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Buesanuas emMeprh - Handosiee rpo3noe npossienine 3adojuepatmii cepeuno-cocyjncrol
CHeTeMBE Yate neero mpiMnuanMi BHE3aioi cepaeyoil CMepTH Y B3POCIILIX MOIKHO CHHTATE
HIIEMHUCCKYI0 O0Ie3HE Cep/ia i HpapKT MHOKapJia.

OHAKO B IOCIEHIE TO/Ibl Bee 00MbIIyIo ocTpoTy ripuodperaet npobiema BHE3ANHON cMepTH B
OTCYTCTBHE SBHLIX 3a00/1¢BANMIT MHOKAP/1a MM KOPOHAPHBIX COCY/I0B, 0COOCHHO B MOJIOJIOM BO3pacTe.

Ceroztis HaKOIICHO JIOCTATOMHOE KOJIMUYECTRO JAHHLIX O MpHpo/ie 3aboseBatnii, CONpsmKeHbx ¢
PHCKOM BHe3anHoil emMepTi. OnpeneaeHo, Yro MHOTHE H3 HHX TeHETHYCCKH JICTEPMUHHPOBAH DI, 4 HT0
NpeCTaBIseT 0co0yI0 ONACHOCTh, TAK KAK M0 yrpo30ii HAXOAHTCS HE TOJILKO DOJIbHOI, Y KOTOPOTo
BLISBIUIH 3a0071eBaIe, HO W ero JieTd 1 Onuskue pojacTBenHiki. Jlanuple 3abosieBanus rnoka kpaiine
PEIKO BBIABISIOTCS B 0OBIMHOI KIMHHYECKOI NpaKkThKe, bosibHbie yMUPAIOT, KaK MpaBuio, He B
CHCIMATH3HPOBAHHBIX CTAMOHAPAX, A JIOMA HJIH Ha YJIHIE, H Bpauy NOJMKJIHHUKH MK OpHrajie
CKOPOIT OMOLIH OCTAETCS KOHCTATHPOBATL CMepPTh. [IpH 9TOM CTaBUTCS JI0CTATOUHO HEONPE/IC/ICHHbIH
JMArto3: 0CTpas Cep/euHO-COCYCTas HeOCTATOUHOCTb, [IpH ayTONCHH HE BBIABIIACTCS HOPAKEHHIT

MBILIIBL CeP/ILA WM KOPOHAPHBIX COCYI0B. Y AeTel, Kak HH rapaJ0KcaibHo, Yalle BCero nocMepTHo
JIMArHOCTHPYETCS OCTpast pecupaTopHas BUpycHas HHEKIUS, MUHUMAJILHBIMH TIPOSBICHHSIMH
KOTOPOIi NbITaloTes 0OBICHUTb BHE3ANHYIO cMepTh. Bee 5To JaeT ocHOBaHUEe yTBEPIKIATD, YTO B
KPYIHBIX POCCHICKHX KIMHHKAX OTCYTCTBYET JOCTATOUYHBIH ONBIT HAOMIONEHHS M BBISBJICHUS JaHHBIX
GosbHBIX. BHHMaHKHE CHIEHHAIHCTOB-Kap/IM0JI0r0oB HEPEIKO MPUBJIEKAIOT TOJIBKO MEPBHIE CHMITTOMBI
3a00J1eBaH s, MPEK/IE BCEr0 CHHKOIE M NPHCTYTIBI cepaueduenus. OanaKo HepeaKo MEPBLIM H
MOCJICTHUM MPOSIBICHHEM 3a00/IeBaHMsL SIBISICTCS BHE3anHasi CMEPTb.

B coBpemeHHOI KIHHHYECKOH MeAHIMHE BblICJICH psifl 3a00s1eBaHuii 1 CHHIAPOMOB, TECHO
ACCOLMMPOBAHHBIX C BBICOKUM PHCKOM BHE3alHO# cMepTH B MOJIotoM Bo3pacTe. K HuM oTHOCSTCS
CHHAPOM BHe3anHoii cMepTu MiazneHues (sudden infant death syndrome), cuHapoM BHE3ANHOM
HeoObsicuumoii emeptu (sudden unexplained death syndrome), apuTMorenHas qucniasus NpaBoro
JKesTy0uKa (3a00eBaHms cepaua ayToCOMHO-TOMUHAHTHOE, XapaKTepu3yeTcst OCTENeHHOH yTpaToi
MHOLIMTOB, KOTOPBIE 3aMemaroTcst (pudpo3HO H KHUPOBOI TKAHBIO, MOXKET BKJIIOUATh H JIEBBIi
KENTY0UEK),, HAHONATHYeCcKast (PUOPHILTSALIIS KETYI0UKOB, THIIepTpodHUecKas KapAHOMHOIATHS
(nacnezncTBeHHOE 3a00IeBaHNE XaPAKTEPH3YETCs YTONILEHAEM CEPAEUHON MBIIILIEL, @ TOYHEE, JIEBOTO
JKEJTYIOUKA), ANIaTallHOHHas KapauoMuonarus (cepedHoe 3a0oeBaHne, XapaKTepU3yeTcs
HEHOPMAJIBHBIM PAaCLIMPEHNEM U CHCTOJIHYECKOH AHC(hYHKLHEH IEBOro XKeayI04Ka, YTO HE JaeT
Cep/IeYHoil MblLIIe KayaTh KPoBb 3 PeKTuBHO), cuHapoM yumHeHHoro QT-cunapom (LQTS)
(cyurecTByIOT YeThipe (hopMbl cunapoma: Pomano-Yopaa cuaapom (RWS), Auaepcen-Tabuna
cunapom, cuaapom Thymothy u XKepsenn-Jlanre-Husbcena. IlepBblii siBiseTcst caMbiM
pacripocTpaHeHHbIM. [lepBble TPy HAc/IeAyIOTCs ayTOCOMHO-IOMHHAHTHO, @ TIOCJIEHHIH ayTOCOMHO-
PELIECCUBHO), KaTexoJaMHHepruyecKas noJumMophHas xery/104KoBas Taxukapaus (3adoJeBaHHs
cepJilia, MMerolIee HACJIEeJCTBEHHBII XapaKTep, PH 3TOM HAPYIIEHO BLICBOOOKIEHHE HOPaAPEHATHHA
M aJipeHaJHHa HaAIIOYEeUHHKAMHU TIpU (pU3HYECKOi HArpy3Ke WM SMOLMOHAILHOM CTpECCe. cepaue
CTPYKTYPHO HOPMAJIBHO) M PSIZL APYTHX.

OyHo 13 HauOoIIee «3araJouHbIX» 3a00eBaHuil B 9TOM psiy -- 9170 cunapoM bpyrana (CB).
HecMOTps Ha TO YTO BO BCeM MUpE OIyOIMKOBaHbl COTHH paboT, MOCBSAIIEHHBIX JAHHOMY
3a00JI€BAHMIO, 2 HA KPYTHEHIIMX MEAUIYHAPOAHBIX KapAHOIOTHYECKHX KOHIPECCax perysipHo
[POBOSITCS TEMATHYECKHE CEKLIMHU, B OTEUECTBEHHOMN JINTEPAType HMEIOTCS JIHIIb €IHHHYHbIE
OIMCAHMS CHHIPOMA, JAJIEKO HE BCEr/a MOJHOCTBIO OTPAXKAIOIHE THIIHYHYIO KapTHHY 3a001eBaHus.
Bumecrte ¢ Tem umenno Cb siBisiercs, 10 MHEHHIO MHOIHX CIIELMAIMCTOB, KOTBETCTBEHHBIMY 3a Doliee
yem 50% BHE3anHbIX, HEKOPOHAPOrEHHbBIX CMEPTEH B MOJIOIOM BO3pacTe.

