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[aHHbIit MaTepuan noceALLEH Npo6reme BHe-
3arnHOI HenpeaBuAEHHON CMEPTH Mpu 3nu-
nencuu (BHC3). BHCI, unu cuHapom BHe3anHom
CMEpTM NpuW 3nunencuu, — HeoXunaHHas,
He CBA3aHHAA C TPABMOW WM acnupaunoHHON
acdoukcnen cMepTb MHANBUAYYMA C ANUNENcued,
Y KOTOPOro BCKPbITUE HE BbIBUNO aHATOMMU-
Y4eCKON UM TOKCUKONOTNYECKOW NMPUYMHBI
cmepTu. Kpome Toro, BHCI aBnsieTcs 0CHOBHOI
NPUYMHONA NPeXLeBPEMEHHON CMEPTHOCTU
(8-17 % BCex npuymH cMepTL) BOMbHBIX 3MK-
nencueit, 4acTota KOTOporo cocraenset ot 0,3
[0 6 cnyyaeB Ha 1 TbiC. 60NbHbIX 3NKUNencuen
B3POCTbIX U NpuMepHo 1 cnyyait Ha 4 Tbic. 500
JeTei. ITMONOruA JaHHOro CUHAPOMA 0CTaeTcs
HeW3BECTHO, & rMaBHbIM (DaKTOPOM PUCKA Bbl-
CTYNalT NOBTOPAIOLLMECS TeHEPaNN30BaHHbIE

TOHWUKO-KIOHU4ECKIe Cy0pOru. XOTA B COOTBET-
CTBUM C OMPeSeneHnem Crny4yan YTonneHus He
cneayet paccmarpueatb kak BHCI, nockonbky
[JaHHble BCKPbITUIA rOBOPSAT 06 06paTHOM. B He-
[JaBHO 0My6/IMKOBaHHOM 0630pe cpasHuBany 47
CIy4aeB CMepTL 60MbHbIX ANUNENCUEN, BKIOYas
36 noaTBepKaeHHbIX (76,6 %) 1 11 BO3MOXHbIX
yTonneHui (23,4 %), npu atom 72,3 % cny4aes
npou3oLno B BaHHoM, 1 92 — BHCI (Cihan
et al., 2018). Kpome T0ro, He 6bINO BbISBNEHO
KaKux-nubo pasnuyuii B pesynbTarax BCKPbITUA
mexay cnydasmu BHCI u ytonneHusimu, cBs-
3aHHbIMM C 3nunencuei. He 06HaPYXEHO HK-
Kakux NPU3HAKOB, CBA3AHHBIX C YTOMNEHNUEM,
11 SIBHbIX [I0Ka3aTeNbCTB NOrpyxeHus. ABTOpbI
npuwnu K BoiBogy, 4t0 BHC3 MOXeT 6bITh
NPUYUHOI CMEPTY B TAKMX BOSMOXHBIX CIyHasnx
YTOMMEHNA. 3TO COrNacyeTcs C NPenoKeHNAMM
L. Nashef et al. (2012) no namenexmio onpege-
nenmns BHCI: «Ecnu cmepTb HacTynaet B BOfe,
HO 63 KOCBEHHbIX NN MPAMbIX (ayTONCKS) CBU-
[eTenbCTB NOrPYXeHns, CMePTb JOIKHA ObITh
KnaccuduLmpoBaHa kak BoamoxHas BHCI».

BHC3 B 60NbLUMHCTBE CIly4aeB PermcTpu-
PYeTca y NnL, MONOLOr0 BO3PACTa, XOTH UMEHOTCA
NPEeLNON0XeHUs 0 He[IOOLEHKE CMEePTHOCTH,
CBA3AHHOM C 3Numencuer, y NOXunbix Nogei.
06b14H0 BHCI npenLLecTBytoT Cymoporu, u cy-
LLIECTBYIOT TEOPUM, YTO HEMPOHHbIE CETH, BbI3bl-
BalOLLME eHEepann30BaHHble TOHUKO-KNOHU-
Yeckue CyZopori, NoJaBNAIOT AbIXaTerbHble Uin
BEreTaTuBHbIE LIEHTPbI CTBOMA MO3ra, YTO Npu-
BOZMT K UMNOBEHTUNALMW, aNHO3 U CEepPAeYHO-
cocyaucTomy Konnancy. K Tomy xe y aTux
NaLMeHTOB, BEPOATHEE BCEr0, HAPYLLEHbI HOp-
Ma/lbHble MEXaHU3Mbl NPOBYXXAEHUS 1 aKTUBU-
3auun. HapylieHue thyHKLUNOHANbHbIX CBA3EN
CTPYKTYP FONOBHOI0 MO3ra C BEreTaTMBHON pery-
NAUMENR AbIXaHWs 1 JeATENbHOCTI CepALia TakKe
MOoryT npusoamTs K BHC.

