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rlpVIBO,CIMTCFI KNMHMYECKoe HabnaeHue U faHHble OTCPOYEHHOIo roaM4YHOro KOHTpoOaAa naumeHTa C

cnMHAapoMoMm bpyraaa, 0CNOXKHEHHBIM KMHUYECKON CMEPTbIO.
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SUMMARY We report the clinical case and data on the delayed annualmonitoring of a patient with the Brugada
syndrome, complicated with the clinical death
Keywords: Brugada syndrome, clinical observation.
Al — apTepuanabHOe aBjaeHue MPCKJIA — MuKpopeaxkuys ¢ KapaUOIUITMHOBbIM aHTUTEHOM
AUTB — aKkTMBMPOBAHHOE YaCTMYHOE TPOMOO- MPT  — mMarHuMTHO-pe30HaHCHasl Tomorpadus
IJIACTMHOBOE BpeMs HBB  — HeiipoBereTatuBHas 610Kaga
BITHIIT — 6;10Kama rpaBoit HOXKKY myuka ['ica OI'K  — opraHbl I'pyIHOM KJIETKU
BCMIT — GosbHMIIA CKOPOI MEAUIIMHCKO ITOMOIIN OJIH — ocTpas n1eBOXeTyA0YKOBasI HeLOCTATOYHOCTh
BC — BHe3aIHasl CMepTh IDK — TIPaBBIIi JXelyLoueK
3CJIDK  — 3amHsIs CTeHKa JIeBOr'0 SKelyL0uKa [IIKB — mosoxkuTenbHOe faBjieH)e B KOHIIEe BbII0Xa
UBJI  — ucKycCcTBeHHAast BEHTUISLIMS JIETKUX 11T — IIpaBoe mpencepaue
KOO  — KOHeuHbIii AMaCTOINYeCKIT 06beM I[ITU — OIpOTPOMOMHOBBI MHIEKC
KOP  — KOHEeUHbII AMacTONNYeCKii pa3mep PO®HK — pactBopumbie Hprb6pUH-MOHOMEPHBIE KOMITIEKCHI
KCO  — KOHEYHbIiT CUCTOMNYECKIIT 00beM Cb — cuHapom bBpyrana
KCP  — KOHeuHbIii CUCTONMMYECKNIT pa3Mmep ®B — dpakuus Bri6poca
JIAI'  — nmakTaTaeruaporeHasa @OII3C — GubporacTpomyoseHOIHIOCKOIINS
JIIIT — JIeBoe IIpefcepaue OK — GYHKIMOHATBHBIN KJIacC
JITIBIT — AMIIONpPOTEMHBI BBICOKOI MIOTHOCTU XCH  — xpoHMueckas cepfeyHasi He,OCTaTOYHOCTb
JITTHIT — numonpoTenHbl HU3KOM TIIIOTHOCTU LB  — ueHTpadbHOE BEHO3HOE aBjieHne
MXII — MmexoKkeny0uKOBas Ieperopopaka OUT  — sneKTpoMMITyJIbCHAs Tepanms
MKK  — masblit Kpyr KpOBOOGpaIeHMs OKI'  — smexTpokapauorpaMmma
MHO — MexayHapopHOe HOpMalIM30BaHHOEe OTHOILEeHYe IxoKI' — sxokapamorpaMmma
MO/l — MMHYTHbIIT 06bEM JbIXaHUS
AKTYAJIbHOCTb

BuesamnHas cmepts (BC, [-46.0 mo MKB-X) — Han6onee
IPO3HOE MPOosIBJIeHe 3a60eBaHMii CepIeUHO0-COCYaUCTO
cucteMbl. OCHOBHBIMM IIpUMUYMHAMM BHE3amHON cephaeyd-
HOJT CMEPTH Y B3POCIIBIX CUMTAETCS UIIeMMUYecKkast 601e3Hb
CepAIa, OJHAKO B MOCIeJHME TOIbI BCe OONBIUIYI0 OCTPO-
Ty npuobpeTaeT npobiema BC HeaTepoCKI€POTUIECKOTO
reHesa, 0co6eHHO B MOJIOZJOM Bo3pacTte. B coBpeMeHHOIt
MpaKTHKe BbIeeH psifi 3a601eBaHMii ¥ CUHIPOMOB, TECHO
aCCOLIMMPOBAHHBIX C BBICOKMM puckoM BC B Momogom
Bospacte. K HumM otHocsites BC miageniies (sudden infant
death syndrome), cuHApoM ymjiuHeHHOTro uHTepBana QT,
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CUHIPOM BHE3alHO¥ HeoOGbSICHUMOI cMepTu (sudden
unexplained death syndrome), apuTMoreHHasi OUCIUIa3USI
MpaBoro JKeNyAo4yKa, MAMomaTuueckass GbubpUIIIIus
SKeTYIOUKOB U psif, ApyruX. OMHO U3 «HOBBIX» 3a60yeBa-
HUI1 B 9TOM psay — 3To cuHapom bpyraga (Cb).