O¢uumanpHas aara oTKpeITHs cHHpoma -- 1992 rox. MMenHo Toraa uenanckue Kapanoiori,
Oparbs I1. n JI. Bpyrazna, paboTaionme B HaCTOAIIEE BPEMsl B PA3JIHUHBIX KIIMHHKAX MUPa, BIIEPBbIC
onycaIl KIMHUKO-JIeKTpoKapanorpaduueckuii cuHapoM, 0ObeIMHSIONINIT yacThie cCeMelHbIe clryvan
CHHKOIIAJIBHBIX COCTOSHUI HJIM BHE3AIIHONH CMEPTH BCJICICTBHE NMOIMMOPQHOI JKeNYI0UKOBOIH
TaxXMKapHH, ¥ PErHCTPALMIO CrielH(PHUECKOro NEKTPOKapaHorpadguueckoro narrepHa.




Hacrora nerpenaemoctin Ch Gosee mkast B sanazwbix crpattax (1-2 cayaas ma 10 000 uesronek)
i nosbiaeres s 10ro-Bocerounoit Asui (Gosiee 5 na 10 000), ocoGenno s Tamane i ma
Oimnnnnax.

110 Janmnuiv snoneknx neeseosarencit, npoanasmsuposasiinx 22 027 2eKrpokapanorpasu is
oy, paciipoerpaentocts Kl -narrepua Cb B oroii crpane cocrasuia 0,05-0,6% y B3pociibix
1 0,0006% (anams 163 110 snexrpoxapanorpamm) y siereii (Tohyou J. u coant., 1995: Hata Y, u
coast., 1997),

Cpeannii Bo3pact GONBHBIX B MOMEHT MOCTAHOBKH Jnarnosa coctasiuser 40422 ner. Tunmunpie
Jutst cuipoma uamenenus DKIT naunualor nposiBisiThest JIMIL HOCHE S-ICTHEr0 BO3PACTA, O/HAKO
BICPBLIC JAHHBIH CHUAPOM ObLT ONHCAH Y TPEXJICTHEH JCBOUKH, HMEBILEH YacThIe 30/l HOTEPH
CO3HAHUS W BIOCJIC/ICTBUH BHE3AMHO MOrHOIIeii, HECMOTPSI HA AKTHBHYIO AHTHAPHTMHYECKYIO
TEPATNIO ¥ UMIIIAHTALMIO KapI1OCTHMYJISITOpA.

Onnako peanbHas yacToTa BCTpEHaeMOoCTH 3ab0JIeBanusl TI0Ka He onpejiesena, 0coOeHHO B
HEKOTOPBIX ATHHUECKUX rpynmax. Cxoxue ¢ CB anexkrpokapauorpaduueckine H3MEHEHHS OMIHCAHBI 1Py
CHH/IpoMe BHesannoii neoobsacnumoii emepru (sudden unexplained death syndrome), kotopsiit
PETHCTPUPYETCS MPEUMYILECTBEHHO Y BBIXOALEB U3 cTpan l0ro-Bocrounoit A3un (Nademanee K.,
1997). BniepBbie 1aHHBIH CHHAPOM CTaJl BBIIEATHCS KAk caMoCTosTebHOE 3adoesanne B 80-X rojax
XX Beka, korna Amepukanckum Llentpom kontponst 3a 3abonesaemoctnio B Atinante (CILIA) Gbit
3aperucTpupoBaH HeoObIUHO BeICOKHIT (25 Ha 100 000 uesnoBek) ypoBeHb BHE3AMHOH CMEPTHOCTH Y
MOJIOZBIX JTozeH, BbIxoaueB 13 IOro-Boctounoit Asun. Cmepts HacTynana npeuMyieCTBEHHO HOYBIO,
IIPU AyTOTICHU HE BBIABIISIOCH MOPAXKEHHE MBIIILLI CEP/ILa HIH KOPOHAPHBIX cocy/10B. [1pu
COMNOCTABICHUH 3TUX JAHHBIX CO CTATHCTHYECKHMH JaHHBIMH, HAKOTJIEHHBIMH B cTpaHax tOro-
Bocrounoit A3un u Jlansiero BocTtoka, 66L10 OTMEYEHO, YTO B JAHHOM PErHOHE 3HAYUTE/ILHO
pacrnpocTpaHeHbl Cllyyad BHE3aHOH HOYHOI cMepTH B MOJIOIoM Bo3pacte (B roj oT 4 j1o 10 ciyuaes
ra 10 000 >xureneit, B Tom uncrne B Jlaoce -- 1 ciyuyaii na 10 000 sxuteneit; B Tannane -- 26-38 na 100
000). B aTux crpanax juist 0003HaUEHHs] JIIOJIEi, yMEPIINX BHE3AITHO BO CHE, JaXKE CYIIECTBYIOT
CrielManbHble Ha3BaHUS -- OaHTyHTYT Ha PUIHNIUHAX, MOKKYPH B Slnonun, nau tan B Tannanse.
Hepenxo na OKI" peructpupyrorcst usmenenus cermenta ST, exosxue ¢ narrepaom Cb i panneit
penoSIPU3AIHH XKETYI0UKOB. B KaKkol cTenenu 5TH CHHAPOMBI CBA3aHBI MEXKIY COOOM, PEJACTOUT elle
BBISICHUTD B XOJI€ JaJbHEHIIMX HecleoBannii. Mbl HaOMIOAaIH HECKOJIBKO QHAIOMHYHBIX OOBHBIX H3
CXOMKHX ITHHYECKUX TPyl (OypsThbl), B CEMbSIX KOTOPBIX HAOMIONATHCEH BBICOKAs KOHIEHTPALIHS
CllyyaeB BHE3AMHOH CMEPTH B MOJIOZIOM BO3PACTE U YACThIe SITH30/IbI CHHKOIIE MIIH KIHHHYECKOH
CMEpTH.

Eme oana nutepecHas ocobennocts Ch 3akimouaercs B ToM, 4To 3a00/IeBaHHe HE
perucrpupyercs y adppo-aMepUKaHIEeB; ¢ Apyroi ctoponsl, B EBporne Cb uaiue BbisBisiercs y
TNpEACTaBUTENIeH TaK HAa3bIBAEMOT0 «KaBKA3CKOr0» HTHUUECKOTO THIIA, K KOTOPOMY, COTITIACHO
MEJKYHAPOIHBIM IPaJIaliisM, OTHOCSTCS M BBIXO/LBI M3 cTpan Boctounoit EBponbl. XapaktepHo, 9to
¥ NIEPBBII M3 ONMCAHHBIX CllyyaeB 3aboseBanust Oparbst bpyraaa BbISIBUIN Y MOILCKOH IEBOYKH. DTO
CBHETEIBLCTBYET O TOM, UTO pacupocTpaHeHHocTh CBb B poccHiicKoli MOMy SN MOKET OKa3aThest
JIOCTaTOYHO BBICOKOH.