Co6CTBEHHO, CepaieYHas natonorns SensaeTcs
MPUYUHOI TOMBKO YacTy cnyyaes BHCI (1o 25 %
BbI3BaHbI rUNEPTPOCHUEN MUOLIUTOB U (PMOPO3OM
Cepaua), YaLLe BCero cneLucuyeckas natonorus
cepaua He noareepxnaaetcs. B uccnegosaHum
AHAIM3VNPOBANIMCH [IAHHbIE O BIVAHUM reHeparni-
30BaHHbIX TOHUKO-KMOHUYECKUX CY[OPOr Ha
YPOBEHb CEPAEYHOr0 TPOMOHUHA B CbIBOPOTKE,
6b110 YCTAHOBNEHO OTCYTCTBUE 3HAYUTENBLHOMO
NOBbILLIEHUS COAEPXKAHWS TPOMOHUHA, YTO UC-
KIH042ET NOBPEXEHNEe MUOKap/a nocne Heoc-
NOXHEHHbIX YACTU4HBIX WU TEHEPIM30BaAHHbIX
Cyqopor, No KpaiiHeit Mepe, AN Ntoaen co 30-
poBOIi cepAeyHo-cocyaucTor cuctemoit (CCC)
(Nejm et al., 2016).

(OCHOBHOE BHUMaHe YAEnsnu PecnuparopHoi
11 CepLie4YHO-COCYAUCTON ANCYHKLNAM, KAK Be-
POATHLIM MexaHuamam BHC3, u BbisiBneHbI 13-
MEHEHUS B CTPYKTYpE, (OYHKLMN 1 CBAHOCTM
MO3ra y nauveHToB ¢ anunencueit. liccnefosaqus
C MCMONb30BaHUEM U3MEPEHMS BapUabenbHOCTU

cepaeuHoro putma (BCP) n HelipoBuayanusaumm
C NMOMOLLbK MArHUTHO-PE30HAHCHOM TOMO-
rpacdoum nokasanu, 4To atpochuyeckme n3me-
HeHWst CTBONA MO3ra, BO3HUKAKOLLME Y nauu-
€HTOB C 3Nunencuei, yxyaLlatT BereTatueHbIi
KOHTPOMb W MOTYT yBenu4ute puck BHCI npu
PacnpoCcTpaHeHn aTpoPUYECKMX HapyLLEHNIA
Ha cpeaHuii moar (Mueller et al., 2018). OaHako,
MOMMMO CTBO/A FOMIOBHOIO MO3ra, B KOHTPOE Be-
reTaTMBHOM HepBHOI cuctembl (BHC) yyactsyrot
TUNMOKamM, MUHAIWHBI U Apyrue 4acT Mo3ra
(Hanpumep, 0CTPOBKOBAA KOpa). bblo BbIABUHYTO
NpeLnonoXeHue, 4To PacnpoCTpaHeHue anuner-
TU4ECKON AKTUBHOCTY HA MUHLANIMHY U e (DYHK-
LIMOHATbHbIE CBA3M C MeyNISAPHOI bIXaTenbHON
CETbH0 MOXET BbI3BATb YrHETEHWE [bIXaHWS 1, KaK
cnegacrsue, BHCI (Dlouhy et al., 2015).

B. Wandschneider et al.(2015) onucanu ctpyk-
TYPHblE U3MEHEHNS C YBenu4eHnem 06bema
Ceporo BeLLecTBa B NPABOM MepesHEM runno-
Kamne/MuHAAMHE 1 naparunnokamne 1 yMeHb-
LweHremM 06bema Ceporo BeLiecTBa B 3afHEM
Tanamyce — 30He, KOTOPas 06eCneYnBaeT pery-
NALMIO COAEPXaHMe KNCNOpoJa, — B Cry4asx
BHE3AMHOM CMEPTU W Y NKOLEN C BLICOKUM PUCKOM
BHC3. CreneHb Takux W3MeHeHUIA Koppenu-
poBana C ANMTENLHOCTBIO TEYEHUS 3NUNencum.
N. Lacuey et al. (2016) u J. Li et al. (2017) npeg-
NONOXWUNN HANMYNE BHYTPEHHUX U3MEHEHNN
B 06N1aCTX OCTPOBKOB Y NALMEHTOB C (DapMako-
PE3MCTEHTHOW 3NWIerncuein B Ka4ecTBe NoTeHLM-
anbHOro ¢paktopa pucka BHCI Ha ocHoBaHMu
yeuneHus auccyHkumum BHC.

[annble nccneposanus L.A. Allen et al. (2017)
C MCMONb30BaHNEM HEPOBIU3YanU3aLmm y nauu-
€HTOB C 3Munencueil BUCOYHON LN NokKasanu
pasnuyus Mexay nauueHTamm C BbICOKUM
N HU3KUM puckom BHCI B hyHKLMOHANBHOM
CBAASHOCTU CTPYKTYP MO3ra, MMEHOLLMX OTHOLLIEHIE
K BEreTaTMBHOW [blXaTeNIbHOM W CepAeYHOIA
perynauun. MoaceTb CO CHUKEHHON (DYHK-
LMOHANbHON CBASHOCTbIO OblNa 06HAPYXKeHa
B HECKOJIbKUX 06NACTSX, PaHee CBA3aHHbIX C No-
BblLLIEHHbIM puckom BHC, Bkntoyas Tanamyc,
CTBOJT FO/IOBHOTO MO3ra, NEPEAHION NOSCHYI0
W3BUNUHY, CKOPMYNY W MUHLANUHY. BbisiBneHa
TaKXXe BTOPast NMOLCETb CO 3HAYUTENbHO MOBbI-
LLIEHHOI (DYHKLIMOHANbHOI CBA3HOCTBIO, KOTOPas
pacnpocTpaHanach Ha MeananbHyt/opou-
TaNbHYIO NOBHYIO KOpY, OCTPOBOK, TUMOUYECKME
06M1acTh (runnokamn, MUHAANNHY), Cybkanno-
3a/IbHYH KOpY, CTBOM MO3Ia, Taamyc, XBOCTaroe
AP0 W CKopAayny.

