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A3BECTHO, YTO CHIKEHME BapuabenbHOCTL
CepAeYyHOro puTMa MOXET NMpefcKkasatb
CMepTb OT apuMTMUM NOCAEe OCTPOro MH-
(hapKTa mmokappa, Npu cepaie4Hoit HegocTa-
TOYHOCTM, ANABETNYECKOIA HEBPONATAM U MH-
cynoTe (ESC/NASPE, 1996). EcTb AaHHbie,
YTO Y NAUMEHTOB C (PapMaKOPE3UCTEHTHOIA
anunencueil HabMIOAAKTCS KaK NOBbILIEHNE
4acTOTbl CEPAEYHbIX COKPALLEHWIA, TAK W CHA-
)KeHIe BapuabenbHOCTM CePAeYHOro puTMa,

YTO YKa3blBAET HA BbICOKYI BEPOSTHOCTb
TOr0, 4T0 Y HEKOTOPbIX MALWEHTOB BHe-
3arnHas 0CTaHOBKa CepaLa MOXeT 6bITb Npu-
YIHOIA BHE3aMNHON HenpeaBUAEHHO CMepTH
npu anunencuu (BHCI) (Baysal-Kirac et al.,
2017). [pyrve uccnegosateny onucbisani,
YTO Y NAUMEHTOB C 3NWAENCueil 1 ¢ myTa-
LMAMI reHa HaTPMEBOr0 KaHana MMeeTcs TA-
Xenas AUCChYHKLNS BEreTaTMBHON HEpPBHOM
CMCTEMbI, XapaKTEPU3YIOLLAACA CHUKEHUEM
BapuabenbHoCTH cepaeyHoro putma (Myers
et al., 2018). Yawe Bcero npu Bnepsble au-
arHoCTMPOBAHHOM 3MWUENCUN, B OTINYNE OT
ANUNencun ¢ AnUTeNbHbIM TEYEHUEM, 3Ha-
YeHNs BapnabenbHOCTU CEPAEYHOr0 pUTMa
HAaxoAATCA B npefenax Hopmbl (Persson
et al., 2007). JaHuble meTaananusa 39 uc-
CnefjoBaHWiA NoKasanu, Y10 npy anunencum
Ha6/1I04aeTca 3HaYMman aUcqyHKUMUA Bere-
TATMBHOWM HEPBHOI CMCTEMBbI, O YeM CBUJE-
TemnbCTBYIOT 60MNEE HU3KME 3HAYEHNs Bapua-
6eNbHOCTI CEpLEYHOro PUTMA MO CPABHEHNIO
C KOHTPOJIBbHOIA rPYNMoi.

970 NO3BONSET NPEANONOXKNTD, Y4TO CHM-
)KEHWE BarycHOro W noBbILLIEHNe cuMnaTu-
YECKOro TOHyca MOryT 6bITb NPeSUKTOpamm
cepAeyHo-cocyamcton 3a6osieBaemocTu
1 CMEPTHOCTM Y MAUMEHTOB C 3NUAENCHeit
(Lotufo et al., 2012). HekoTopble uccneno-
BaTe/n paccMaTpuBaoT HU3KYI0 Bapuabenb-
HOCTb CEPAEYHOr0 PUTMA KaK NOTEHLNAbHbIIA
thakTop pucka BHCY, a gpyrue npegnaratot
UCNONb30BaTh 3TOT MOKA3aTesb B Ka4ecTBe
NOTEHLMaNbHOro 6uomapkepa i MOHM-
TOPUHra NporpeccupytoLlen AUCmyHKLNKA
BEreTaTUBHON HEPBHOM CUCTEMbI Y MaLu-
eHTOB ¢ anunencuei (Galli and Lombardi,
2017). AnbTepHauus 3ybua T Kak Mapkepa
pucka BHE3anHOW CepaeyvyHOil CMepTu
W CMEPTHOCTW OT CepLeYHO-COCYLMUCTbIX
3200/1eBaHNIA NOCTUKTANbHO YCUIMBAETCA,
HO €ro 3Ha4eHue Ans cTpatudmKaLum pucka
Y NaLMEeHTOB C 3NWencuen ewe COMHN-
TenbHo (Strzelczyk et al., 2011).