Ilenp pabGoThl — OIMCAHME KIMHUYECKOTO Ciydast
ocioxkHeHHOTO TeueHust CB.

MaumneHT K., 42 net, noctynun B KapanoaorMiyeckoe otae-
neHve 60nbHULbI CKOPOW MeanumMHckor nomowm N2 1 Omcka
02.11.2014 r. B 18:19. [locTaBneH 6purafnoii ckopoi Menu-
LIMHCKOM NOMOLLM B PEaHUMALMOHHBIM 331 B TSXKEIOM COCTO-

Savilova V.V, Kondratyev A.l., Stotsky A.O., Maltsev V.V., Akulich SV., Tsurikov S.N., Kondratyeva N.A. Ostanovka
krovoobrashcheniya s uspeshnoy reanimatsiey i profilaktikoy retsidiva u bol'nogo s sindromom Brugada
(klinicheskoe nablyudenie) [Circulatory arrest with successful resuscitation and prevention of relapse in
a patient with the Brugada syndrome (clinical observation)]. Zhurnal im N V Sklifosovskogo Neotlozhnaya
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KNMMHNYECKWE HABIIOOEHNA

SHUW, NOCNe MPOBeAEeHHbIX PEAHUMMALIMOHHbIX MEPONPUSITUN,
OKa3aHHbIX Ha CTafIMOHE, re BO BPEMS XOKKEMHOro martya y
nauuerTa K. (6onenblimk) BO3HUKNIA OCTAaHOBKA KpoBoobpa-
weHus. B TeyeHne 3 MMH NPOBOAMAN HEMPSMOW Maccax cepa-
La, UCKYCCTBEHHYI0 BeHTUnsauumio nerkmx (MBJT) mewkom Amby
C nocnenyrowern nHTybaumen Tpaxem n nepesogom Ha MBI,
O[HOKpaTHaa ycnewHas kapauosepcns 150 [Ixx no nosopy
Taxukapamu 6e3 nynbca C LWKMPOKMMM Komnnekcamu QRS
(BEPOATHO, )X€NyA,04KOBBIMM), BBOAUIM AMUOAAPOH 5 Mr/Kr oo
600 Mmr, agpeHannH BHYTPMBEHHO. Y pOACTBEHHWUKOB BbISICHE-
Ho: naumneHT K., 1972 r.p., ypoxeHeL, dwtus, py3us, HepaboTta-
HOLLMIA, NPULLEN HA CMOPTMBHbIMA MaTy B KayecTBe 6onenbLumka,
LNUTENbHO HakaHyHe B HOYHOE BPEMS HAXOAW/CS 33 pynem
aBTOMOOUNSA, NPUHMMAN MHOFO «3HEPreTMYeckUX» HaMUTKOB
n kode. Hnuem paHee He 6onen. B netctBe ogHOKpaTHO Tepsin
co3HaHue. [puMepHo rof Hasan oTMeyan nepebou B pabote
ceppua. He obcnepoBancd. MaTb nauueHTa XuBa, CTpajaeT
CcepoeyHon aputMmuen (HEM3BECTHOM 3TMONOTUM), OTEL, XUB,
0 3aboneBaHusax BpaTbeB M CECTPbl HMYEro HemsBecTHo. Ha
OCHOBAHUM [aHHbIX KAMHUYECKOW KapTuHbl, JKI, AaHHbIX
K/IMHUKO-NabopaTopHbIX WMCCNen0BaHWI NOCTaBNeH npenBa-
pUTENbHbIM AMArHo3 npu NOCTYNNEHUN: KBHE3aMNHas apuTMo-
reHHasi cmepTb. [1apoKCU3M XenyLovykoBOM Taxukapamu 6es
nynbca (02.11.2014). YcnewHas porocnutanbHas cepaeyHo-
neroyHas peaHvuMaums. MoctpeaHuMaumMoHHas 60ne3Hb».