3ajHnit Tanamyc Urpaet BAXHYKW POnb
B 06MEHe KICnopoaa 1 B petpaHenaummn agde-
PEHTHOI aKTUBHOCTM, HEOBXOZMMON LA [bIXaHNA
(Harper, 2015; Allen, 2017). HapyLueHue cTBO-
I0BOIA CBA3M Tanamyca ¢ MO3roM MOXET ObITb
01HUM 13 MexaHu3moB BHC3. Takke BaXHO 3Ha-
YeHue NOSCHOI U3BMNNHBI, NOCKOSbKY €8 CTUMY-
nAumA BbI3biBaeT acuctonuio (Leung, 2007).
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HapyLueHue CBs31 MeXTy 3TUMU CTPYKTYpami
NPUBOAMUT K U3MEHEHWUSM LIEHTPalbHOA MOZY-
NALMIA KAPAMOPECTIMPATOPHBIX MEXaHU3MOB 11 Me-
XaHW3MOB apTepuanbHOro Aaenenus (Bozorgi,
2013). VikTanbHas runoTex3ns otMeyanacs y 9 %
13 91 nauueHTa OTAENeHUs MOHUTOPUHIA 3Ni-
Nencum; Toraa Kak UKTanbHas runepteHsns —
y 26 % (Jaychandran, 2016).

Ckopnyna 1 ee CBS3W C OCTPOBKOM U1 TUMOU-
YECKOW CUCTEMON UMEIOT BXKHOE BEreTaTUBHOR
1 MOTOPHOE 3HayeHue. MuHganuHa yyactsyet
B KOHTPOME CepieyHo-CoCyauCTON U fblXa-
TENbHOM CUCTEM Yepe3 CBOU CBSA3N CO CTBOJIOM
MO3Ia, CHYXKEHME 3TUX (DYHKLMOHAMbHBIX CBSA3EH
Y NaLUNEHTOB C BbICOKMM puckom BHCI moxet
NPUBECTN K JNIMTENbHOMY U TePMUHANLHOMY
anHo3 13-3a HeoCTaTOYHOTO BAMAHUS MUH-
JanuHbl Ha 3anyck BAOXa W BOCCTaHOBNEHNE
PUTMUYHOIO AbIXaHWs NOCNEe BO3MOXHON runo-
BEHTUNALIW UNM anHO3 BO Bpemst cygopor (Allen,
2017; Kimmerly, 2005). JTapuHrocna3m, 06ycnos-
NEHHbIA KUCMOTHBIM PeHIOKCOM, B UCCeao-
BaHWAX HA XMBOTHbIX MOLENAX OblN NPEIOKeH
B Ka4ecTBe PYroro BOIMOXHOI0 MexaHu3ma
BHC3 (Budde, 2018). [pu4nHOIA TaKoro napuHro-
cnasma MOXeT ObITb BbI3BaHHAA NPUNAAKOM
PeLVaNBIPYIOLLIAR AKTUBHOCTb FOPTAHHOTO HEPBA;
WHAYLMPOBAHHBIA TAXENbIN TIAPUHrOCNasm Cro-
CO6CTBOBAN BO3HUKHOBEHUIO NPUCTYNOB W FAMO-
KCeMWW C MocneaytoLLen BHe3anHom CMepTbio
XuBOTHbIX (Nakase, 2016).

CornacHo uccnegosanuam MORTEMUS,
[aHHble PETPOCMEKTUBHOrO 06CHef0BaHUS
147 nauneHToB B 610KaX MOHUTOPUHIA 3NK-
nencuu NPOAEMOHCTPUPOBanM 29 0CTaHOBOK
cepaua, B TOM yucne 16 noaTBEPXKAEHHbIX
cny4aes BHCI (14 Houbl0), 9 BEPOATHBIX CNy4aeB
BHC3 n 4 cmepTu o1 gpyrux npudun (Ryvlin,
2013). KapauopecnupatopHble nokasaresnu
8 10 cnyyasx BHCI noareepavnit He ONnCaHHy0
paHee NoCNes0BaTeNbHOCTb, NPU KOTOPOM y4a-
LLeHHOe Ablxaue (18-50 BAOXOB B MUHYTY) pas-
BIMBAI0Ch MOCME BTOPUYHOTO reHepaM30BaHHOo
TOHWUKO-KITOHMYECKOr0 NpUCTyna, 3a KOTOpbIM
B TEYEHME 3 MUHYT HapacTana TPaH3UTOPHas Ui
TepMUHanbHas KapAuMopecnuparopHas auc-
(pyHKUMS. Y NaLMeHTOB C TPAH3UTOPHON Kapamo-
PECnupaTopHON AUCHYHKLMENA 3TW HapyLLeHU
nosaHee peunauBMpoBani ¢ TEPMUHANBHBIM
aNHO3, BO3HUKAIOLLWM B TeuyeHue 11 MuHyT nocne
OKOHYaHWA NPUCTYNa ¢ OCTAHOBKON CepaLa.
PacnpocTpaHeHHocTb BHCI B 0TAENEHNAX MOHN-
TOPUHIa 3NUMENCUM y B3pOCTbIX COCTaBnsna 5,1
Ha 1 TbIC. NaumeHToB, ¢ puckom 1,2 Ha 10 ThiC.
HabnoeHni npu 3NeKTpo3HUedanorpagu-
4eckoM (33I) BULEOMOHUTOPUHTE, YTO, BEPOAITHO,
CBSI3aHO C 0COGeHHOCTAMU 06CneoBaHus
B 6J10Ke MOHUTOPUPOBAHNA ANUNENCUU.