Kimnudeckas kapTHHa 3a00JIeBaHNs XapaKTEePH3YeTCsl YaCThIM BOSHHKHOBEHHEM CHHKOIIE Ha
(omHe MPUCTYIIOB JKEIY0UKOBOH TaXHKApAHU U BHE3AITHOH CMEPTHIO, MPEUMYIIECTBEHHO BO CHE, a
TAK)Ke OTCYTCTBHEM NPU3HAKOB OPraHUYECKOro MopakeHust MHOKap/aa npu aytorncuu. B 93,3% cnyuaes
npuctynsl pu CBb Bo3HHKalOT B BeuepHee n Hounoe BpeMs (¢ 18 1o 06 uacos), npuuem vaiie Bo
BTOPOI MOJIOBHHE HOYX. DTO, HECOMHEHHO, MOATBEPIKAACT POJIb YCHIICHUS BAryCHBIX BIHSHHI B
BO3HMKHOBEHHH GUOpHILIALMK Keny1oukoB npu Ch. Jlanubli LMpKaaHblii NaTTepH CBHACTEILCTBYET
TAKIKE O pazIMUMsIX B [IaTOreHe3e BO3HUKHOBEHHs (araibHbIX apuT™uii y naunentoB ¢ Cb u

HIIeMHYEecKoii 00JIE3HBIO Cep/Lla, KOrjia OCHOBHO# HPKAAHBII MUK BHE3AMHOI CMEPTH MTPHXOINTCS HA
pannue yrpennue yackl (Deedwania P., 1998).

Oxoso 80% Gonbubix, nepenecnx BCC, B anaMHe3e HMENH 10 9TOTO CHHKOILL B TshkenbIx
caydasx oOMOPOKH MOT'YT CONPOBOKIATLCS Cy0poraMH. ¥ psija GObHBIX MPUCTYTIBI IPOTEKAIOT Oe3
II0TEPH CO3HAHHUS U XapaKTepU3yIOTCs BHE3AMHO MOABIsoIelics pe3koii cnabocTbio, GnenHocThbIo,




HEPCOOIMIL B PAdOTE CepAla N TOABLKO cepaneOnetnsivit, B Goabimictse cayuacs Kimka Ch
voycrosiaena sosnnknosernenm AT wm MK, oanako ona Moxker ObiTh chsizana 1 ¢

TRUDKCYIOUKOBLIMI TAXHAPHTMIBIME (B YACTHOCTH ¢ (l)ll()PlUIJl)llllIL‘“ IlpL‘}lCL‘P,’lllii). ”Il()l,’lil [PHCTYITBI

>1\'c_1_\,'10_!n\'nm.|x apuimiit npn Ch MoryT npoBoriposatses npiemMom aikoross i JIMXOPaJIKOIi,
el _( llll';ll.wM li|1)'|':13111 HACTCAYCTCS AYTOCOMUO-IOMHHANTHBIM IIYTEM H CBA3AN ¢ MYTALHAMH B IClie
SCNSA, pacnonoxeniom B 3-it xpomocome u KOAHPYIOLEeM cyOnennuIly anb(a-narpuenbix kKanawion
KapAHOMHOIMTOB. MyTaumm B 51oM rene Takike MoryT NPUBOJNTD K CHHAPOMY YUTHHEHIOTO
nirepsana QT (LQT 3) u napymennam cepacunoi nposoaumoct. Coseem neasno Antzelevitch C.
COABTOPBI OTKPBLIN 2 HOBBIX €A, BLI3BIBAIOLIIX deBatmio cerventa ST i YKOpoUeHHe HHTepBasIa
QT. uro npusoauT k komGunawmu CB ¢ CHIPOMOM KOPOTKOro mutepsaia QT.

HanGonbeit amarnoctnueckoii snaunmoctoio o6nazaer DKI ina Bpyraja IA (wnm thn
"OynsTepbepa).

Ozmako BaXHO MOMHITB, 4To 5101 Bapant DK, nmeromuii BBICOKYIO JIMarHOCTHYECKYIO
HUCHHOCTD, BCTPEYACTES I0CTATOUHO PE/IKO, KPOME TOTO, AakKe Y GOJIBHBIX C OATBEPI/ICHHBIM
cunapoMom bpyrana, cneunduueckie u3MeHeHUs MOTYT BBISBISTBCA HENOCTOMHHO. Hamune y
Gonbroro n3menennii na KT, onncpiBaeMbIx Kak Bpyrana, tun 2, wimn "cetoBuanbii" Tun cermenta
S-T, N03BOSIET TONBKO 3aM0A03PHTH CHHAPOM bpyraza. Jis Bepudmkanmu auarnosa neo6xommo
TIPOBC/CHIE HArPY304HBIX NPO0 ¢ JIEKapCTBEHHOI HArPY3KOH (aHTHapHTMUUECKHE nperaparsl [A
KJ1acca).

«CBonuaras» u «ceoBuanas» GopMbl MeBawmu cermenta ST

Tunl: kynonooGpasuelii moxsem ST > 2 MM ¢ NOC/IeYIOUHM OTpHIaTesbHbIM 3yO1iom T B Gostee
uem 1 oteesennu (V3) B OTCyTCTBHE NPHEMA MPENAPATOB, ABSIOUMXCS GIOKATOPAMH HATPHEBBIX
KkaHas10B. Kpome xapakrepupix DKI - npu3HaKoB y NAlMEHTOB BO3MOKHO HATHUHE:

- onu302108 OXK wm nomamopduoii XKT (B T.u. uuayuupopannoii Ha YOU)

* CEMEHHOI0 aHaMHe3a BHE3ANHOH CMEPTH Y POJICTBEHHUKOB MOJIOKE 45 JeT

* Kynosioo6pasHoro noasema cermerra ST y pojcTBEHHHKOB

* CHHKOIIOB

* MH30/10B HOYHOIO arOHAJIBLHOTO [AbIXaHHUS

Tun 2 - cennoodpasmuslii mogbem ST > 2 MM € NOJI0XKHTEIBHBIM MM ABYX(ha3HbM 3youom T B Tex
K€ OTBEICHHMSIX.

Tun 3 - cennoobpasuerit nmn Kynonodpasubiii nolsem ST < 1 mm.

HcTuHHBIM (apuTMOTEeHHBIM) CHHApoMOM Bpyrana, cuntaercs tonbko TN 1. ITaumenTs! ¢ THIIOM
2 Tpebytot Gosee npucTaabHOro cbopa aHaMHe3a, Ha MPEAMET CJIyyaeB BHE3aHOMH CMEPTH B CeMbe, H
nabmoaenus. Tun 3 MOXKeT OUeHb YacTO PErHCTPHPOBATLCS Y COBEPIICHHO 3/I0POBBIX JIHIL.