MauneHT Bbln roCNUTaNM3UPOBaH B OTAENEHWE peaHuMa-
UMW U MHTEHCMBHOM Tepanuu Ans KapAMonornyeckux 6onb-
Hbix. CocTosiHME KpaiiHe TsKenoe. YpoBeHb CO3HaHUS — KOMaA
Il nntoc HelipoBereTatneHasa 6nokaaa (HBB). Koxxa nuua rune-
peMMpOBaHa C LMAHOTUYHBLIM OTTEHKOM, Typrop COXpaHeH,
BNIAXXHOCTb HOpManbHas. Cnnsuctble 06onoukm 6e3 ocober-
Hocten. [loctatoyHoro nutanus. UBJ1. [lbixaHne CUHXPOHU3N-
poBaHo ¢ annapatoMm MBJ1, npoBoauTcs BO BCe OTAENbI, XpU-
noB HeT. [ynbC puTMMYeH, cnaboro HanonHeHnus 98 ya/MuH.
ToHbl cepfua pUTMUYHbIE, NpuraylweHbl, 98 yo/mun. LB +
4 cm Bop.cT. ALl Ha ob6enx pykax 95/60 MM pr.cT. 6e3 npeccop-
HOW Nnofaep>KKK. XXMBOT MATKUIM, NeYeHb He YBEIMYEHa, MOYKMH,
ceneseHka He ManbMUPYKTCS, NEPUCTANbTUKA BbICTYLLUMBAETCS,
nepudepuryeckux oTekoB HeT. [lonyyan Tepanuio B MOSHOM
obbeme — HBB, MIBJ1 annapatom Cirana chirulog SV B pexxume
HopmoBeHTUnaumn (CMV), nbixatenbHor cmecn (O0O) — 0,65 n,
MWHYTHbIA 06beM apixanua (MOA) 10-12,0 n, MKBM + 5cm,
FiO, — 0,4 SpO, — 99%, kucnopopoTepanus, KiekcaH Mr/kr/
CyT, KOpAAPOH, GO3nHOMNPUN, MarHe3uun cynbdat B/B Kanesb-
HO, aHTUOMOTUKM, UMTODNABUH, COANAHCUPOBAHHbIE MOHHbIE
pacTBopbl.

04.11.2014 — B 06:30 BHOBb BblNa 3aPUKCHpPOBAHA OCTa-
HOBKA KpOBOOOpaALLEHNS MO MEXAHU3MY XenyLo4YKOBOM Taxu-
Kapauu u Gubpunnsaumm xenypodkos (puc. 1). MposeneHbl
peaHUMaLMOHHbIE MEPONPUSITUS — 3N1IEKTPOMUMMYbCHAN Tepa-
nua (HapyxHas kapguoepcus 150 [Ix), nocne KoTopow
OoTMeyanacb BblpakeHHas 6paaukapams C OTCYTCTBUMEM Myfb-
Ca Ha COHHbIX apTepusax. Hauyato BBeaeHWe appeHanuHa
0,1% — 1,0 Mn NOBTOpPHO, BPEMEHHO Ha3Ha4anu [odaMuH
3-5 MKr/KIr/MUH, HeNpsiIMOM MacCax cepaua C nocneaytoLlen
cTabunuzaumeinn CoCToHUS M BOCCTAHOB/IEHWEM CUHYCOBOM
Taxukapauu. B neueHne nobaBneH MeETONpPONON NapeHTepab-
HO C MO3MUMIA yCuneHns NpodunakTMK1 peLmanBa OCTaHOBKM
KpOBOOOPpALLEHNS M HeLocTaTouyHOro 3ddekTa KopAapoHa.
04.11.2014 B8 06:45 — napokcusm pmbpunnaumm npeacepamn
co cHmkeHnnem AL po 70/40 MM pT.CT., BHOBb BbIMOJHEHA
anekTpouMmnynbcHas Tepanusa (AUT) 100 [x, BocCTaHOB-
neHa cuHycoBas Taxukapaus ao 110 B MuH, ALl Ha ypoBHe
100/60 mm pr.cT. B nocnenytouemM oTMe4anucb MHOTOKpaTHble
NapoKCU3Mbl CYNPaBEHTPUKYNSPHBIX TaXWMKAPAWUM, Xenynou-
KOBble 3KCTPACUCTONMbI.

Casunosa B.B., Konapatbes A.W., Croukuit A.O., Manbues B.B. u ap. OctaHoBka KpoBOOGpaLLeHus € ycnewHo
peaHuMaLmeit u npodunakTkon peumnamsa y 601bHOTO C CMHAPOMOM Bpyrana (knuHuueckoe Habnoaexue) //
XKypHan um. H.B. Cknndocosckoro HeotnoxHas MeamumHckas nomoup. - 2016.- N2 1. - C.70-73.

