIA
3HaYUMOCTh B Pa3BUTUHU HOBBIX CiIydaeB (pHOPHIIIALMHU Mpeacepanil y OONBHBIX €
UMIUIAHTUPOBaHHBIMHU 3JIeKTpokapauoctumynstopamu. C dyem Brl cBsi3biBaere
CHI)KEHHE BBDKMBAaeMOCTH B rpymme OonpHBIX ¢ PII ¥ MMIIaHTHPOBaHHBIMHU
OKC, eciu Mo reoMeTpHUH W COKpaTHMOCTH cepana rpymma ¢ PIT u Ge3 TakoBoi
OBLIH COTIOCTABUMBI?

4, KakoBa nauarHoctuueckas S(Q(EeKTHBHOCT M, KakK CJeACTBHE,
1es1ecoo0pa3HOCTh MeHETUYECKOT0 TUITpoBaHKA 00NbHBIX B quarHoctuke CCCY?
UTo U3MEHHUTCS B TAKTHKe BeJeHUS OOJIBHBIX IPU IOJIYYEHHUU I10JOKUTEJBHBIX

Pe3yJbTaTOB FreHETHIECKOTO TUITUPOBAHUS ?



3akioueHue

Takum  oOpazom, auccepranioHHas pabora  baasikosoil  Enensi
Anb0OepTOBHBI, Ha TeMy <«AHaIM3 HeOJIaroNpUATHBIX CEPACHHO-COCYANUCTBIX
COOBITHI ¥ T€HOB COSIMHHMTENLHON TKAHH NPH CHHAPOME Cl1aboCTH CHHYCOBOTO
y3j1a», NpeJCTaBIeHHas Ha COUCKaHHe YUeHOW CTENEHW KaHAuaaTa MEIUIMHCKHX
HAYK, SBJIAETCH 3aKOHUYEHHON HAyYHO-KBATM(QUKALMOHHOM pabOTOH, B KOTOPOM
COJIEPIKUTCS pellleHre aKTyalbHOM M MPaKTUYECKU 3HAYUMOM 3alaul: YIIy4LIEHUs
JIUarHOCTHUKH K BeJeHUs] OONBHBIX C CHHAPOMOM ClIabOCTH CHHYCHOIO y3ja U
HMIUTAHTUPOBAHHBIM  3JIEKTPOKApIUOCTUMYJISTOPOM, YTO HMeeT OoJblloe
3Ha4YeHHe 1A Kapauosoruu. PaboTra MoJIHOCThIO COOTBETCTBYET TPeOOBaHUAM II. 9
«[lonoxkeHUst O  TPUCYXIEHWH  YYEHBIX  CTEMeHei»,  YTBEepXKAECHHOI'o
ITocranosnenuem IIpaBurensctBa P® ot 24.09.2013r. Ne842 (B pemakuuu
ITocranoBnenus IlpaBurensctBa P® ot 21.04.2016r. Ne335), npeabsBiasieMblM K
JHCCEPTALMOHHBIM paboTaM Ha COMCKaHWE YYEHOHM CTENEHH KaHAWAaTa
MEIUIMHCKUX HayK, & €€ aBTOp 3acily’KMBaeT MPUCYXIEHUsS YYEHOH CTeIleHU

KaHAuAaTa MEIUIIMHCKHX HayK 1Mo crnenuanbHocTh 14.01.05 — xapauonorus.

OduunaabHbIi ONMOHEHT

JIOKTOp MEIUIIMHCKHUX HAYK

(14.01.05 — xapnuosorus),

3aBe/YIOLUHN OTIeJIEHHEM

XUPYPIUYECKOro JIeUeHUs CIIOKHBIX

HapyIlIeHUuH puT™Ma cepia u
AIEKTPOKAPAUOCTUMY IS LIUK
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