Kpome tunmyunoit knnunueckoi kaptuusl, mpu Ch Bbiaensior cnewuduyueckuii
aneKkTpokapanorpaduyeckuii narrepu. OH BIoYaeT 610Kaxy npaBoil HOKKH mydka [uca,
cneunpuyeckuit moasem cermenta ST B orBenenusx V1-V3, nepuoauueckoe yaIMHEHUE HHTEpBaAJA
PR, npuctymnpl mog1uMoppHOii xesy10uKOBOH TaXHKapAMy BO BpeMs CHHKOIIE. Boiaesstores
clIeIyIoIHe KIMHUKO-2IeKTpoKkapanorpapuieckue Gpopmel cunapoma bpyrana:

[Tonnas (opma (THIIHYHAS ANEKTpOKapaHorpaduyeckast KapTHHA ¢ CHHKOIIE, [IPEJICHHKOIIE,
CIIyyasMM KJIMHUYECKOH MM BHE3AMHONH CMEPTH BCIIEACTBHE MOTUMOPPHOM JKETyI0UKOBOI
TaxHKapauu).

KnuHuyeckue BapuaHThI:

* TUMHYHAs 2IeKTpoKapAHorpaduyeckas KapTuHa y aCHMITOMATHYHBIX OOJIBHBIX 0e3 ceMelinoii
MCTOPHH BHE3aITHOM cMepTH MM cunapoma bpyrana;

* THIIMYHAsSE 2JIeKTpoKapHorpaduyeckast KapTHHA Yy aCUMITTOMATHUHBIX OOJIBHBIX, WICHOB ceMeil
OOJIBHBIX ¢ NOJTHOM (POPMOH CHHAPOMA;

* THITHYHASK 2JIeKTpOKapAHorpaduueckas KapTHHa 1mocJie mposeieHus (papMaKkoIorHiuecKux
TECTOB Yy ACUMIITOMATHYHBIX 00C/Ie/1yeMbIX, YIEHOB ceMeil O0/IbHBIX ¢ MosHoi GopMoii cuuapoma;

* THUIHYHAS 3JIeKTpoKapanorpaduueckas KapTHHa nocjie npoeieHus (papMakoIorHuecKux
T€CTOB y OOJIbHBIX C MOBTOPHBIMH CHHKOIIE HIIM HHONMaTHYeCKol (HOpHiusineii npeacepamii.

DIeKTpoKapAHOrpaHuecKHe BapHaHThbl:




CTRITMHAS YICKTPOKAPANOT paditieckas Kapriia ¢ spnioii G1oKa10i npasoii nokku myuka Inea,
ynesatieit cermenta ST n yunennem PR-inrepsada;

CTUIHHAS YIEKTPOKaporpadueckas Kaprima ¢ MIeBatneii cermMenTa ST, 1o 6¢3 yumuenis
PR-mirrepnana n 61oKaib npaBoii HOKKK myuka ['nea;

- wenonmast Gokaa npasoil nokky 1yuka ['ica ¢ ymepennoii aiesatieii cermenira ST;

* M30JMpoBanHOE YuIHieHne nnrepsaia PR.

[Tpimep DKI" nanmenTa, XapakTepu3yomascst CoueTanuem GII0Ka LB TIPABOi HOKKH 1yuka ['nca
1 noabemMom cermenta ST B mparbix rpynbIx otBesenmsx (V1-V3).

Opyran HeKOPOHAPOTEHHbIif BUHE3AMHbIH NArHOCTHKA

eKTPOGHINONOTHUECKIE OCHOBBI CHHpoMa bpyraa.

FeHeTHYECKH ACTePMHHUPOBAHHOE YTHETCHHE BXOUILICTO HATPHEBOTO TOKA BEJCT K HIMCHCHHIM
B0 2-if (pase TpancMeMGPAHHOro MOTEHIHAIA AHCTBHS (T1J1) B keTKax sruKap/a BLIBOJAHOIO TpaKTa
npasoro xenyaouka (IDK). D10 B cBOIO 0uepe/ib NPHBOANT K ACHHXPOHHOH PENoJIsipH3aliu u
IEKTPHUECKOIT HeCTAOMTBHOCTH B YKa3aHHOM OT/E/IE cepua. OCHOBHBIMH (pAKTOPAMH apHTMHYECKOH
«YS3BUMOCTHY» MHOKAPJIa SIBJISIOTCS: TApaCHMIATHUECKHE BIHSIHHA (coH, norpyseHnue B X0JI0/IHYI0
BOJLY, HBIPSHHE, TIPHEM ITHIIK), TIOBBILICHHE TEMIIEPATyPbl TEJIA, 6710Ka/1a HATPUEBBIX M KAJILIIHEBBIX
KAHAJIOB, HIIEMHSt MHOKAp/a 1 p. B 9THX YCIOBHAX MOXKET FeHEPHPOBATLCS MEXAHHM3M MOBTOPHOTO
pxosa Bo 2-ii hase T1]] ¢ mocyey oM BOSHHKHOBEHHEM 3/I0Ka4eCTBCHHbIX aputmuit. C apyroi
cToponbl, y nauuenTos ¢ Cb nabmoaeTcs HopMaiu3alus cerMenTa ST nocie BBeeHUA GerTa-
aJ[peHEPrHYECKUX CTUMYJISITOPOB HITH unruGuTopoB pocoanscrepassl 111 B HeraBHeM HCCICAOBAHIH
Brugada J u coaBT. GbLIO MOKA3aHO, UTO CTENEHD JICBALMH CETMEHTA ST B orBeaiennu V1 apiseTcs
nesauckMbM (akropom prcka s BCC iiH BOSHHKHOBEHHS YKEJTYI04KOBOH (UOPHILIALNH.

[MrepAMarHoCTHKa CHH/POMA Yallle BCEro CBA3ana ¢ HENpaBUILHON HHTEPIPETALNECH
JOCTATOYHO PACTIPOCTPAHEHHBIX CE/UIOBHIHBIX H3MEHEHHH CErMEHTa ST, cXOXKHX C CHHIAPOMOM paHHEH
pernospH3aiui, 0coGeHHo y eropreMeros. [Iposojs i depeHIHaIbHYIO IMarHOCTHKY B 9THX
rpynnax GonpHbIx D. Corrado 1 COaBTOPbI BBIABHII, 4TO AMILIATYNIA makcumainsHoro ST cermeHTa
H3MEPEHHOTO Ha paccTosHIU 80 MC OT TOUKH J 10CTOBEPHO HE OTIHHANOCEH Y 3710pOBBIX CIIOPTCMEHOB H
Goapubix ¢ CB (3.1£0,9M:c mpoTHB 3,2+0.6Mc), B TO BpeMsi KaK OTHOLICHHE MMOIbeMa CerMeHTa STs e
Touke J ST80 mc (STJ/ ST80) y cniopremenos 0,7+0,13 mc, ay GonpHbIx ¢ CB 1,6+0,3 Mc (p<0,001). 5
[okasates STJ/ ST80<1 mwmen 87% uyBcTBHTEABHOCTE U 100% crieunuuHOCTE B pasAe/ICHUH STHX
aBYX cocrosiHmii. Taxxke, GOBHBIE € CB He umMesH OGpajuKapaHH, THTIHYHOH JUls TPEHHPOBAHHBIX
aTeToB, OBUT OTMeYeH Gosiee KOPOTKHIT HHTEpBall QT (0,35+0,04 mc npotus 0,39+0,02 mc y aT/IeTOB).
Heo6X01uM0 NPOBOANTE JH(phepeHIHanbHyI0 IMarHOCTHKY CB ¢ psiiom 3ab0oneBanuii, KOTOPbIC MOTYT
CTaTh NPHYHHOI CXOKHX SNIEKTPOKApAMOTpaputecKiX TIPOSIB/IEHHIT: aPHTMOrCHHOM AUCIIa3HeH
NPaBOro KeJIyA04Ka, MHOKapAHTaMH, KapHOMHOMATHIMH, GonesHbio (MuokapanTom) Yaraca
(Chagas), 601e3Hb10 Steinert, OmyXoJIsIMH CPeI0CTEHHUS. INpu ananuze uavenennii DKI' B npaBbiX
TPYIHBIX OTBEJICHUAX HEOOXOIMMO NPOBOIUTH nuddepeHIHanbHbIl IMarHo3 ¢ MaroJIorHueCKUMH
COCTOAHMAMH, IIPHBOSIIMMH K d7ieBaluy cermenta ST:

1 - rumeprpodust JDK; 2 - 610Kaz1a J1eBoii HOKKH MmyvKa T'uca; 3 - ocTpbIii EPUKAPAMT (DIIEBALHS
cermenta ST BO BCeX OTBEICHHSAX M CHIDKeHHe cermenTa PR): 4 - ocTpas runepranneMus (BBICOKHE
3a3y6pennbie 3youst T); 5 - repe/iHe-neperopo/IouHblii HHMApKT MHOKApaa; 6 - mepenue-
MeperopoouHbli HHPapKT MHOKAp/a B COYETAHHH C 6110KOM MpaBoil HOXKKH nyuka ['Hca; 7 - CHHIAPOM
bpyrana ;

Kpome ykazanubix 3a60/1€BaHHi CB neoOxoauMo audhepeHIpoBaTh OT ApYrHX TeHETHYECKHX
APUTMOTEHHBIX CHHPOMOB: Y/UIMHEHHOTO HHTEpBAIa QT, xoporkoro nnrepsana QT,
KaTexoJaMHHEPrHYECKOi MOTUMMOPHHOI Kes1y104KoBO# TaxnKkapauu. Hepenko nanubie CHHAPOMBI
MOT'YT COUETaThCs MEXK1y OO0, KaK, Hanpumep, CB u cunapom kopotkoro nurepsana QT.
Boisisienue ckpbithix popm Ch 3aTpyneno, Tak Kak reHeTHUeCKHE METO/bI IMArHOCTHRH,
JBISIOLIECS PEIIAIONIMMA B JAHHOM CITy4ae, eile He0CTATOMHO HPOKO BHEAPCHBI B KIMHHACCKYIO
NPAKTHKY, KPOME TOTO, KaK y’Ke yMOMHHAJIOCh, MyTalls B reHe SCNSA o0Hapy)KHBACTCS JAIEKO HE Y
peex 60pHbIX. DK npeuKTopaMu HaJTH4Hs My TalliH SCNSA spisiiorest: 1) osee JUTMHHbBI
untepsai PQ (>/=21- Mmc); 2) 6onee umnHbli nuTepsan HV (>/=60 mc); 3) 3HAUUTENILHO Doblee




YBE/THNCHIE IPOOIKHTEALHOCTI QRS npH BBEACHUHANTHAPHTMIUCCKIX npenaparos I kiacca, 4ro
COTIACYCTCS € MPEIONAraeMbIM HAPYHICHHEM (yHKI HATPHEBBIX Kananos, OTCYTCTBHE Ao
MY TALUHH 110 Ha0IOCHHAM HeeeoBaTesneli mpHBoAIIo K couerannio kmunku Cb ¢
HPOIPECCHPYIONMI HAPY LICHHSIMH TIPOBOMOCTH, HU3KOIT UYBCTBHTEIILHOCTHIO K TECTY €
AHTHAPHTMHUECKHMI Tipenaparami I kiacca i OTHOCHTEIIBHO XOPOLLIHM nporno3oM. Kak npasmio y
narentoB ¢ CB He BLISBIAETCS 1ATONOTHH TIPH TIPOBCACHHH Ix0oKI, koponapuoii anrnorpaduu,
HHIOMHOKAPAMATLHOI OHONCHH, HEBPOJIOTHYECKOTO HCCIICA0BAHHS. Unorza KIMHHKA CHHKOIIBI C
perncrpauneii na OKI™ aieaiim cerMenTa ST 3acTaBsieT 3aM003pHTh AMArHO3 OCTPOTo HiiapKTa
witokapaa. Jis anddepenuanboii THarHoCTHKH HEe0OX0IMMO HCCIIEI0BAHHE Kap/IHAJIbHbIX
(epMenToB, poBezieHHe Npod ¢ aHTHAPHTMHYECKUMH TperaparamMu [ knacca n DKI'- KOHTpPOJIb B
JIMHAMHKE,

CocylecTBOBAHHE CHHPOMA YUIHHEHHOIO HHTEPBAJIA QT (long QT syndrome- LQTS) u Cb
KQKETCS NapaloKCalbHBIM, TAK KaK FeHETHYCCKHE MYTAllHH BBI3BIBAIOIIMC ITH 3ab0J1eBaHHs
pa3HOHANIPAB/IEHO ACHCTBYIOT Ha (DYHKIMIO HATPHEBBIX KAHAJIOB, OIHAKO COBCEM HCAABHO OIHCaHBI
ceMbit 1 oOHapyxkena mytawust (1795insD), KoTopasi MOXKET BbI3bIBATh OHOBPEMCHHO H LQTS u Cb
yepes B3aHMOJIEHCTBHE € TeTePOreHHbIM MHOKAPAOM 3aBHCHMBIM OT YCC cnocobom. B npyrom
ucenenosanuu (Priori SC., Napolitano C. Schwartz PJ, Bloise R. Crotti L, Ronchetti E. The elusive link
between LAT3 and Brugada syndrome. Circulation. 2000) na oe BBecHHS 6oapubM LQTS 3 tuma
(iexanHuIa NPOM30LLI0 yKopoueHne nuTepaia QT, HO y 6 MalMEHTOB IpH STOM Ha OKI
HEOKM1aHHO NosBHIMCH pu3Haky Cb.

OmnycaHbl clTy4an BO3HHKHOBEHHS aTPHOBEHTPHKYISAPHOH O10Ka (bl IIPH HATHYHK MyTaliH
SCNS5A., a taoke coueranne DKI npusnako CB u cunapoma Bonsda-Tlapkuscona-Yaiira.