MoABOAS HEKOTOPbIE WUTOMU, MOXHO
CKa3aTb, 4YTO Y MALWEHTOB C 3MNWUJENncuen
BO BPEMS UN1 NOCNe CYAOPOXHON aKTUB-
HOCTM BbINN 3aPErCTPUPOBAHbI PA3NNYHbIE
6pafu- u/wunm TaxuapuTmun, CBA3aHHbIE
C CYLOPOXHOIH aKTUBHOCTbHO, BO3HWKAKOLLEN
WM PacnpPOCTPaHAIOLLEIACS HA BEreTaTUBHbIE
HelpOHHbIe ceTh. IMeoTCa faHHble KIMHN-
YeCKIX HABMIOEHNI 0 narepanuaauum nony-
Lapu1i, Koraa npaBoCTOPOHHWE NpUNagKu
BbI3bIBAIOT MEXMPUCTYMHYI0 TaXUKapAnio,
a N1eBOCTOPOHHME — NPUBOAAT K MEX-
NPUCTYNHbIM 6PAANKAPANM U aCUCTONUN
(Rocamora et al., 2003; Hilz et al., 2001).
BeposATHO, NOCTUKTaNbHbIE APUTMUK MOTYT

npusoauTb K BHCI, 4To cornacyetcs ¢ He-
LaBHUM CUCTEMATMYECKMM aHanM30M Ha-
Y4HbIX MCTOYHUMKOB (van der Lende et al.,
2016). bbino BbISBNEHO 7 PA3NNYHbIX NaT-
TEPHOB WKTaNbHOA/NOCTUKTANbLHON Cep-
LE4YHON apuTMUKM: WKTaNbHas acucTonus
(103 cnyyaq), nocTmkTanbHas acucTonus
(13 cnyyaes), nkranbHas 6pagukapams
(25 cnyyaes), UKTanbHasa aTpUOBEHTPUKY-
napHas 6nokaga (11 cny4aes), NOCTUKTaNbHas
aTPUOBEHTPUKYNAPHas 6okana (4sa cnyyas),
NOCTUKTANbHOE TPereTaHue npeacepauit/mep-
uarenbHana aputmus (14 cnyvaes) u nocr-
NKTarbHas Xenyno4Kosas hubpunnaums (Tpu
cnyyas). lkranbHas acuctonus 6bina pacrnpo-
cTpaHeHa y 0,318 % nauneHToB ¢ papmako-
PE3UCTEHTHON 3nunencueid, KOTopbie Npo-
X04aunu Buaeo-33l-MOHUTOPUHT. VIKTamnbHble
CepAeyHble HapyweHus Obinu camo-
OrpaHnyeHbl 1 Habmanuch Bo Bpems ¢o-
KanbHbIX NPUNALKOB C NOKanu3aumen anu-
NENTOreHHOr0 04ara B BUCOYHbIX AOMSX
(91 %) 6e3 nocnenytoLLen natepanmsawum.
MoCTUKTaNbHbIE apUTMUK YalLle BCEro 06Ha-
PYXXWUBANMCb NOCNE CYAOPOXKHBIX NPUNAAKoB
1 YacTo accoumumposanuck ¢ BHCI (van der
Lende et al., 2016).

Heo6xo4umMo y4nTbIBaTh B3aMMOCBA3b
MEXAY CUHAPOMOM YANMHEHHOr0 MHTEpBana
QT (CYW QT) v anunencuei, yaenss ocoboe
BHUMaHue u3mepennio uHTepsana QT y Beex
NALMEHTOB C 3NUNENCUer 1 NoNy4eHNto Noa-
POGHOr0 CEMEIHOr0 aHaMHes3a y Kaxaoro
nauuenTa (BpoxaeHHbin CYW QT), a Takxe
KOHTPOJIO Tepanuu Ha npeamer npena-
paToB, BAMAKLLMX HA NPOBOAMMOCTb CcepaLa
(Strzelczyk et al., 2001).