Puc. 1. JKenymoukoBast Taxukapayst 6e3 mysibca, 3amch ¢ KB,

C05.11.2014 cranun oTMeYaTbCa NPU3HAKM MONUOPraHHOM
HeLOCTaTOYHOCTU — ONIIOypus, MHEBMOHUS C TMAPOTOPaAK-
COM, B KpPOBM MOBbICU/ICS YpPOBEHb OUAMPYOMHA WU TpaHC-
aMuHa3. HasHayeHO KOMMNEKCHOe /leYeHUEe OCNIOKHEHUN.
C 06.11.2014 — ycToMuMBLIM CUHYCOBbIM puTM. [MpuBoaUM
naHHble obcnemoBaHusa. 02.11.2014 — 3TaHoON, TOKCUMYECKUE
BELLEeCTBA B KPOBM He OOHapyXeHbl; peHTreHorpadums opra-
HoB rpyaHon knetku (OFK) 02.11.2014 — nerkue pacnpas-
NeHbl, 6e3 04aroBbIX U MHPUNLTPATUBHBIX U TPaBMATUUECKUX
uameHeHui. Y31 abgomunanbHoe 02.11.2014 — auddysHble
M3MEHEHUS B NeYeHn 1 nomkenynoyvHon xenese. KT ronoBHo-
ro mo3ra 02.11.2014 — cTpyKTYpHbIX U3MEHEHWIA TONOBHOMO
Mo3ra He BbigsneHo. AOIASC 02.11.2014 — runokcuyeckas
ractponatus. Qyonenut. MPT ronosHoro mosra 05.11.2014 —
CTPYKTYPHbIX WM3MEHEHWI TOJIOBHOTO MO3ra He BbISIBJEHO.
PentreHorpadua OK 05.11.2014 — neBOCTOPOHHSS MHEB-
MOHMs. Manbiit rugpotopakc cneea; MPT ronoBHoro mosra
06.11.2014 — CTPYKTYpHbIX MU3MEHEHWI FONIOBHOrO MO3ra He
BbisgBNneHo. Y3 abgomuHanbHoe 17.11.2014 — 6e3 cTpyKTyp-
Hbix n3meHeHumi. KT OIK 19.11.2014 — KT-kapTvHa nocTBOC-
NanUTeNbHbIX U3MEHEHUI B 060MX NIErKUX. IMPU3EMA NETKUX.
[unocratnueckne nsmeHeHns 8 MKK. KopoHapoaHruorpadus
25.11.2014 — Tnn kpoBoobpalieHus nesbih. CTBON neBoWt
KOPOHApHOW apTepuu B TUMMYHOM MeCTe, C POBHbIMU KOHTY-
pamu. [MepenHas HUCXOAAWAN apTepusi — POBHble KOHTYPbI,
npoxoavMMa, 6€3 reMogMHaMMYeckM 3HAYMMOro CTEHO3M-
poBaHus. Ornbatowas apTepus — pOBHble KOHTYpPbl, MPOXO-
avMMa, 6e3 reMoAMHaMMUYecKu 3HAYMMOro CTEHO3MPOBAHMS.
MpaBasi KopoHapHasi apTepuss — POBHble KOHTYpbl, MPOXO-
ouma, 6e3 reMoaMHaMMUYeCcKM 3HAYMMOro CTEHO3MPOBAHMS.
IxoKrI 06.11.2014. Aopta — 2,7 cMm, ycTbe — 3,5 cM, BOCXO-
nawmn otoen — 3,4 cm, JIM — 4,3x3,6 c™m, 1M — 3,9x3,4 cw™m,
MK — 2,9 cm, KOAP — 4,7 cm, KCP — 2,7 cm, KOO — 102 mn,
KCO =26 mn, ®B — 74% (Teixonbu), MXKIM — 1,0 cm, 3CTDK —
1,0 cM. YnNnoTHeH aopTanbHbIi Knanat. MepenHsas ctBopka MK
yoavHeHa. OuddysHble ckneporeHHble M3MeHeHus cepaua.
B obwux aHanu3ax KpoBM M MOYM — 3aKOHOMEpPHas AMHA-
MWK B CBA3M C UMEBLUMMMCS OCIIOXKHEHUSMU U NEPUOLAMKOMN
nocTpeaHnMaLmoHHoi 6onesHu. Koarynorpamma 13.04.2014.
NTN — 100%, dpubpuHoreH — 3,5 r/n, AYTB — 31 ¢, POMK —
6,5, MHO — 1,0, TpombuHoBoe BpeMsi — 41 c. O6wuit 6unu-
pyouH — 9,3 Mmkm/n, obwuit 6enok — 69,0 r/n, MoyeBUHa —
3,9 Mmonb/n, KpeatuHuH — 74,7 mkmonb/n, AnAt — 59,0 u/l,
AcAt — 48,0 u/l, nAar— 215,0 ea/n, NMNBM —1,03 mmonb/n,
JINMHM = 2,01 mmonb/n. Tpurnuuepuabl — 2,4 MMonb/n, xonec-
TepuH — 4,2 mmonb/n,Na* — 140,0 mmonb/n, K* — 4,3 Mmonb/n,
Cl- — 106,0 mmonb/n. 02.11.2014 TponoHuH | — 0,41 Hr/mMn
(Hopma po 0,1). 18.11.2014, 19.11.2014, 20.11.2014. MNoces
KPOBM HA CTEPUNIbHOCTb — pocTa MuKpodnopbl HeT. RW
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Puc. 2. 9KT nmaunenTa K. 6e3 mpusHakoB cuHIpomMa bpyraga