B HekoTopbIx cyyasx BHCI MoXeT passuTbea
B pe3ynbTare NepBUYHOI OCTAHOBKM [bIXaHus.
KTanbHoe anHo3, NPeuMyLLECTBEHHO LIEHT-
PabHOr0 NPOUCXOXKAEHUA, U BO3HUKAOLLASA
Nnpy 3TOM rMNOKCEMIS, CONPOBOXXAaeMan 6paan-
Kapaven 1 acuctonuei, XopoLLo ONUCaHbl, YTO

NOATBEPXAAET PONb KapAMOPECnMpaTopHbIX
peconekcos npu BHCI (Nashef, 1996; Lacuey,
2018).

YrHeTeHue [ibIXaHust BbI3bIBAET TMMOKCEMMUIO,
KOTOpas Npu HOpMarbHbIX YCNOBUSX JOIKHA
CTUMYNUPOBATb BO36YXIEHWE, HO, ecnu
JaHHas peakuns Ha 06CTPYKLMIO bIXaTeNbHbIX
nyTen 6yLeT HapyLUeHa, runoKCceMus CTaHo-
BUTCS TSXKENOM 1 MOXXET NPUBECTU K CMepTH.
HapyweHue pednekca NpobyxaeHus ewle
6onbLue ycyrybnsetca B NONOXEHUN Nexa,
KOrfja nnL0 MOXET 6bITb 3aKPbITO MOCTEMNbHbIMU
NPUHAANEXHOCTAMU. Kpome Toro, NosBUIUCH
[0Ka3atenbCTBa CBA3N CEPOTOHMHA C PA3BUTMEM
BHC3 (Zhan et al., 2016). MopceTb CepoTOHMH-
NPOAYLNPYIOLNX HEPOHOB, 06HAPYXKEHHbIX
B CPeJHeM MO3re, UCMONHSET POfb JAaTYUKOB
yposHs CO2 B kKpoBu 1 pH TKaHew, CTUMynupys
OblXaHue Ans HOpManu3auuu ra3os Kposu.
[edheKT CepOTOHNHOBbIX HEMPOHOB Y HEKOTOPbIX
NALMEHTOB C ANUNENcueil MOXET 06bACHUTL He-
A[IeKBATHYIO [1bIXATENbHYI0 PEAKLMK0 HA MOBbI-
weHue yposHs CO2. Mo npeasapuTeNibHbIM
JaHHbIM, CENeKTUBHbIE MHTMOUTOPbI 06PaTHOTO
3axBara CePOTOHMHA MOTYT CMArYaTh THXECTb
WKTanbHo runokcemmn (Bateman et al., 2010).

CyLLIECTBYIOT 3KCMEpPUMEHTANbHbIE JaHHbIE,
CBWJETENbCTBYHOLLME O TOM, YTO 3HAOrEHHbIN
a[IeHO3WH ABNSETCA MOLLHBIM UHTMEUPYHOLLM
HeNpOMOJYyNATOPOM, KOTOPbIA OKasblBaeT
npoTMBOCYA0POXHOe fericTue (During and
Spencer, 1992; Benarroch, 2008; Goldman,
2015). LieHTpanbHble aneHo3uHoBble A1 peen-
TOPbI, BEPOSATHEE BCEro, 0NOCPEAyoT NPOTMBO-
CYLOPOXHbIe 3QIEKTI, a UX CTUMYNALUS MOXET
Wrpatb posib B NPOTUBOCYLOPOXHOM MOTEHLMAnNe
[Juazenama, heHo6ap6uTana, Banbnpoara 1 raba-
neHTUHA. V3mMeHeHHas yHKUMA 3TOI cuc-
TEMbI MOXET CMOCO6CTBOBATL 3MUNENTOrEHesy.
ALLEHO3UMH He TONbKO UHrMOMpYeT cynoporu,
HO TaKXe YTHETaeT CepAeYHyH0 1 JbIXaTeNbHyt0
(PYHKLMO. HEeKOTOpbIe UCCresoBareni OTMeqaiu
yBeNU4YeHne COAepXaHWs afieHo3nHa B pe-
3ynbTare AnUTENbHbLIX CYA0pOr B COYETaHUM
C HeJl0CTaTO4HbIM KNUPEHCOM afieHo31Ha npu
passutum BHCI (Shen et al, 2010). K Tomy
XXe MOXET /i1 6/10kaja ajeHO3MHOBbIX peLien-
TOpoB npegoTepatuTe BHCY, eLle Hen3BecTHo.
MpucTynbl MOTYT CONPOBOXAATLCS BbIGPOCOM
9H[OrEHHbIX OMUONJO0B, KOTOPbIE BbI3bIBAKT
LIEHTPTbHYHO TUMOBEHTUNSALMIO U NOCTUKTILHOE
anHo (Friedman, 2018). CnnasuposaHo npo-
BeaeHue uccnenosanna ENALEPSY ons oueHku
3(PEPEKTUBHOCTI ONMOMIHOIO aHTArOHUCTA Hamo-
KCOHA B CHYDKEHMI NOCTUKTNIbHON ANCTHYHKLIAMN
JbIXaHus y naumeHToB ¢ anunencuer (Rheims
etal.,, 2016).