Bbino paccMOTpPeHO HEeCKOMbKO hak-
TOPOB PUCKa, Npegpacnonaratolnx Kk BHC.
Haubonee BXHbIM KITMHUYECKIM (DAKTOPOM
pucka ans BHCI siBnsetca Yactota reHepa-
JIM30BAHHbIX TOHUKO-KITOHWYECKIMX CYLO0pOr
(Tomson et al., 2016). CyLiecTByeT TaKkxe
BbIp2XeHHas cBA3b BHCA ¢ HOYHbIMM Npu-
nagkamu — B 6 pa3 4alLie, 4em y nauneHToB
C AHesHbIMM npunapkamu (Ali et al., 2017).
Moytn 70 % cny4aes BHCI npomcxoant
BO BPEMSA CHA, 0COOEHHO 3TO KAcaeTcs Mo-
nogbix (< 40 ner) naumeHToB. Takxe 0T-
MEYatoT CBA3b C MONIOXKEHWEM Tena nexa
Ha xuBoTe (Liebenthal et al., 2015). dpyrue
thakTopbl pucka BHCA BktoyatoT hapmako-
PE3UCTEHTHYIO ONUTENbHYI0 3NUENCUIo,
paHHee Hayano anunencuu, NoGHyK anu-
TIencuto, My>XXCKOW non, ANTENbHbIe npu-
nagku W anunenTU4eckuit cTatyc, nonau-
Tepanui NPOTUBO3NUNENTUYECKUMU
npenaparamu, OTCYTCTBUE MO0 HapyLLeHne
KOMMNNAEHCA JIeYeHUs, Npuem ankorons
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1 HAPKOTUKOB, COMYTCTBYIOLLME KaHaNOo-
naTun, Hanu4me cneunpuUYecKnx reHHbIX
61OMapKepoB, KOMOPOUAHBIE NCUXUYECKNE
paccTpoicTBa. B 60MbLUNHCTBE UCCNeLo-
BaHWN He ObIN0 06HAPYXXEHO CBA3N MeXIy
puckom BHCI n Kakum-nn60o oTaenbHbIM
NPOTMBOANMAENTUYECKUM NpenapaTom
(Shorvon et al., 2001; Lee and Devinsky
2005). NKTanbHble 1 NOCTUKTANbHbIE HAPY-
LEHUs BEreTaTWBHOW HEPBHON CUCTEMbI
1 HU3KWNE 3HAYeHNs BapnabesibHOCTH cep-
[e4HOr0 PUTMA CHMTAKOTCA NOTEHLNANIBHBIMU
thaktopamu pucka (Lotufo et al., 2012).

Cpean noTEHUMANbHBIX MEXaHU3MOB, NPK-
BoAALmx k BHCI, npeo6naaatot HapyLLeHns
BEreTaTUBHOM HEPBHOM CUCTEMbI, CBS3aHHbIE
C anunencuen, NPUBOAALLME K CepLeyHo-
[bIXaTenbHO! ANCHYHKLNN C NOCTeLYHOLLeN
0CTaHOBKOW [bIxaHus u/unu cepaua. Y naum-
€HTOB C anunencuei BO BPeMs Wn nocne
CYOPOXXHON aKTUBHOCTY bl 3aperncTpu-
pOBaHbl PAa3NNYHble APUTMMUN, aCCOLM-
POBaHHbIE C CYAOPOXHOA aKTUBHOCTBIO,
BO3HUKAIOLLEN NN pacnpocTpaHstoLLencs
Ha BEreTaTUBHbIE HEMPOHHbIE CETH.

bbina npeanoxeHa Wwkana oLeHKN pucka
BHC3-7, y4uTbIBaLOLLAs KONMYECTBO U TUMbI
CYZ0POT, NPOACIKUTENBHOCTL SNUAENCUK,
KOMMYeCTBO NPOTUBOINUNENTUYECKMX Npe-
napaTtoB 1 UCMOMb30BaHNE HE3aBUCUMbIX
thaktopos pucka BHCI pns ero ctpatudn-
Kauuu, Ho 3(HHeKTUBHOCTb 3TOr0 MHCTPY-
MEHTa He 6bINa KNNHUYECKM NOATBEPX/EHA,
11 B HACTOALLEE BPEMS BO3MOXXHOCTb OLIEHKM
pucka BHCI octaetcs orpaHnyeHHoi (Odom
and Bateman, 2018).

[laHHble 0 reHeTMYeCKNX NpeanochinKax
BHC3 HakannmsatTCcs MeANEHHO, OHN Ka-
CaloTCA MyTaLMii MM BAPUAHTOB FEHOB, 3a-
[Je/iCTBOBAHHbIX B NATONOMMN Ccepaua, anu-
nencum n abixanus (Thom et al., 2018; Leu
et al., 2015). MomMUMO reHHbIX MyTauuii,
OTBETCTBEHHbIX 32 CEPAEYHble N HEMpo-
HaNbHble KaHanonatuu, Kak, Hanpumep,
BapuaHTbl reHoB CYI QT, BoBMeYeHHbIE
B passutne BHCI, ecTb apyrue rexsl,
ONpeAenstoLLe pa3BuTie ANUNENTUHECKOR
1 PecnMpaTopHoil MaTonorun, KoTopsble,
M0 JaHHbIM, NONY4YEHHbIM Ha XXMBOTHbIX MO-
JEenfX, TaKkxe MOryT 6biTb npuyuHoil BHCI
(Bagnall et al., 2017). HekoTtopble reHe-
Thyeckne mytauum (Hanpumep, SCN1A,
DEPDC5, SCN8A, dup15q) moryT He npu-
BOAMTb HENOCPeacTBEHHO K BHCY, Ho ABns-
I0TCA NpUYNHAMU TAXenon gapmako-
PE3UCTEHTHON pecppakTepHOM anunencuu
C reHepanu3oBaHHbIMU TOHMKO-KNTOHU-
YeCKUMM npunagkami, 06ycnoBnuBaroLLei
npegpacnonoxeHHocTb kK BHC.