XapakrtepHo, uto THOHUHBIH DKI -narrepH yalle perucTpupyercs y 00JIBHBIX B IIEPUOJL IIEPET
pasBUTHEM (PHOPHILISILINU KEMYI04KOB, YTO CBHICTEIBCTBYET O HEOOXOIMMOCTH IMHAMHIECKOTO
HaGIOeHHS 32 OOJIBHBIMH ¢ oo3pernem Ha CB. [Tpu npoGe ¢ 103upoBaHHOii (H3HYECKOH Harpy3Koi
1 JIeKapCTBEHHOI 11pobe ¢ CHMIIATOMHMETHKaMH (H3apUH) OKI-nposisienust Cb ymeHpIIAOTCS, B TO
BpeMs Kak MpH 1po0e ¢ Me/UICHHBIM BHYTPHBEHHBIM BBEICHHEM AHTHAPHTMITYECKHX NPETaparos,
GIOKHPYIOLIMX HATPHEBbIil TOK, yBennynBaioTcs. COrIacHo CTaH1apTHOMY ITPOTOKOTY 00ceI0BaHHs
GOMBHBIX ¢ Moj03perHem Ha CB, peKoMeH/IyeTcs HCMoIb30BaTh Ul PO0 CleIyIomHe
AHTHAPHTMHYECKHE NPeraparhl: FHIypHTMAal (aiiMalliH) B 103€ 1 MI/Kr, HOBOKaHHAMHT
(npokaunamu) B 03¢ 10 MI/KT uin (rieKanHui B 103¢ 2 Mmr/kr. HeoOX0auMo yIUThIBaTh, YTO MPH
BBE/ICHHH YKa3aHHBIX rpenaparoB y 601bHbIX ¢ CB MOryT pa3sBHBATBCA OMACHBIC JKEITYI0UKOBbIC
TaxHapPUTMHHU, BILIOTH 10 GHOPHIIALIH, TOITOMY NPOBOAUTBCS TAKHE 1po0Obl IOJDKHBI IPH YCIIOBHH
HOTHOI FOTOBHOCTH K OKa3aHMIO AKCTPeHHO# romoti. Ho, HeeMOTpst Ha 3T0, Mpo0bl HA CErOAHSUIHHI
JleHb - HaubosIee 10CTOBEPHBII KpUTEPHl BbIABJICHHS ONIACHOT0, YTPOXKAIOLIETO JKH3HH 3a0071eBaHHUs,
TpeBYIOIIEro MOCTOAHHOTO HAOIIONCHHS H MHOTOJIETHE i AHTHAPHTMHYECKOH Teparuu. [pu
NpOBE/ICHUH HHBA3HBHOTO IEKTPOPH3HOTIOTHYECKOIO HCCIIE/I0BAHM S (DDU) y Gonpubix ¢ Cb yacto
MHLYLHPYIOTCS JKely104KOBBIC apUTMHUH, ofiHaKko DM BpsiL JIH MOKHO CUHMTATH «30JI0TBIM
CTAHAAPTOM» MAarHOCTHKH MOJIHOM KIHHUUECKoit popmbl cinapoma. [lo 1992 rona Hepeaxo
ONHCHIBANCH CITyyan HaGMOAeH s MOIOABIX GobHbIX ¢ THIHYHBIM DK -nartepaom Cb,
CHHKOTTAIBHBIMH COCTOSHHAMH H HOpMaJIbHbIMH nokasarensiMu DD, B nanbueiiem takue 0osbHbIe,
ocrtapiienHbie 6e3 jedenns, Bue3anno norubamm (Mandell W., 1985).

B rocsieiHue rojibl B AMArHOCTHKE GOMBLHBIX ¢ PUCKOM OMACHBIX JKEJY04KOBBIX apHTMHi,
0co6enHo «vukpoanomauii DKI», 3Ha4HTEIBLHO BO3POC/IA POIb CTAHAAPTHOH d/ICKTPOKApAHOTpadHi.
Tax, y nauuentos ¢ CB, 110 HauuM HaGMIOACHASAM, HEPE/IKO PErHCTPUPYETCS JNCHIIOH-BOJIHA,
XapaKTepH3yIoIIas 3aMe/UIEHHYIO JICTOJIIPU3ALMIO B 00J1aCTH BBIBOJIHOIO TPAKTA MPABOTO JKETYA0UKA.
Jlannplii npu3Hak npeacrasiser co6oii «O0bLIOHY AMArHOCTHYECKHIT KpUTEPHit APYroro
3a60/1eBaHKsl, CONPAKEHHOTO ¢ BBICOKHM PHCKOM BHE3AITHOM CMEPTH, -- APUTMOTCHHOI JMCILIA3HH
npaBoro xesyao4ka. OIHAKO, YUNTBIBAS EAHHbIH HCTOUHHK BOSHUKHOBEHHS APUTMHH TIPH obomnx
3a00J1eBAHMSX -- BBIBOJHOI TPAKT NPABOrO JKEIYA0UKa, €r0 MOXKHO OTHECTH H K IMArHOCTHYECCKH

sgaunMbiM DKI -niposisnenusm Chb.




Y GOLIBIX € PHCKOM BHE3AION CMEPTI OOILIIOE BIIMATIC YACHSCTCS YUTICHIIO HITTCphai
QT kak pakropy pHEKa IKEAYAOUKOBLIX apHTnmitil, Oako pst nabmoAetnii, npoBoBHIHXCs B
NOCACIIEE BPEMSI, TOKA3AL, UTO HPOAPHTMOreHiy1o poib nrpaer n ykopouerne QT, nabmoacyoe
ivenno y donsibix ¢ Ch o wanonarnyeckoii pubprmisiedi sxenygouxon, Hpeutaracres jike tepmmt
«enipom ykopouennoro mirepsaia QTy (Gussak 1., 2000). Hauu nabmozenst CBHACTEALCTBYIOT O
TOM, 41O Yy BeeX Goabibix ¢ Chb ormeuenst snauenns nnrepsaia QT menee 50 npouerntim, a'y
HAnOboeE TSHKEABIX GOMBHBIX == MeHee 5. DTH H3MEHEHHs MOTYT ObITh CBA3aNbI ¢ 0COOCHHOCTIMH
MIEKTPOPH3NOIOrIH Kapawonnounta ipn Ch == 3nauntesbibivM ykopouenuem 2-ii (aspl noreniHaa
NEHCTBIS B YNMHKAP/E NPABOro xKeyouka (npu yumnennn unrepsaia QT saneiicrposan
NPOTHBONONOKHBI MEKTPOPH3HOTOrHUCCKHIT MeXxanu3m). OUEBHHO, ACHHXPOHH3M PETOJIAPH3ALIHY
10601t IPUPOJILI MTOBBILIAET APHTMOTEHHYIO TOTOBHOCTL MHOKap/a. [Ipi XoITepoBeKoM
MOHHTOPHPOBAHIH MOYKET OTMEUATBCS BHICOKHIT LIMPKAIHBII HHJICKC (LA -- oTHOWIEHNE CpeateH
anesnoii k cpereit nounoii YCC) -- Gonee 1,45 (nopma ot 1,24 jo 1,44).