HeiporeHHbII 0TeK NErkux, BbI3BaHHbIN reHe-
PaNN30BaHHbLIMI TOHUKO-KNOHUYECKUMU NPK-
nagKkamu, 0CO6EHHO ANUTENbHBIMU, MOXET ObITh
npuantoit BHCI (Lee and Devinsky, 2005; Thom,
2018; Romero Osorio, 2018). MocTuKTanbHbIit
OTeK nerkux 4acto (B ~70 % cnyyaes) o6Hapy-
XXUBAKOT NPU BCKPbITUM NaumeHToB ¢ BHCI,

a PEHTTEHOMOrNYeCKIMe OTKNOHEHUS JOCTaTO4HO
4aCTO (PUKCUPYIOTCA NOCTE ANUTENbHbIX reHepa-
TIN30BAHHbIX TOHUKO-KIOHUYECKIX NPUNAJKOB.

Pe3ynbTatbl UCCELO0BaHWUS HA XMBOTHbIX M0-
Kasanu, 4T0 OKCUreHaums npesoTBPaLLaeT BHe-
3aMHYK0 CMepTb Y MbILLEN, CKNOHHbIX K Cy[0-
poram. HekoTopble [aHHble UCCNEAOBaHMNA
NPOJEMOHCTPUPOBANYU NpeJoTBPaLLEHNe re-
HepanM30BaHHON NOCTUKTANbHON CYNpeccum
99l nocne reHepanu3oBaHHbIX CYAOPOXHbIX
NPUNALKOB PAHHUM BBELEHUEM KUCNOPOSa;
0[3HaKO CYLLIECTBYET 1 CBA3b 3TOMO reHepanmao-
BaHHOro nopasnenns 33l ¢ BHCI n Heobxoau-
MOCTb OKCMreHauuu npu reHepanu3oBaHHOM
CYLOPOXHOM Npunagke — eLLe NpeAcTouT Bbl-
acHuTb (Alexandre et al., 2015). HekoTopbie
rpynMbI NALMEHTOB C 3numencueil 60Nee CKIOHHbI
K aucchyHkuum BCH, yem apyrue, Hanpumep:

o C [NUTENbHbIMU W/ YacTbIMU NpU-

nagkamu;

e C ANMTENIbHbIM TEYEHWEM 3NUNencum

NN (PapMaKopPe3NCTEHTHOCTbIO;
® He NOMyyatoLLme NOIHOLEHHO NpoTMBO-
3NUNenTUYeCKON Tepanuu;
yNoTpeonsitoLLYe anKorob Uk HAPKOTUKY,
® C HapyLLeHWeM CepfieyHoN AeaTenbHOCTH
(Mukherjee et al., 2009; Moghimi et al.,
2013).

MocneacTausMU U3MEHEHUS (DYHKLMOHAMBHO
CBA3HOCTM ONpeLeneHHbIX CTPYKTYP Mo3ra y na-
LmeHToB ¢ BHCI MoryT 6biTb:

1. Ycunenue BarycHon MoZynsLu, 06yCros-
TNEHHOE YCUMEHNEM (hYHKLIMOHANBHO CBASHOCTY
MEX[y NpaBbIM NEPeSHAM rUnoKammom 1 BeH-
TpaIbHO-MeANANbHON NPEdhPOHTANLHON KOPO
(Bar et al., 2016).

2. TUNoTOHMSA, KOTOpas MOXET 6bITb CNPOBO-
LIMPOBaHA YCUIEHNEM CBS3EI MEX.Y 0CTPOBKaMM
1 op6UTOPPOHTANBHOI/NOBHOA MeauanbHO
KOPO#A.

3. CodeTaHue runoToHUN 1 arHO3, BbI3BAHHOE
N3MEHEHMEM CBS3el MUHZANUH 1 runnokamna
(Allen et al., 2017).

BbICOKas (DYHKLMOHAMbHAA CBSA3b CyOKano-
32/1bHON KOPbI C MUHJANMHON, 0pOUTOPOH-
TaNbHOI KOPOIA U TanamycoM TaKxKe MOXET Bbl-
3bIBaTb MUNOTOHNIO, @ 623a7IbHbIE FAHTTINM TAKXKE
AKTUBHO y4acCTBYOT B BETETATUBHON Perynsumu,
4TO CNefyeT M3 UX CBA3eN ¢ runoTanamycom
W agpamu cTeona Moara (Lacuey et al., 2018; Allen
et al., 2017). XoTs anunencua SBNSeTca retepo-
eHHbIM 3200/16BaHVEM CO CNOXHON reHeTu-
YeCKOI OCHOBOIA, 6bINIO BbISIBNIEHO HECKOMbKO
Helipo-KapauanbHbIX reHOB, KOTOPbIe MOryT
CIYXMTb TEHOMHbIMI 61OMapKepamMu TAXKECTH
1 UCX0fa 3260/1EBAHINS, A TAKXKE NOTEHLMATBHBIMU
npeavktopamu passutus BHCI (Friedman et al.,
2018; Glasscock, 2014).