[eHeTU4YecKmMe HapyLeHns, Bbi3blBaKO-
LWne 3NUNenTUYECKYK dHLedanonaTmo
W Apyrue Taxensie OPMbl ANUENcUK,

00YCNOBNUBAIOT BbICOKWE Nokasatenu BHCI
W 3NUNENTUYECKOro cTatyca, Hanpumep,
B cnyyae cungpoma [pase (Cooper et al.,
2016; Shmuely et al., 2016). Mpu cuHapome
[pase (HeiipoHanbHas kaHanonatus SCN1A)
YPOBEHb CMEPTHOCTM LOCTUraeT nokasa-
Tenein 15,8 Ha 1 Tbic. naumneHToB, a BHCI —
9,3 Ha 1 TbiC. NALMEHTOB, YTO HAMHOrO
BbILLIE, YEM AN APYrUX hOpM dnunencum
1 JaXe Bblle noKasarenen ansa gapmako-
Pe3nCTEHTHON anunencuu y B3pocnbix (5,1
Ha 1 Tbic. yenosek) (Connolly, 2016; Cooper
et al., 2016). Bbicokuii yposeHb BHCI pe-
TNCTPUPYETCS TaKkXKe Y AeTell C paHHen uH-
(hbaHTUNBHON ANUENTUYECKON dHLedano-
naTuein, BbI3BaHHOM MyTaumeii reHa SCN8A;
HO BbICOKIE NOKA3aTenn CMEPTHOCTM MOTYT
ObITb BbI3BaHblI HEBOCMPUNMYMBOCTLIO NPU-
NafKOB K JIEYEHNIO, @ HE MPAMbIM BANSHUEM
Ha KapanopecnupatopHyto yHkumio (Wagnon
and Meisler, 2015).

B 4acTHOCTW, reHbl, KOAUPYHOLLME KOMMO-
HEHTbI YYBCTBUTENbHON K aMUHOKIMCIOTAM
BETBW CUFHANbHOIO NyTW MULIEHU pana-
MuLmuHa (MTOR), BOBNEYEHb! B BOSHUKHO-
BEHNe CeMeitHON (hoKabHOW anunencuu.
06HapyXMBAKOTCA BapWUaHTbl HAPYLIEHUIA
komnnekcoB GATOR1 B TpeTu cnyyaes
CeMeliHbIX (DOKANbHBIX 3NUNENCcUi, Npu4em
(beHOTUNNYECKUA CNEKTP BapbupyeTt oT
CNOpagnyecKnx 40 CEMeNiHbIX (hOKaNbHbIX
ANUNENCUIA, C XapaKTEPHbIMI PaHHUM pas-
BUTMEM, HOYHBIMW NpuUnagkami, apmako-
PE3NCTEHTHOCTBIO 1 ciyyasmu BHC B 10 %
cemei (Baldassari et al., 2018).

Kpome Toro, BHC3 He orpaHu4mBaetcs
(hapmakope3nMCTEHTHON 3nunencuen,
1, BEPOATHO, CYLLECTBYIOT APYrue reHbi
anunencum, KOTopble YBENMYNBAIOT PUCK
BHC3 He TONbKO B 3aBMCMMOCTM OT TH-
KecT TeyeHus 3abonesaHns. Muorue
FeHbl WOHHbIX KaHanoB, PerynupyroLine
LEHTPanbHbIA KOHTPOMb CEPAEYHON U Abl-
XaTeNbHON (PYHKUMW, SKCNpeccupytoTes
B 9NUNENTOrEHHbIX CETAX MO3ra; OHM
BKITI04AIOT HaTpuesble KaHanbl (SCN1A/
SCN2A/SCN3A/SCN9A/SCN8A/SCN1B)
unu kanuesble kaHanol (KCNA1/KCNQ2).
MyTaumm B 3TUX reHax MoryT npuBOAUTD
K CMEpPTW 32 CYET HapyLLEeHWs BereTaTuBHON
(pyHKLMK, NPUBOAALLEN K CEPLAEYHON n/unu
JbIXaTenbHON AMCYHKLMK, 6onee Npoaon-
XKUTESTIbHOMY NOCTUKTANbHOMY YTHETEHUIO
BO36YXAEHMA, NPenaTCTBYIOLWeEA nocT-
WKTaNbHOMY BOCCTAHOBIEHMIO BEreTaTMBHO
asToHomuu (Goldman et al., 2016; Gano and
Grabenstatter, 2017).

