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HCJIB JICKOUH. IIPCICTABUTH O630p 0ose3Hel cepaua U COCya0B, KOTOPBIC MOT'YT
COIMPOBOKIAATHCS KJIMHUKOM MoTepru CO3HAHU:A, PACCMOTPCTH OCHOBHBIC MCTOJbBI
JAUArHOCTHKHN JaHHBIX 336OHCBaHHﬁ, AaTb TMPCACTABICHUC O CTPYKTYPC H
moaxogax K nn@@epeHuHaanoﬁ AUATHOCTUKC KapAWOTCHHBIX CHHKOIIAJIbHBIX

COCTOSIHMM y I€TEU U IMOJPOCTKOB.
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CUHKONIAJIBHBIE COCTOSIHUS — OJHA W3 BaKHEUIIMX MNPOOJIeM COBPEMEHHOM
NeANAaTPUH M JETCKOW KapauOJOTHU. B KIMHHYECKOW MPaKTHKE CHHKOMAIBHBIM
COCTOSIHUEM  WJIM  OOMOPOKOM,  O0O03HayaloT  3MHU30[bl  MpeXosuiei
KpPaTKOBPEMEHHOW TIOTEPU CO3HAHUS C YTPaToll MBIIIEYHOrO TOoHYyca [8].
[maBHBIMH TIpU3HAKAMH CHHKOIALHOTO COCTOSIHHS SIBJISIFOTCSL  BHE3AITHOCTH
pa3BUTHS, KPAaTKOBPEMEHHOCTh W OOpPaTHMOCTh. lIpWYMHBI pa3BUTHS CHHKOIIE
KpaitHe MHOrooOpasusi [2,7,10,17].

Huddepennnanbaas AUMarHOCTUKA CHHAPOMOB U 3a00JieBaHWM, OJHUM W3
NPOSIBICHUI KOTOPBIX SIBISIOTCS CHUHKOMANBHBIE COCTOSTHHS, JO HACTOSIIETO
BPEMEHU OCTaeTcsl OAHOW U3 Haubonee TPYAHBIX MPOOJIEeM KIUMHUYECKOU
meaununbl [6,9,23]. IIpoBeacHHBIE HCCIICIOBAHMS TMO3BOJIMIM CACIATh BBIBOJI O
TOM, YTO CHHKOIE KapIUaIbHOTO TEHE3a SBISIIOTCS HE3aBUCUMBIM (DakTOpoM
pucka BHe3amHoil cmeptu [4,9]. JleTambHOCTH OOJNBHBIX C APUTMOTCHHBIMH
CHHKOIIC OYeHb BBICOKA. HemocpencTBEHHOW MPHUYUHOW CMEPTH TAIMEHTOB C
KapJMOT€HHBIMU CHUHKOIE SIBIISIETCS PE3KOe IMaJIeHHe CEepJIeYHOro BhIOpoca ¢
MOCJIEAYIONIMM  HapyIIEHHWEM  MO3TOBOTO  KpOBOOOpAIICHHUS. Pannss
g epeHnraIbHas TMarHoCTHKA KapAHOT€HHON MPUYHHBI CHHKOTIE ITO3BOJISICT HE
TOJNBKO CBOEBPEMEHHO HA3HAYMTh aJICKBaTHYIO Tepamuilo, HO H H30eXaTh
netanpHOro ucxona [9]. XapakTepHbIMH OCOOCHHOCTSIMH KapIUaJIbHBIX MPUYUH
CHHKOTIC y JIeTel U TIOJPOCTKOB SBISCTCA UX HU3KAas 4acTOTa B OOIIEH CTPYKType
cuHKone, He npesbinatonas 5-10% Bcex cayyaeB 0OMOPOKOB C OJJHOBPEMEHHBIM
HAIMYUEM  TOTCHIMAJbHOTO  pHUCKAa  BHE3AMHOM  KapAWalbHOW  CMEPTH.
Opranuyeckas KapAualbHas MATOJOTHUS 3aHMMAET BEAYIEEe MECTO B CTPYKType
KapAMalbHBIX CHHKOINE W, CIIEJJOBaTE€IhbHO, B TMEPBYID OUYEPEab MOJJICKHUT
uckmoueHuo [12,19]. B nogasstomnieM OOJIBIIMHCTBE CIy4acB MPU OPraHUUCCKUX
KapJMOTCHHBIX OOMOpOKaX, HapsAay C CHHKOIE, MOXXHO BBIIBUTH H JPYTYIO
KIMHUYECKYI0 CHMIITOMATHKY, a TaKXKe SIBHbIE HAXOAKU TMpH (U3HKAIBHOM U
WHCTPYMECHTAILHOM O0CIeZloBaHUH. TeM He MeHee, BO3MOXHBI Cllydau