Mo [iaHHbIM rEHETUYECKOr0 aHanN3a, B UCChe-
[0BaHUW BHE3anHOW cepAeyHoil cmeptu y 490
LeTeil n MonofbIx Ntofeit (B Boapacte 1-35 ner)
6e3 anunencuu B aHaMHe3e BbISBIEHO NULLb
4 cnyyas (6 %) HeOOLACHUMONM BHE3aNHOM
CepAeYHON CMepTH Y NaLUEHTOB C BEPOATHON
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anunencueit (Bagnall et al., 2016). OaHako
B IpyroM MccnefoBaHum cpeau 61 naumeHta
¢ BHC3 B 25 % cny4aes BbIAiBNEHbI NATOreHHbIE
WK, BEPOSTHO, NATOreHHbIE BAPUAHTbI M0 reHam
anunencum, a B 22 % — KIUHUYECKMN 3HA4MMble
MyTaLWW, OTBETCTBEHHbIE 32 CEPAEUHYI0 apUTMUIO
(y 7 % 6binu MyTaumMu B OfIHUX U TEX Xe Tpex
reHax, BbI3bIBAOLLME CUHAPOM YANMHEHHOIO UH-
Tepeana QT (CYW QT), a 15 % umenu BapuaHTsl,
npeapacnonaraioLLine K 3110Ka4ecTBeHHON cep-
Je4Hoin aputmum) (Bagnall et al., 2016).

971 [jaHHbIe NO3BONAKOT NPEANONOKUTb, YTO
BHe3anHas ceplieyHas cMepTb Gbina 0fHON
13 cnoco6CTBYOLWMX NpuyinH BHCI, koTopyto
BO3MOXHO NMpefckasatb U NpesoTBpaTuTbL Npu
NpaBuNbHOI NOCTAHOBKE AnarHo3a. Kpome Toro,
Y HEKOTOPbIX NALNEHTOB MOXET 6bITb Hebnaro-
NPUATHAA KOMOWHALMUA FEHETUYECKUX Je-
TepMuHaHT anunencium 1 GYN QT. Ha XMBOTHbIX
MOZensx 6bINo J0Ka3aHo, YT MyTaLuu B reHe
KCNQ1, KoTopbIn KogupyeT cneuupuyeckme
KNeTo4Hble KaHambl cepaua u mMoara, Moryt
O[JHOBPEMEHHO BbI3bIBATb 3MUNENCUK0 1 Ha-
pylLeHWe BereTaTUBHON perynsuum cepaua
(Bagnall et al., 2016; Goldman, 2009).

bpaguaputmum, cBA3aHHbIE C CyL0pOramu,
BCTPEYAIOTCH OTHOCUTENBHO pesko. MKranbHas
6pankapama passuBaeTca y 2—7 %, a UKTarnbHas
acuctonuna — y 0,3-3 % nauueHToB ¢ anu-
nencuen, yaLlie B peynbTare anHos, a He Camoro
NpuUnagka, vy ABYX TPeTer Takux NauneHToB Ha-
6niofaeTcs anunencus BUCOYHoM fonu (van der
Lende etal., 2016; Rocamora et al., 2003; Moseley
et al., 2013; Schuele et al., 2007; Tinuper et al.,
2001). B penkux cnyyasx y nauneHToB Moryt
0JHOBPEMEHHO OTMEYAThbCA TAXeEask BHYTPEHHAS
JUCCYHKLMS CMHYCOBOIO Y3Na, BbI3blBAOLLAS
JNUTENbHbIE Nay3bl 1 aCUCTOMNNKD, U 3nunencus
gucoyHoit gomm (Nilsson et al., 1992). VkTanbHas
6pagukapams 06bI4HO SABNSAETCH CNEACTBUEM
BEreTaTUBHbIX HAPYLUEHWUIA, BbI3BAHHBIX MpU-
NaJKoM (BHELUHAS OUCYHKLMA CUHYCOBOrO
y3n1a), Hanpyumep, CUMNATUYECKUM TOPMOXKEHUEM
UNKU Napacumnatinyeckon aktueaumen. U3 63
PacCMOTPEHHbIX CIy4aeB UKTanbHOA 6paam-
Kapauny 76 % nauveHToB 6bInu NpunagKm ¢ o-
KYCOM B BUCOYHOI WK NIOGHO-BUCO4HOI JONAX
(Tinuper et al., 2001). Yacte uccnegosareneit
npeAnonarany NesonoyLLIapHyto NoKanu3aumo
npuctyna (Tenyi et al., 2017). [pyrve coo6Luani
0 [1BYCTOPOHHEI aKTUBHOCTM NpUNagka npu pas-
BTV Gpagnkapamn (Britton et. al., 2006).

Tak, B UCCNe0BaHNN HEMPOreHHbIX Hapy-
LUEHWIA CepfieqHoro putMa cpeam 20 nauneHTos
C 3nunencuei UKTanbHas 6pagukapams obiia Bbl-
ABIIEHA C MOMOLLIbIO UMMNAHTUPOBAHHOTO 3ANKChI-
BaIOLLIEro ycTpoiicTea B 8 (2,1 %) 3aperucrpupo-
BaHHbIX CMy4asx y 7 nauueHtos (Rugg-Gunn et al.,
2004). B gpyrom uccrnefosaHuy y 4 nauneHToB
(21 %), KoTOPLIM BNIOCNEACTBUM YCTAHOBUNY Kap-
JUOCTUMYTATOP, PETUCTPMPOBANACH BbIPDKEHHAS
6paankapana unu nepuofsl acuctonuu. lMomumo
CWHYCOBOW Gpafukapaui u acucTonuu, coob-
LLAnock 06 WKTaNbHON aTPUOBEHTPUKYNAPHOI

6nokage (Zarraga et al., 2007; Caceres et al.,
2009; Surges et al., 2009). JaHHbIX 0 TOM, 4TO
KapanoCcTUMYNATOPbl MOTYT NPeAoTBPATUTH
BHC9, Her.