05.11.2014 — otpuuatensHo. MPCKJIA 02.11.2014 — oTpuua-
TenbHo. Mo 3K (puc. 2 1 3) B AMHaMuKKe OTMeYancs npexons-
wwit Cb, 06ycnoBMBLUMI KOMMNIEKCHBIV NOAXOA, B aHTUAPUTMU-
4ecKoi Tepanuu aMMoaapoHOM, METOMPOJIONOM, MpenapaTamu
Kanus u mMaruus.

HBB, MBJT npomomkanuce oo 10.11.2014. C 10.11.2014
NOSBUIMCH SNEMEeHTbI CO3HaHMS, npekpaleHa HBB,11.11.2014
60/1bHOM 6blN 3KCTYBUPOBaAH, NEPEBEAEH HA CAMOCTOSTENbHOE
LbixaHue. OCHOBHble XWM3HEHHO BaXHble GYHKUMKU 6Bbiiu
BoccTaHoBneHbl. 14.11.2014 nepeBepeH B Kapauonoruyec-
koe otgeneHne. COCTOSiHME B [aNbHEMIIEM COXPAHANOCH
yAOBNETBOPUTENbHbIM. [eMoauHaMuKa CTabunbHas, Hapylue-
HWUIA pUTMA He OTMEeYanocb. 3aKHOUMUTENbHBIA KIMHUYECKUI
nnarHo3: OCHOBHOW — BHe3amnHas apuTMOreHHasi CMepTb.
YcnewHas cepaeyHo-eroyHas peaHuMaums (LOrocnuTanbHO
02.11.2014, B craunoHape 04.11.2014). Cunpopom bpyrapa.
@oH: ApTepuanbHas runepTeHsus 2-i CTENEHW, OC/OXHEH-
Hasg. OCNOXHEHWS: NMOBTOPHbIE MAPOKCU3MbI XENyA04KOBbIX
W CyNpaBEHTPUKYNAPHbIX Taxukapaui, dubpunnauus npen-
cepauit. Peunamsupyrowas knnHuueckas cmepts (02.11.2014,
04.11.2014) no mMexaHW3My XeNnyAo4YKOBOW Taxmkapamu, Gub-
pUANaUMK xenynodkos. [oetopHas DUT, cepreyHo-neroyHas
peanmmaums. MNoctpeaHnmaunoHHas 6onesHb. OJTH. Killip—IV.
BTOopuyHas n1eBOCTOPOHHSAS MHEBMOHUS CPeAHUX U HUKHUX
oTAeno.. JleBoCTOpOHHWMIA Manblii ruapotopakc. XCH-1. ®K-2.
MaumenT K. 30.11.2014 6b1n NepeBeneH B henepanbHblit Kap-
amoueHTp, rae 31.11.2014 emy 6611 UMMNIAHTMPOBAH Kapauo-
Beptep-pednbpunnatop CURRENT VR c XenyaoykoBbIM 31eKT-
pOLOM, U3 aHTMAPUTMUKOB NOJy4YaeT aMMoAapoH. B HacToswee
Bpems (okta6pb 2015 r) maumeHT TpysocnocobeH, pabotaeTt
MeHemkepoM. YyBcTByeT cebs XOpoLlo, NoTeEPb CO3HAHUS He
OTMEYAET, COXPAHSIETCS HEBPOMOrMYeckuin LedekT B BUAE
peTporpagHoi amHesun Ha 1-10 Hos6psa 2014 r., no IKI —
npusHaku nocrosHHoro Cb (cooTBetcTByeT puc. 3). Paspanos
UMMNNAHTMPOBAHHOIO KapauosepTepa-gedubpunnaropa He
0TMEYanocs.