Hanu4ue mytaumii reda LQT y naumneHTos
¢ BHC3 no3sonseT npegnonoxutb, 4To npu-
NagoK MOXET CNPOBOLMPOBATL NIETANIbHYIO
CEPABYHYI0 apUTMUIO UM BHE3AMHAs 0CTa-
HOBKA CepaLa MOXeT NPON30MATI HE3ABUCUMO

ot npunagka (Moghimi and Lhatoo, 2013).
B HekoTopbix cnyyasx BHCI moxeT Bo3-
HWKaTb B Pe3yNbTaTe NepBUYHOI OCTAHOBKM
ObIXaHWs, NPUBOASLLEN K anHO3, Npu 3TOM
pednekc Bo3bYXaeHus eLle 60/blUe Hapy-
WAETCA B MONOXKEHWUN NeXa Ha XKMBOTE,
B KOTOPOM HaxoAMTCS 60MbLIMHCTBO XEPTB
BHC3. HoBble faHHble NO3BONSIOT Npeano-
NOXWUTb, Y4TO CEPOTOHWH CBSA3aH C Hapy-
LWIEHNEM MexaHu3ma BO30YXLEHUS, KySb-
MUHaunen Kotoporo ctaHosutcs BHCI
(Zhan et al., 2016; Richerson, 2013).
MpennonaraeTcs, 4T0 NOAUMOPEU3M B reHax
CepOTOHNHA MOXET CnOCo6CTBOBATbL BOCTPU-
WMYMUBOCTM K 06CTPYKTUBHOMY arHo3 BO CHe,
a CENeKTUBHbIE MHIUOUTOPbI 06PATHOrO 3a-
XBaTa CEPOTOHWUHA MOTYT CMSAryaTh TSXKECTb
WKTaNbHOW FMNOKCEMMM; HO MPUBOANT NI X
LMCOANAHC K MKTNbHOMY/NOCTUKTANILHOMY
anHo3 — eLLe HenssecTHo (Xu et al., 2014).

LleHTpanbHas rMNOBEHTUNALNA M anHO3
MOTYT OblTb CBAI3aHbl C BbI3BAHHbLIM
CyA0poramu BbICBOOOXAEHUEM SHLOMEHHbIX
onnonaos. MauueHTsl C anunencuen,
UMetoLWwme nonuMopdnamMbl (Hanpumep,
B reHe ARRB2, KoTopbiii Kogupyet B-2-
appecTuH — 6enoK, y4acTBYIOWMA B MOAY-
NUPOBAHMN peakLMn [eceHcubunusauum
B G-6eNKOBbIX peLenTopax, BKKYas onuo-
NIHbIE PELENnTOpbI), KOTOPbIE HAPYLLAKOT Je-
CEHCMOMNN3ALMI0 ONMMOUAHBIX PELEenTOpPoB
CTBOJIA MO3ra B OTBET Ha BbICBOBOXEHME
9HAOrEHHOro onmouaa, MoryT cTpagathb
0T 60/1ee TAXKENOro NOCTUKTANbHOTO anHo3,
410 yBENM4MBaeT puck BHCI. Takxe Gbiiun
WAEHTUMULNPOBAHBI TEHHbIE BapWUaHTHI,
CBsI3aHHbIE C rnytamarepruyeckor n FAMK-
ePruyeckoii HeilpoTpaHCMMCCHER, KOTOPbIE
MOrYT BAIUATb HA BO3OYXAAIOLLNIA/TOPMO3HON
GanaHc 1 yBenu4mMBaTh PUCK 3NUNencuu, Ta-
XKECTb NPUNAAKOB MNK LEHTPANIbHO 0MOCpe-
[JOBAHHON BeretTaTUBHON AUCHYHKLMK
(Friedman et al., 2018).

BbllWen3noxeHHoe CBUAETENbCTBYET
0 3HA4YUTENIbHOM BKNAfe TEHHbIX Hapy-
weHwnit B passutne BHCI (Leu et al.,
2015). l'eHeTMYECKIIA aHANN3 Y NaUNEHToB
C BbICOKUM puckom BHCI ans BbisBReHUs
MyTaLMiA UK TEHHBIX BAPUAHTOB, CBA3AHHbIX
C Pa3BUTUEM CEPAEYHONM apuTMnu, 3nu-
NENcUN N HapYLWeHWA bIXaHus, B AON0J-
HEeHWe K MOCMEpPTHOMY TeHeTU4eckoMmy
TECTUPOBAHMIO, MOXET AaTb NPEACTABNEHNE
0 npuyuHax BHCI 1 nomoyb onpeaenntb no-
TeHUNanbHbIe reHeTUYecKne 61IOMapKepbI
NS CTpaTUUKaLuM pucka nauneHTos,
CKNOHHbIX K BHCI (Thom et al., 2018;
Bagnall et al., 2017; Friedman et al., 2018;
Leu et al., 2015.