[Tpennonaraercs, 4T0 NOMHMO FEHETHHUCCKHX HAPYLICHHTT BOKHYIO POJIb B a3BHTHH
nomvopuoii XKT u ®XK npi CB HrpaeT akTHBHOCTH ABTOHOMHOI HEPBHO# CHCTEMDbI. B ommom u3
neenenopanuii(Kasanuki H., Ohnishi S., Matuda N., Nirei T. Idiopathic ventricular fibrillation induced
with vagal activity in patients without obvious heart disease.Circulation,1997) Gpiim oy erb!
JaHIbIE, I0KA3BIBAIOIME CTHMYIHpYIONTHiT d3dpexT Baryca Ha passuthe ®XK. B stom Habmonenun y 6
naunentos Ha pone CB anu30a61 GIK HMenu MeCTO BO Bpemst CHa, OT/bIXA HJIH MOUCHCITYCKaHUA, TO
eCTh B MOMEHTBI 3aMe/UIeH sl CHHYCOBOTO PHTMA H Bo3pacTanns suadenust HF (BbICOKOYACTOTHOH
COCTABIISMOLIEH CIIEKTPa PHTMOTPAMMBI) H HE BOSHHKAJIM BO BPeMsl (PH3HIECCKOMH HArPY3KH. DKT
npusnaku CB NOSBISUTHCH MOCE BBEACHHS PONPAHOIONA, MHIICPBEHTHIISLHH 1 Hao0OPOT Heue3alH
nocie Qpu3myeckoil Harpysku u uQy3un nsonporeperona. Takum 0Gpasom, ObLIO MOKA3AHO, UTO
AKTHBALLMA TIAPACHMIIATHIECKOH HEPBHOM CHCTEMbI HJIH TOPMOKEHHE CHMIATHYECKOH HrpacT polh B
aputmorenese npi CB. O6 5ToM e CBHACTENLCTBYET YBEIMUEHHE J/ICBALIHH CCTMEHTA ST npu
BBEICHAH XOTMHOMHMETHKOB, JlOKa3aTeIbeTBOM CHMIATHUECKOH ucdynKimn npn Ch CiyskuT TaKkKe
ucenenosanue (Wichter T., Matheja P., Eckardt L. Et al. Cardiac autonomic dysfunction in Brugada, [
syndrome. Circulation 2002 Feb 12;), B koTopom G110 0GHAPYKEHO MECTHOE CHIDKCHHE 00parHoro
saxpara 123[-MeraiioaGeH3mIryaHiMHa (anaiora HOpalIpeHaInHa) PECHHANTHYECKOH MeMOpaHo#
KapIHaIbHBIX HEHPOHOB Y 47% MAlHEHTOB C CB 1 HH Yy OIHOTO U3 IPYIIBI KOHTpos. Takike nokasato,
4TO KaTexoJaMHUHbl YMEHBIIAIOT ieBaliio cerMenta ST i B psjie Ciy4acs Kympyiot OK.

Kpome Toro, B narorene3e Cb BO3MOKHO HIpaeT poiib nuchanane Mexay anbda- u Gera-
azpeHepruyeckoii crumysiuue. Tak npu BBEICHHH NAHCHTAM anb(a-apeHOMHMETHKOB HIIH OeTa-
anpeHo610KaTopoB HAGIIOATIOCh YBETHYEHHE J/ICBALMH CErMEHTA ST. a npu BBeAeHHH anbha-
anpeHobI0KaTopoB U 6eTa-aJpeHOMHMETHKOB - €¢ YMEHBLICHUE.

Takum 06pa3oM, HeOOXOMMO HCCIIEIOBAHKE TTpe- U MOCTCHHANTHYECKOH (PYHKIHMH
CHMITATHIECKOrO | MApacHMIIaTHYECKOrO OT/IE/IOB BEreTATHBHOM HEPBHOH CHCTEMBL /ISl PELICHHS
BONPOCA, SIBJAETCS JIH 3TO MEPBHYHOI CHMIIATHYECKOH aucyHKIHeli nIH 11cOanaHcoM MeXITy STHMHU
JIByMSI OTZIEIaMH.

B sHTepaType BCTPEUAIOTCsl YKa3aHHsl Ha MOABICHHE THITHYHBIX JULs CB usmenennii Ha DK™ noz
BO3CHCTBHEM APYTHX MPUUMH IOMHMO FeHeTHUecKOi narosoriu. Tak onucanbl OpyranononodHble
wamenenus DKI y GONBHOTO BO BpeMsl JIMXOPJIKH, KOTOPBIE, OAHAKO, HE ObLTH MOATBEPKACHBI IIPH
HOPMAJTH3ALHH TEMIIEPATyPhl TECTOM C BBE/ICHHEM AHTHAPHTMHYECKHX NPENapaTon [ kmacca.
Usmenenns na DKI 1o Ty CB 6e3 KIMHAYECKHX MOATBEPXKIACHHIT CHHAPOMA MOTYT Halmonarses y
[TAIHEHTOB ¢ SKCKaBalueii rpy/AHoil KIeTKH (BEPOSTHO H3-3a XPOHHUECKOTO MOBPEKICHHS PABOTO
JKeTy04Ka), IPH reMorepHKap/c. Onucan ciyyaii pernctpauus THnuunoit st Cb OKI kapTunbl npu
OITYXOJIH CPEIOCTEHHS ¢ HOPMATH3AIHCH DK nocsie ee yaaieHust, 4To, BO3MOIKHO, CBA3AHO €O
¢/1aBJICHHEM OIYXOJIbIO BHIHOCAIIErO TPAKTA NPABOIO KEMYI0UKA. MmeroTest CoOOLIEHHUS O MOSABICHHH
npusuakos CB B np ynotpe6ienni GoMbIUIMX /103 KOKAHHA, TPHLHKIHICCKUN AHTHICTPECCAHTOB,

OJIHAKO TPY/IHO CY/HTb, ABISAETCS JIH OTO NPOSIBICHHEM CKPBITOTO CB nin npuoOpeTeHHbIMU
6pyra10no106HbIMH H3MEHEHHsIMH . B HACTOAILIEE BPEMS! OMHCAHBL CICAYIOUHE COCTOSIHUS 1