OBCYXXAEHME

B Hacros1ee BpeMsi HaKOIUIEHO [OCTAaTOYHOE KOJIN-
YeCTBO IaHHBIX O TIPUPOZE 3a00IeBaHN, COTTPSIKEHHBIX C
puckom BC. Bo/bIIMHCTBO U3 HUX TeHEeTUUECKU AeTepMu-
HMPOBAHBI, UTO MPECTABIISIET 0COOYIO OMTACHOCTh, TAK KaK
MOJ YTPO30Ji HAXOASTCS TaKKe KPOBHbIE POACTBEHHUKMU.
VKasaHHble 3a00/IeBaHUSI TIOKa HEIOCTATOUYHO BBISIBJISI-
I0TCS B OOBIUHOV KIMHUYECKOW MpakTuke. Yaie Bcero
BC ciyuyaeTcs BO BHEOONbHMUHBIX YCIOBUSX, TIPU 3TOM
MaleHT PeJKO yCIeBaeT MOMYIUTh KBATUDUIIMPOBAHHYIO
nomouib. [Ipy ayTorncum 4acTo He BBISIBISIETCSI MOPaske-
HMII MBIIIIBI CEPALIA MJIM KOPOHAPHBIX COCYNOB. OTO AAET
OCHOBaHME YTBEpPXKOATb, UTO B POCCUICKON MeOulHe
HeOCTAaTOUEH OITbIT HAOMIOMEeHMS Y BBISIBJIEHMST OOTbHBIX
C BBICOKMM PUCKOM cepreuHoit BC. daranbHO, KOTAa nep-
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Puc. 3. KT naumenra K. ¢ npusHakaMy TpaH3UTOPHOIO
cunppoma Bpyraga

BBIM ¥ IOCTAEIHUM IPOSIBIeHVEeM 3a060eBaHMUs SIBISIET-
cs1 BC.

B orevecTBeHHOJI nuTepaType MMEITCS eAVHUYHbIe
ommcanusi CB, He Bcerga oTpaskaroliye TUMMYHYIO Kap-
TUHY 3a6oneBanus. Bmecte ¢ tem, umenHo Cb siBisiercst,
[0 MHEHMIO MHOTMX CHelMaIUCTOB, «OTBETCTBEHHbBIM»
3a 6osee uem 50% BHe3aIHbIX, HEKOPOHAapOreHHbIX BC B
MoomoMm Bo3pacre [1].