CornacHo peTpocneKTMBHOMY aHIM3Y JaHHbIX
1 TbiC. 244 NauWeHTOB C (PapMaKOPe3UCTEHTHON
anunencuei, nposeaeHHomy R. Rocamora et al.
(2003), uktansHaq acuctonus Habnofanach
TOMBKO Y 5 NauveHToB B Buae 11 acuctonmyeckux
COObITUA ANUTENBHOCTBIO OT 4 [0 60 CeKyHa
Ha o6Llee KONM4ecTBO npunagkoB — 19.
MpucTynsl UMeNN 04aroBoe NPOUCXOXAEHME
1 6bIN1 EHTUCDULMPOBAHDI KaK NPOCTble nap-
umanbHble (n = 13), CnoXHble napuuanbHble
(n = 4) 1 BTOPKUYHO-TeHEpan13oBanHbie (n = 2).
B yactHoCTM, Camas AnMHHAA 3aperucTpupo-
BaHHas acuctonus npogomkanach 60 cekyHa
BO Bpems npunazka. CepaeyHas acucTonus Bo3-
HWKNA y 2 NauMeHTOB C 3nunencuei Nesoil Bu-
COYHOM J0nK, Y 3 ¢ anunencuen NO6HONA KoNu:
B [IBYX CNy4asiX — NIEBOCTOPOHHAS, B OAHOM —
6unatepanbHas. [lga nauuexta cooblianu
0 paHee NepeHeceHHOM 3ab60/eBaHN cepaua,
HO TOMbKO Y OJHOrO 6blNa NaTonoruyeckas
anekTpokapAauorpamma (3K K MOMEHTY no-
CTYN/EHUA, NPX 3TOM HU Y OZHOI0 U3 NALMEHTOB
He 6bIN0 KIIMHWYECKMX NPOSIBNEHUIA U3-32 acu-
cTonuu. Kpome Toro, y ABYX L, OAHOBPEMEHHO
0TMEYanuch LieHTPanbHOE MKTaNbHOE anHo3
1 acuctonus.

Y4eHble BbICKA3bIBaM NPESNONOKEHNS, 4TO
)KEHCKMI NON W paHee CyLLecTBOBaBLLNE 3a-
6onesaHus cepaua MoryT npegpacnonararb
K BOSHWKHOBEHWIO WKTanbHOA acucTonuu
B TEYEHMe roJa, a npeobnajatoLLme y MyX4uH
N3MEHEHNs B HEMPOHHbIX CETAX NpU (hapMaKo-
PE3UCTEHTHOI 3nunencun n 0AHOBPEMEHHON
BEreTaTMBHOM OUCHYHKLMM CNOCOOCTBOBATL
no3aHemy Hadany (> 1 rofy) MKTaNbHON acuc-
Tonuu (Tenyi et al., 2017). BHe npunagkos
HapyLeHNs puTMa cepiua HOCAT XapakTep
CMHYCOBOI Taxukapamu, a NOTEHLMANBHO 3110-
Ka4eCTBEHHbIE XeNyL0YKOBbIE TaxuKapauu
BcTpeyatoTcs penko (Moghimi et al., 2013).
ECTeCTBEHHO, CONYTCTBYHOLLAA MLLEMUYECKas
60ne3Hb Cepaua W HapyLLeHUs penonspusaumumn
CepALa MOryT CnpoBOLMPOBATh XEeNy04KOBYHO
TaxuKapamIo 1 BHE3AMHYH CEPAEYHYH0 CMepTb.
De novo VKTanbHbIe/NOCTUKTANbHbIE XeNya0Y-
KOBbIE TaxuapuTmMum 6e3 pyrux ABHbIX MPUYMH
BCTPEYAOTCA KpailHe pefiko, XOTH COoYeTaHue
anunencum n CYI QT MOXeT NPUBOANUTB K BHE-
3anHoi octaHoske cepaua (BOC) us-3a xeny-
[04K0BOW aputmuy (van der Lende et al., 2016;
Ferlisi et al., 2013).

0pHa 13 yacTeit rno6anbHoOro UccneaoBaHmMs
ARREST paspabarbiBanacb Ans OLEHKN pucka
passuTis BOC B 06LLein nonynsumm. Y Bcex naum-
€HTOB B JaHHOM MCCIEL0BaHIUN 6bIN YCTAHOBMEH
AmarHo3 anunencus. Beero o6HapyxeHo 1019
cnyyaes BOC ¢ nogtBepXAeHHbIMI AaHHbIMI KT
XXeNyL04KoBOM ubpunnaLmei, KOTopble Cono-
CTaBMANN C [AAHHBIMU 2 ThiC. 834 KOHTPOMbHbIX
NauNeHTOoB. bbino BbISBNEHO, YTO 3nunencus

CBAA3aHa C TPEXKPATHbIM NOBbILLIEHWEM PUCKA pas-
BuTMa BOC, a puck ee BO3HUKHOBEHWUS 3HAYMMO
MOBBILLIAETCA Y UL, MOIOLOr0 BO3PACTa U XKeH-
cKkoro nona (Bardai et al., 2012). Takxe cnenyet
OTMETHTb, YTO B 6ONbLUMHCTBE Cry4aeB BOC He
6ObIN0 0Ka3aTENbCTB CYA0POXHON aKTUBHOCTH,
NpegLLeCcTBYHOLLE 0CTAHOBKE Cepaua, TO ecTb
BHE3arnHas CMepTb Npu 3NUNencun He Bcerga
CBfi3aHa C CyLoporamu.