T

3a00JIeBaHHUs, BbI3bIBAIOIIIHE pr[‘ﬂllOllOJIOGHblC U3MCHEHHSL: THIICPKATTHCMMSL, UTMEPKAIbIHEMHA,



COUIIT THAMIHA, OTPARICHIC KOKAIIOM, THIICPIAPATHPEOIITIM, FHIICPTCCTOCTEPOHEMIS, O11YXOJIH
CPCAOCTEINI, APHTMOTCHIAS WMCILIAINSL NPABOIO KEIYA0UKA, HEPHKAPANT, HI(APKT MioKap/a,
crenokapans Hpiinverana, Mmexaniueckas oGeTpyKIst BLIXOASIIETO TPaKTa [PABOTO JKEJYI0UKA
OITYNOIAMIL ILTH TIPH reMonepHKape, TpoMO0IMOoIs JIErounoii apTepuu, paccanBaionias anespisma
A0PTBI, PA3IHHBIC AHOMATHH UCHTPANLHOI H BEreTATHBHON HEPBHOIT CHCTEMBI, MBILICUHAs AHCTPODHS
JUomiena, arakens dpesepuka, pniém nekapersennbix npenaparos, HuruGHpyommx HaTpHeBbie
Kanabl, TakKe Moxker Bbisbiath Ch. Jlekapersenno-nuayunposanniit Ch onucan npu jaeuenin
MCCATAZHHOM, BAFOTOHHYCCKUMI npenaparaMi, O-a/ipeHepruueckKuMi aroHHcTaMmH, B-
A1peno0IOKaTOPAMH, AHTHIHCTAMHUHOBBLIMI NIPENAPAaTaMu 1-0ro MOKOJICH S, AHTHMAJISPHITHBIMI
CPCACTBAMH, CCATHBHBIMH, QHTHKOHBYJILCAHTAMHM, HEHPOICIITHKAMH, TPH- H TETPALMKIHUECKHMMU
AHTHICTIPECCAHTAMH, TIpenapataMit TuTHs. [1o JanHbIM KCTIEPUMEHTOB in VItro H in vivo, CeKIHOHHBIX
H KJIMHHYCCKMX HCCIIC0BAHMI AHTHKOHBYJIbCAHTBI, aHTHCIIPECCAHTDI, HEHPOIEITHKH, AHKCHOTHTHKH
H HOPMOTHMHKH ¢11ocoOHbI 0J10KHpoBaTh ObicTpbie Kaanesble HERG-Kkanabl, HaTpueBble KaHasbl
(Besencrue aeexra rena SCNSA) u KanbleBble Kanalpl L-Tuna, BbI3bIBasi, TAKHM 00pa3oM,
(byHKIMOHANTBHYIO HEAOCTATOUHOCTE BCEX KAaHAIOB cepiuia. MIMeioLmecs B MeAHUHHCKOI JmTeparype
cooluenns 0 Cb, TeCHO acCONMHPOBAHHOM € PHEMOM NICHXOTPOIHBIX MPENApaToB, KACAIOTCS, B
OCHOBHOM, CYHIIM/IOB, CIIy4aeB Mepe103uPOBKH H HHTOKCHKALIMH, TO €CTh TIPH TOKCHUYECKHX J103aX
JIGKapCTBEHHBIX cpecTB (overdose).

Jlist npenynpexaenus GpuOputsunn sxemyaouxos npu Chb uenonb3yiores kaccuyeckue
AHTHAPUTMHUYECKHE Hpenaparbl, obecneunparomme apdexr B 60% ciayqaes. [eHeTnuecku
JACTEPMHHHPOBAHHOE MOPAKCHHE HATPUEBBIX KAHAIOB TCOPETHYECKH [IPE/ANOJIaraeT MEeHbLIYIO
3 dexTHBHOCTL NIpenaparoB 1-if rpymnIibl, a TakKe BO3MOKHOCTh MPOSBICHHS IPOAPHTMOTECHHOIO
sddekra npu ux ucnonbzoparni. COracHo AropuT™My (pOPMUPOBAHHMS AHTHAPHTMHUECKOM TeparuH,
H3BECTHOMY I10/1 Ha3BaHHEM «cuuUMIHaHcKHit ramouT» (Europ Heart J, 1991; 12), antuapur™MuuecKkumu
npenaparaMu, 00ecneynBaloLMMH aKTHBHYIO OJIOKa/ly HATPHUEBbIX KAHAJIOB, SBJISIOTCS HOBOKAMHAMMJL,
JM30MUPAMH/L, XHHHIMH, PHTMOHOPM, MHITypHTMall, (pIeKanHuI, dHKanHu 1. MeHee BolpakeHHOe
Onoxupyiolee 1eHCTBHE OTMEUSHO Yy JII0KAHHA, MEKCHIIETHHA, TOKAMHH/, OelpHIMIIa, BeparnaMua,
KopJiapoHa 1 003uaana. Mo)KHO Mpeanoaokuth, yto npu CB Gosiee 6e30macHo npUMEHSTh penaparbl,
He OJIOKMPYIOLIHE HaTPHEBBIE KaHAIbI, -- JHITHA3eM, OPETHIIMYM, COTAIEKC, Hao010i1 (Koprapi).

B neuenue ¢ 60% s¢)(peKTHBHOCTHIO HCIIOJIB3YIOT KOpAApOH H B-Oriokatopbl. [1pu pasBuTim
NPUCTYTIOB TaXMKapAHH () (PEeKTHBHBIM SBISAETCS BBEJEHHE H30IIPOTepeHoa. B nocieauue roas
MOSIBUI0CH c0001IeHHe 00 2(h(PeKTHBHOCTH B KITMHUYECKHX H OKCIIEPUMEHTAIBHBIX HCCIIEI0BAHHAX
npu utnTenbHoi Tepanuu Cb xuunanna, gpocdoausctepasHbIX HHTHOUTOPOB (LMJI0CTa3011),
KapJAHOCeIeKTHBHBIX OJI0KaTOpoB ToKa lto.

HanGosnee >(p(heKTHBHBIM METOIOM NPEAOTBPALICHUS PA3BUTHS KH3HEYTPOKAIOIIHMX aPUTMHH Y
60nbHBIX CB Ha CeroHsUIHu JIeHb SIBISETCS MMILTAHTALHS KapAHOBEPTEPOB-1e()HOPHILIATOPOB.

MHupoBas CTaTHCTHKA CBHAETEIBCTBYET O MMpokoM pacnpoctpaHennu Cb B mupe. Bmecte ¢ Tem
HM3Kas €ro BBIABISEMOCTD B HACTOsILIEE BpeMst B POCCHU, OUEBH/IHO, CBSI3aHa ¢ MEHBIICH OpHeHTaLHelH
Bpayeil Ha BeCh KIMHHKO-JIEKTPOKapAHOrpahuueckuii CHMITOMOKOMILIEKC, YaCTO HE HMEIOLIHH
0CcOoBEHHOCTEH B OTACIBHBIX COCTAB/ISIOLIHNX, MTO3BOJISIOLIMX YBEPEHHO IOCTABUThL AMarno3. [lostomy y
BCeX OOJIBHBIX € CHHKOMAIBHBIMH COCTOSIHUSIMU HESICHON 9THOJIOTHH, HOYHBIMH TIAPOKCH3MaMH
YAyUIbs, CJyYasMH BHE3AIHOH CMEPTH B ceMbe (0COOEHHO B MOJIOZIOM BO3PACTE U B HOYHOE BpeMsi),
runnunbiM DK -narrepHoM He0OXOAUMO HCKIIIOUMTE CHHAPOM bpyraja. Jlis 9T0ro Takum nauuenTam
creyeT npoBoauTh (hapmakosoruyeckue npooel, aunamuueckoe DKI-o6ceoBanne Kak camoro
GOLHOTO, TAK M €ro poACTBEHHUKOB, XOJITEPOBCKOE MOHHTOpHpOBaHue. Kpome Toro, ofHuM 13
HanGosiee 10CTOBEPHBIX METO0B JHArHOCTHKH Chb SIBISIETCS MOJIEKY/IAPHO-TCHETHUECKOE

ucese/0Batue.

[pornos npu Cb cepbe3tblii. BosbHbie YacTo yMHPAIOT BO BPeMst IPHCTY OB BelteacTsie MK
YacToTa BHE3AHONH CMEPTH [IPH OTCYTCTBHHU AEKBATHOIO JICUCHHUS 110 IaHHBIM PA3HBIX ABTOPOB
xoneonercst ot 10 10 40% B roj, npuyeM puck s OOJIBHBIX € MOCTOAHHBIMH H IIEPHOLHYECKHMH
namenenusamu DK spyisieTcst 0IMHAKOBbBIM.
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