IIpeumy1iecTBeHHbBI BO3pacT KIMHUYECKON MaHU-
decramuu Cb — 30-40 yeT, Kak ¥ B HallleM Ha6IIOOeHNUMA.
KnvHndeckasi KapTuHa 3a60/ieBaHMS XapaKTepU3yeTcs
YacThIM BO3HMKHOBEHMEM IIOTepb CO3HAaHMUSI Ha (QOHe
TIPUCTYIIOB JKeNy[LouKoBOV Taxukapauu u BC, yacTto BO
CHe, a TakKe OTCYTCTBMEM IIPM3HAKOB OPraHMYeCKOro
MopaskeHus1 Muokapza npu ayrorncun. Kpome TUNMUHOM
KIMHNYEecKo# kKapTuHbl ipu CBb BoigensioT crienyuduyec-
KUit a7ieKTpoKapavorpaduueckuii mpusHak (mattepH). O
BKJIIOYaeT GI0Kamy MpaBoil HOKKM ITyuka I'mca (BITHIID),
crienduueckuit mogbem cermenTa ST B oTBeieHUsIX V1-
V3, nepuoauyeckoe ynjaMHeHNue uMHTepBana PR, mpucry-
TIbI MTOIMMOPQHOV SKeTYIOYKOBOI TaXUKapAUU BO BpeMsl
CUHKOTIEe. BhIensioT cienymoime KIMHUKO-3IEKTPOKap-
nuorpabuyeckue Gopmbl CB: TMUMMYHAS 37I€KTPOKAPIN-
orpaduyeckasi KApTWHA C CUHKOIIe, PeACUHKOTIe, CITydan
KJIMHUYECKO} MM BHE3AITHOM CMepTH BC/eCTBYE MO~
MOpP()HOIT KeTyJOUKOBOI TaXMKAPAUM Y YaCTUUHbIE MTPO-
siBJIeHMsI. XapakTepHO, UTO TulnuHbii DKI-naTTepH vaiie
perucTpupyertcst y 60JbHBIX B TIEPUOJ, TIepeli pa3BUTHEM
GUGPWILISIIINY JKeTYIOUKOB, UTO CBUIETETLCTBYET O HE06-
XOAMMOCTM AMHAMMUUYECKOro HabIomeHus 3a OOJNbHbI-
mu ¢ nogo3pennem Ha Cb. IHCTpyMeHTabHbIe METOMbI
uccnenoBaHus (dxokapauorpadusi, aHruorpabms, 3MeKT-
pobU31ONIOrMUecKoe UCCIeLoBaHMe, GUOICKSI MUOKap/a)
KaK MPaBUJIO, He BBISIBISIOT KAKOTO-TM60 OPTaHUUIeCKOTO
3a6oneBanust cepaia. C coBpeMeHHbIX mo3unuii Cb — 3o
KJIMHUKO-3JIeKTpOKapanorpaduueckuii CMHIPOM, Xapak-
TePU3YIOIIMIICS CUMHKOIMAJbHBIMU COCTOSIHUSIMU UM 3TIU-
3omamu BC y mauneHTOB 6e3 OpraHnMvecKux M3MeHeHui
cepaua u npossisioiniics Ha KT MOCTOSHHO MY TpaH-
sutopHoit BITHIIT' ¢ mogbemoMm cermMeHTa ST B MpaBbIX
rpyZHbIX oTBefeHusIx (V1-V3). Ilo KnMHu4YecKoil KapTuHe
pasaMyaT CUMIITOMHBIA (CMHKOIIAJAbHBIN) M GeccuMII-
TOMHBIN (6eCCMHKOMaIbHBIN) BapuaHT CB, 10 BhIpaskeH-
HOoCcTU m3MeHeHuit Ha DKI' — kiaccuyeckuii (SBHBII),
MHTEePMUTTUDYIOIINIA ¥ JaTeHTHbIM (ckpbIThit) CB.
Omupemuonorusi Cb nsyueHa HemocTaTouHo. CumTaeTcs,
yto y my>kunH Cb BcTpevaercs B 8—10 pa3 yatie, uemM y
skeHIMH [2], 1 puck BC BbImie B 5,5 pasa [3]. [To maHHBIM
pasIMUHBIX MCCIeIOBaHUi, pacrpocTpaHeHHOCTb IKI-
npusHakoB CB cocrasisiet ot 1 go 60 Ha 10 000 yenoBek
[3], cpenu skuteneit EBponbl — 1-5 Ha 10 000 uenoBek. B
ctpaHax lOro-BoctouHoit Asun u SImoHuM pacrpocTpa-
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KIMHUYECKME HABJTKOOEHWA

HeHHOCTb CB 3HauuTenbHO BbIlle. CyllecTByeT MHEHMUe,
yto 0o 50% ciayuyaeB BC cpeay maiueHTOB 6Ge3 opraHm-
YecKuxX MOpakeHMi cepiia B 3TOM pernMoHe MOKeT ObITh
BbI3BaHO CB [4]. MIHTepecHO, uTo CB He perucrpupyercs
y adpoamepukaHiieB, a B EBporie CBb ualie BBISIBISIETCS
y TpefCcTaBUTeNell «KaBKa3CKOro» 3THUUECKOTO TUIla U
BBIXOALIEB U3 cTpaH Bocrounoit EBpomnsl. Ilo-Buaumomy,
clenyeT OXUIATh NOCTAaTOYHO BBICOKON PAaCIpOCTPaHEeH-
HocTy Cb 1 B pOCCUMIICKOV TTONYISLIUN.