KoHTponb npucTynos, 0C06eHHO B Cny4ae
reHepann30BaHHbIX TOHUKO-KMNOHNYECKUX
npunagKkoB, NPU3HaH Nyyllein cTpaTeruen
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CHxeHust pucka BHCI (Harden et al., 2017).
[laHHble meTaaHanusa 112 paHpomusm-
POBAHHbIX KOHTPONMPYEMbIX UCCELOBAHNIA,
oueHuBarowmx puck BHCI y nauneHTos
C (hapMaKoPe3NCTEHTHOII dnumencuei, no-
Kasanu, 4TO 4acToTa NOATBEPIKAEHHbIX MNK
BEpOATHbIX cny4aes BHCI 1 cmepTeit 0T BCex
JPYruX NPUYUH 6biNa 3HAYUTESTBHO HUXKE
Mpu KOHTPOME NPUNAaKoB, Yem B rpynne
nnaue6o, ¢ koapduumeHTamm waxcos 0,17
(p = 0,0046) u 0,37 (p = 0,0131) cooTseT-
CTBEHHO. [okasarenu NoATBEPXAEHHOr0 Ui
BeposTHoro BHCA coctasnsinm 0,9 Ha 1 Thic.
nauneHToB, NONy4aBWnX aPEKTUBHbIE
npoTMBO3NUAENTMYECKINE AO03bI, M 6,9 —
noy4asLLMX nnaweoo.

ABTOpbI NPUMLLAN K BbIBOAY, Y4TO NEYEHNE
JONONHNTENbHBIMW NPOTUBO3NUNENTNYE-
CKMMK npenaparamin B 3DeKTUBHbIX 403aX
MOT/10 CNOCO6CTBOBATb CHINKEHUIO YaCTOTbl
NOLTBEPXAEHHOTO Unu BepoaTHoro BHCI
Yy NALMEHTOB C paHee HeKOHTPONMMPYEMbIMM
npuctynamu 6onee 4em B 7 pa3 no cpas-
HeHuto ¢ nnaue6o (Ryvlin et al., 2011).

Xupypruyeckoe BMelIaTeNnbCTBO Npu
(hapmMakope3nCTEeHTHON ANUITENCUN TaKXKe
MOXET CHKaTb CMEPTHOCTb, B TOM YMCIe
o1 BHCO. Cpeawn 215 nuy ¢ snunencueit Bu-
COYHOI [JONN, NePEHECLUMX XMPYPruyeckoe
BMELUATENbCTBO, Y NALNEHTOB C KOHTPONEM
npunagkos (n = 148) ypoBeHb CMEPTHOCTH
cocTasnsn 2 %, a 6e3 KOHTPONS NPUNaaKoB
nocne onepaunn — 11,9 % (Salanova et al.,
2002). B npyrom xupypru4eckom uccreno-
BaHuN ¢ y4yactuem 306 NauMeHTOB C anu-
nencuen puck NPexaeBpemMeHHON CMepTu
CHU3MIICA CO BPEMEHEM, HO 0CTaBasCs BblLLUe
CTaHLAPTHOrO B nonynaunn — 6 cny4aes
BHC3/Habniopaemas vactota 1 Ha 595 ye-
nosek (Seymour et al., 2012).

KOHTpOnb NpuUBEPXXEHHOCTU K Npuemy
NPOTMBO3NUIIENTUYECKMX Npenaparos,
136exaHne NPoBOLNPYIOLWMX (hAKTOPOB,
NeyeHne CONYTCTBYHOLLMX NCUXUATPUYECKINX
3200/1eBaHMI, TaKUX KakK 4enpeccus W TOK-
CMKOMaHMs, n3beraHne npoapuTMnU4ecKnx
npenapaToB 1 COCTOSHWIA (Hanpumep, Ha-
pYLLEHUE 3MEKTPOSIUTHOrO 06MeHa) MOXeT
npenotepatuTb passutue BHCI (Devinsky
et al., 2006; Feldman, 2013; Verma and
Kumar, 2013; Fazel et al., 2013).

MocKonbKy 60NbLIKHCTBO Clly4aes yTon-
neHus n Bo3mMoxHon BHCI npoucxogsr
B BaHHE, HAZ30P W CeLManbHble Mepbl npe-
JOCTOPOXXHOCTM NpU KynaHuu MoryT 6biTh
AP EKTUBHBIMU CTpaTEruaMm npou-
naktukn (Cihan et al., 2018). Kpome Toro,
HOYHOE HabntojeHne (MOHUTOPUHT) 3a na-
UMEHTAMW C HOYHbIMM NpUNagKamMu Takxe
MOXeT nomoyb npefotepatuts BHCI (Lee
and Devinsky, 2005; Liebenthal et al., 2015;
Maguire et al., 2016).