CYW QT (BpoxXaeHHbIA U NPUOBPETEHHII)
XapakTepuayeTcst NOAMMOPCIHOI XeNyA04KOBON
Taxukapamein (XKT), 06MOPOKOM 1 BHE3anHo
cepaeyHoit cmeptbio (Shah and Park, 2018).
Mposiensetca XKT B XapakTepHoW hopme camo-
OrpaHnyMBOLLMXCS 3MU30J0B MU NPOBEXEK
ObICTPbIX MONUMOPHBIX XKeNyA04KOBbIX KOM-
NNEKCOB — XeNyN04KOBaA Taxukapamus Tuna
«nnpyat» (TdP), 06yCcnoBmneHHbIX NOCTENeHHbIM
N3MEHEHWEM amMNUTY/bl 1 CKPYYUBAHUEM KOM-
nnekcoB QRS BOKPYr M303NEKTPUYECKOA IMHNN.
Takue anu30£b! apuTMIAN 06bIYHO NPEKPALLAIOTCS
CMOHTAHHO, HO 4aCTO NOBTOPSKOTCA, MHOTAA Nepe-
PACTaoT B XXeNyA04KOBYH (UEPUNNALNIO C no-
cnegytowlennt BOC. Kpome Toro, anusogpl TdP
NpuBOAAT K 06MOpPOKaM, BO BPeMS KOTOPbIX
NpUCTYNonofo6Has akTMBHOCTL OBOMLHO pac-
NpOCTpaHeHa (CyZOPOXHbI 06MOPOK), NO3TOMY
Yy NALMEHTOB MOXET ObITb OLUIMBOYHO AUATHO-
cTuposana anunencus (MacCormick et al., 2009).
37eCb YMECTHO YNOMSIHYTb O BbILLEOMUCAHHOM
OnpefieNeHHOM CPOJCTBE MEX[Y BPOXIEHHbIM
CYW QT v anunencuei, B yactHocTu red KCNQ1
BbI3bIBAET BPOXAeHHbIA CYU QT Tuna 1 u anu-
nencuto (Gonzalez et al., 2018). C apyroil CTOPOHBI,
(DEHOTMN CYAOPOr YaLLe NPUNUCHIBALTCS Naun-
entam ¢ GYI QT T1na 2 no cpasHEHNIO C Apyrumu
Tnamu CYW QT, B pe3ynbTare NpUMEPHO 4actu
(~40 %) 3TIX NaLMEHTOB CTaBAT HEBEPHBIA au-
arHo3 u, Kak CnejcTeue, He NPOBOSSAT MOSTHO-
LieHHyto Tepanuio (Johnson et al., 2009). B apyrux
ny6nuKauusx coo6LLanock, 4To Ha 33l perucTpu-
pOoBaNIN ANUNENTUPOPMHYHO aKTUBHOCTb Y 1,6 %
naumeHTos ¢ CYW QT: y ~4 % nauuentos ¢ CYU
QT tvna2 ny ~15 % naumentos ¢ GYW QT, y ko-
TOPbIX 6bINY CyA0POXHbIE MPUCTYbI.

370 NO3BONUIO NPEANONOXKUTb, YTO ONpese-
JIEHHbIE VOHHbIE KaHATbI, TaKe KaK KOLVPYeMbI
reHom KCNH2 kanueBblit KaHan, OTBETCTBEHHbIN
3a CYI QT Tvna 2, Koakenpeccupyemblil B cepaue
11 MO3re, MOTYT ObiTb 06LLEI NATOreHeTUYECKoN
CBSA3bI0 JaHHbIX 3a60nesaHnit (Anderson et al.,
2014). MpumepHo y 70 % nauweHTos ¢ CYW QT
PErucTpyUpoBaNK U3MeHeHIst Ha 33l, XOTA 1 HET-
MWYHbIE 4NS AMUNENCUK, Y4TO CHOBA YKasblBaeT
Ha BO3MOXHYHO CBSI3b MEX[y CepLeYHON 1 Liepe-
6GpanbHoi kananonatusmu (Haugaa et al., 2013).

Komop6ugHocts GYW QT 1 anunencum Takxe
CBsi3aHa ¢ npuobpeTeHHoi popmoii CYI QT, ko-
TOpas MOXET Pa3BUTLCA Kak N0BOYHbINA 3¢HCDeKT
NPOTUBO3NUNENTUYECKON 1 APYrOV Tepaniu, YTo
ONsiTb OCNOXHAET NOCTAHOBKY AnarHo3a BHCI
(Feldman and Gidal, 2013; Aurlien et al., 2016).

[MpogomxeHue B creayioLeM HOMEPE
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