B Hacrosiee Bpemst Cb cuuTaeTcsi IePBUYHON «37I€K-
TpUUeckoit» 6Gone3Hbio cephua [5-7], pasBuBaroUeiics
BCJE[CTBME AHOMAJBHON 31eKTPOdU3MOIOTYeCKO
aKTMBHOCTM 3TMKapAa IMPaBoOTo JKelIyJouka B 0671acTu
BBIHOCSIIEro TpakTa. [eHeTHueckoit ocHOBo¥ Cb siBsieTcs
myTanys reHa SCN5A Ha KOPOTKOM T1ieue 3-ii XpOMOCOMBI
3p21-24[7, 8]. 3TOT reH KOogUpyeT CTPYKTYpy Geska anbda-
CyObeIMHNIIBI HATPUEBBIX KaHAIOB, KOTOpbIe oGecreun-
BAIOT HAaTPMEBbIN TOK MOTeHIMana neicTBus [9].

3AK/NIIOYEHUE

IlaHHOE omucaHue MpeciaenyeT 1elbio 6oee MMUPOKOe
03HAKOMJIEHVME MEIMUIIMHCKOI OOIEeCTBEHHOCTU C Bapu-
aHTaMM BHE3aIlHOM OCTaHOBKM cepala. BasxkHol xapakTe-
PUCTUKOI OTIMCAaHHOTO KIMHMUUECKOTO CJTydast Mbl CYMTaeM
TPaH3UTOPHBIN xapakTep mnposBiaeHus Cb Ha 3IKI, uTo
3aTPYAHSIJIO PAHHIOK TOCTAHOBKY AMArHosa y AAHHOTO
nanyenTta. CylecTBeHHO, YTO MPOBOLMPYIOIIMM MOMEH-
ToM s MaHudecrauuy CB U KIMHMYECKON CMepTH B
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JAHHOM CJTy4yae MOXHO CYMTATh M3OBITOUHYIO CUMIIATO-
aJipeHaJIOBYI0 aKTUBALMIO Ha (GoHe GeCCOHHOI HOUM 3a
py/ieM aBTOMOGMJISI, 6ECKOHTPOJIBHOTO MpyeMa MUIEBbIX
CTUMYISITOPOB CUMITATUYECKOI CCTEMBI M 6YPHBIX IICUXO0-
SMOIMOHAIbHBIX TIEePEKUBAHMIT BO BPeMSI CIIOPTUBHOTO
cocTsa3aHMs. BaskHernen monokKuTeabHOM MeIUIIMHCKOM
0COGEHHOCTDIO M3TIOKEHHOTO KIIVMHUYECKOTO CTydast SIBJISI-
JIVCh HAJIMYMeE, UCTIPABHOCTD U TOTOBHOCTH K paboTe aBToO-
HOMHOTO0 Hapy)XKHOTO KapauoBepTepa-aedubpusuisTopa, a
TaKKe claskeHHast, 6bIcTpast 1 KBanuuiMpoBaHHas pabo-
Ta COTPYOHMKOB GPUTaIbl CKOPOI MEAMIIMHCKOM ITOMOIIIN,
JIEXyPUBIIMX Ha cTamyoHe. Kpome TOro, JaHHbII TpUMep
elle pa3 HarISIAHO IEMOHCTPUPYET HEOOXOAMMOCTD CBOE-
BPEMEHHOTO BBISIBJIEHMSI JIUII C IBHBIMM MTPEIBECTHUKAMMU
BC, mpuiienbHOrO 06CIeIOBaHMs I'paskaaH Ha CKPBIThbIE
MIPU3HAKM TIOTEHIIMAIbHOM apUTMUUECKOi CMEPTH Y JIAILL
C KIVMHUYECKM 3HAUMMBIMM MapKepamy (OTSATOIIeHHas
HaCIeACTBEHHOCTh, 0OMOPOKY HESCHOTO TeHe3a U T.11.), a
TaKKe TOTOBHOCTH COIIMYMA U CUCTEMBI 3[PaBOOXPAHEHNSI
K BHE3aITHOMY ITPOBEIEHNI0 CepIeuHO-JIerOYHOI peaHu-
Manyu (pacrpocTpaHeHue 3HaHui 0 IePBUUYHOM peaHu-
Mal¥IOHHOM KOMILIEKce U 06yueHue mpueMaM peaHuma-
LMY TIONUIIEACKUX, COTPYAHMKOB MUC, 60pTIIPOBOJHMKOB
M TIp., OCHAIllEH/e MeCT MacCOBOTO CKOIUIEHUS JIomeii
OO6IIIeCTBEHHO MOCTYITHBIMM HApYKHBIMM aBTOMAaTUYeC-
KUMM 1epnOpWIISITOpaMy, CBOEBpeMEeHHasT MMJIaHTaLVsT
KapAyuoBepTePOB HYKAAIOMIMMCS MaI[ieHTaM).
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