Co6ntoaeHne aneTbl 1 3[0poBOro 06pasa
XKU3HW — NpWEeM Npenaparos NONMHEHACHI-
LLEHHBIX XKMUPHbIX KNCAOT OMera-3, XoTs y6e-
ANTENbHBIX AaHHbIX 06 NX 3G HEKTUBHOCTY
HET, 0TKa3 0T ankorons, focTato4Has gu-
3n4eckas akTWBHOCTb — TaKXe CHIDKaeT
pUCK BO3HUKHOBEHMS anunencuu n BHCI
(Scorza et al., 2018; Pourmasoumi et al.,
2018; Sarmento Vasconcelos et al., 2016).

HakonneHHble peaynbTathbl NOLTBEPKLAIOT
3 PEKTUBHOCTb CTUMYNALMN BNYXAAOLLLErO
HepBa y NaLNeHToB C PapMakope3nCTEHTHON
3nunencuen, BNUAHNE 3TOr0 MeToja Ha
cmepTHOCTb 1 BHCO ocTtaetcs HeBblfic-
HeHHbIM (Schachter, 2006; Wheless et al.,
2018). Mo HEKOTOPLIM JAHHbBIM, CTUMYNALMS
6Ny)XAatoLLEro HepBa MOXET CHIKATb PUCK
BHCJ, Ho He Bcerpga; kpome TOro, B UC-
CnefoBaHNsAX, CBEIEHUS KOTOPbIX FOBOPST
0 CHKeHun BHCI Bo Bpems HabntogeHus,
OTCYTCTBYET KOHTPONbHasA rpynna (Annegers
et al., 2000; Ryvlin et al., 2018; Granbichler
et al., 2015; Tomson et al., 20218).

Y70 KacaeTcs BO3HUKHOBEHMS MOCT-
MKTaNbHOM acUCTONMK, KOTOpPas B HEKO-
TOPbIX Cryyasx ABnseTcs (HAaKTOPOM MOTEH-
unanbHoro passutusi BHC3, HeT gaHHbIX,
CBUAETENbCTBYHOLLMX O TOM, YTO B Cy4anx
3a/1eCTBOBaHNA PEHIEKTOPHOTO MexaHn3ma
C 4pe3MepHbIM BaryCHbIM TOHYCOM Kapamo-
CTUMYNATOPLI MOTYT npefoTepawars BHCI
(Schuele et al., 2008). YcoepLueHCTBOBaHME
NPOTUBOINUNENTUYECKOI Tepanum MoXeT
6bITb NY4YLWKUM NPOPUNAKTUYECKUM Me-
TOLOM, @ UMNNAHTaUMs KapAOCTUMYAATOpa
npeAHasHa4veHa Ans 0C06eHHO ANUTENbHbIX
nepuoaoB acucTONNK, CBA3AHHbLIX C KNU-
HWYECKMMU NPOSBNEHNAMM: NALEHUA W He-
cyacTHble cnyyan (So and Sperling, 2007;
Moseley et al., 2011; Strzelczyk et al., 2008).

Cuctembl 06HApPYXXeHUS CyAOpoOr UC-
Nonb3ylTCA ANA NpepynpexneHns Ha-
6ntopateneit 0 He06X0AMMOCTN BMeELLA-
TeNnbCTBA C Ha4yanom npunagka. 3010TbIM
CTaHAapToOM NS MOHWTOPUHra cygopor
ABNAETCA ANEKTPO3HLedanorpadiecKui
(39I) BMOEOMOHMTOPUHT, KOTOPbIA UC-
nonb3yeTcs B OTAENEHUAX MOHUTOPMHIa
anunencuun. NMomMumo 3Toro, CyLLecTBYHOT
YCTPOICTBa ANA NOCTOAHHOIO HabIto-
JEHNs CYAopor Ha oMy, LeicTBuUe KO-
TOPbIX OCHOBAHO Ha 0BHAPYXEHUN ABU-
XKEHWIA 1 MI3MEHEHUS YaCTOTbl CEPAEYHbIX
COKpALLEHWiA, a TaKxe aBTOMaTU4ecKme
MyNbTUMOZAANbHbIE CUCTEMbI aBTOMATNYE-
CKOro 06HApYXeHUs W NpeLynpexaeHus
cynopor (Ha ocHoBe 3T, anekTpoKapamo-
rpacum, aneKTpoMUOrpacomm, OKCUMeTpUM
U T. 4.), C YyBCTBUTENbHOCTLIO 60niee 70 %,
O[IHAKO C 4aCTbIMM NOKA3ATENAMMN «NI0XKHON
Tpesoru>» (Smithson et al., 2014; Van de
Vel et al., 2016; Baumgartner et al., 2018).

BBseneHue Kucnopoga Bo BpeMs reHepa-
JI30BAHHOIO CYAOPOXHOrO Npunagka ans
NPeAO0TBPALLEHNS FeHepan30BaHHOMO Mo-
nasneHns 33 6bIN0 NPEANOXEHO B Ka-
YeCTBE NOTEHUMANbHOW Mepbl Npodu-
naktukn BHC3, ogHako adhdeKTMBHOCTb
9TOro MeTofa ocTaetcs crnopHoii (Alexandre
et al., 2015; Pack, 2016). HakoHel, reHetn-
YyeckiMe MCcCcnefoBaHMs MOTYT BbIBUTb
HeMpo-KapanopecnupaTopHbIe reHbl, 3aaei-
CTBOBaHHble B passutun BHCI, n chenatb
BO3MOXXHOW LiefieHanpaBsneHHyto npounak-
TUYECKYH0 Tepanuio Npu BbICOKOM pUcKe
BHE3anHon HenpeasBuAeHHOR CMePTU Npu
anunencuu (Baldassari et al., 2018).

B 3aknioyeHne cnefyet ckasaTtb, 4TO
4acToTa BHE3amnHOM CMepTM BO MHOMO pa3
BblLLE Y 60/bHBIX anuUNencuen, 4em B 06LLen
nonynsauun. BHCI siBnsieTcs 0CHOBHOI Npu-
YUHON NpPeXAeBPEMEHHbIX CMepTeil, CBS-
3aHHBIX C 3nUNencuen, 0CO6EHHO Yy nuL, Mo-
NI0ZOr0 BO3pacTa.

LleHTpanbHas BeretaTuBHas CeTb
BKJI0YaeT B Ce6S1 B3aMMHO CBA3aHHbIe
KOpPKOBbIe Numbuyeckne o6nactu u nog-
KopkoBble o6nactu. Cygoporu MoryT BO3-
HWKaTb B JIO6OM KOPTUKANbHOM PErmMoHe
1 PacnpocTpaHATbCH Ha ApYrue KopTu-
KanbHble W NOAKOPKOBbIE 0611aCTW LieH-
TPanbHOI BereTaTuBHoi cetu. MktanbHas
aKTWUBHOCTb, BO3HMKAIOLLAA B LEEHTPANbHOI
BEreTaTWBHOM CETU WM pacnpocTpaHsio-
LLAsCA MO Heil, MOXET HapyLlaTb ee (OyHK-
LINOHANbHYIO CBA3HOCTb, MHIMOUPYS UMK aK-
TUBNPYS BeretaTuBHble 0651aCTH, BbI3bIBaS
pas3nuyHble BereTaTuBHbIE NPOSBIEHNS,
BKIt04as JbIXaTeNlbHY0 U CEepLe4HO-COCY-
LUCTYI0 LUCYHKLNIO, KOTOPbIE ABAAIOTCA
noTeHunanbHbiMn MexaHnamamn BHCI
(Henpo-Kapano-pecnupaTopHble CBA3N).

OcHoBHbIM thakTopom pucka BHCI s.-
NAKOTCA reHepanin3oBaHHble TOHUKO-KNOHU-
YecKue npunagkm, a Hanbonee aPEEKTUBHON
Mepoit NPOUNAKTUK — KOHTPOMb Npu-
NaaKoB. HeamarHoCTMPOBAHHbIE CEPLEYHbIE
KaHanonartum Takxe MoryT 6bITb NPUYMHON
BHE3anHON HenpeaBUAEHHON CMEPTH npw
3NUNeNcum, Ho 6OMBLLMHCTBO U3 HUX CBA3AHBI
C KapanopecnmpaTopHOI BereTaTuBHOMN Anc-
(PyHKLMER, BbI3BAHHOI 3nunencuen.

PazsuTie Halwmx 3HaHWIA 0 NaToun3noso-
rnyeckux mexaHusmax BHCI ssnsercs Hau-
60nee BaXHbLIM NEPBbIM LLATOM Ha NyTH npe-
LOTBPALLEHNS 1 CHIKEHWA 326011€BaEMOCTH.
HelipoBuayanusauns 1 MONeKynspHoO-reHe-
TUYeCKMe UCcCNeaoBaHusa MOryT Aath npef-
CcTaBneHue o npuymHax BHCI u onpegenuts
noTeHunanbHble 6MOMAPKepPbl AN CTpaTn-
hmKaLmum pucka nauneHToB, BOCIPUMMYMBBIX
K BHE3anHOW HenpeaBUEHHOR CMepTH npu
ANUNENcum, KOTOPbIE MOTYT NOMOYb CHU3UTb
€€ PUCK AN KXKLOro nauueHTa.
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