0E€CCHMIITOMHOI'O TEUYECHHS HCKOTOPBIX CTPYKTYPHBIX KapAWaJIbHBIX 3a00JIeBaHUI

[26].
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K oprannueckum 3a0osieBaHMsIM cepAlla, MPOTEKAOMUM CYOKIMHUYECKH H
aCCOLIMMPOBAHHBIM C YacThiM pPa3BUTHEM OOMOPOKOB U BBICOKUM PHUCKOM
BHE3aITHOH CMEpTH, OTHOCHUTCS runepTpoduueckas kapauomuomnatusi ('KM) —
ayTOCOMHO-JOMHUHAHTHOE 3a0ojieBaHue c¢ pacrnpoctpaHeHHOocThio 1:500 B oOmieit
NOMYJSLUK,  XapaKTepU3yeTcsi  aCUMMETPUYHONW  rumeprpodueil  JeBOro
xenynouka. Mennenneii  nporpecc I'KM  xapakTtepu3yercs IOCTEINEHHO,
MCIIO/IBOJIb PA3BUBAIOUIUMUCS CUMIITOMaMU: Cl1abO0CThIO, OJBIIIKOM, TaXuKapauen
U kapauanrusmu  [5].  3a0oneBaHMe HEPEAKO COMPOBOXKIACTCS CHHKOIIE,
CBSA3aHHBIMH C (U3HUECKOM HArpy3Koul, ABISASCh OAHOW W3 MPUYMH BHE3AMHOU
CMEPTH BO BpeMs (DU3UYECKUX YIPAKHEHHH y AeTed U MoApoCcTKOB. YacThIMu
apUTMOTCHHBIMM TIPOSIBIICHUSMH C BO3MOXHBIM DPa3BUTHEM CUHKOMAIbHBIX
SMH307I0B COMPOBOXKIAOTCS TaKUE MOPOKU CEeplla, Kak eauHoe npeacepaue (uiu
Oonbiion  eeKT MEKIPEICePAHON MEepPEeropojKu), aTPUOBCHTPHUKYJISIPHAS
KOMMYHUKAIIMS,, AHOMAJbHBIM JpEHa)Xk JEerovYHblX BEH, a TaKXke CHUHAPOM
ONEpUPOBAHHOTO CEPJALA, AJII KOTOPOTrO XapakKTEpHbl OTCPOUYEHHBIE HAPYILICHHS
MPOBOJIUMOCTH.

BpokneHHble aHOManuu KOpOHapHbIX aptepuit B 5-13% ciywyaeB moryt
SIBJISITHCSL IPUYUHON CUHKOIIE Y BHE3AITHON CMEPTH Y JieTell 1 moapocTkoB [21,25].
3ano103pUTh BPOXKACHHBIE AHOMAJIMU KOPOHAPHBIX COCYIOB MOKHO MPU HAIUYUU
y MNalMeHTOB B aHaMHe3e OoJjied B TpyIHOW KIETKE MO THUIY CTEHOKApIUU U
CUHKOIE. XapaKTepHO pa3BUTHE YKa3aHHBIX CHUMIITOMOB BO BpeMs (pU3ndecKoi
Harpy3ku. J[MarHocTUpoBaTh AHOMAIIMU KOPOHAPHBIX COCYAOB MOKHO C ITOMOIIIbIO
Ox0KT', KoMIbIOTEpHOM, MATHUTHO-PE30HAHCHOM M KaTeTepHOU KOpOHaporpauu.
[Tomoms MoxeT okazaTh U DKI' cTpecc-recTupoBanue ¢ GU3NUECKO Harpy3Kou.

ApUTMOTreHHass TpaBoXenynoukoBas kapauomuonartus/auciiazus — (AIIK)
MOXXET SBHUThCS NPUYMHONW BHE3AIHOM KapAMAIbHOM CMEPTH Yy MOJIOABIX
cnoprcMeHoB B 22% ciydaeB [20]. Kinunudecku 3a0osieBaHHE MPOSBIISCTCS
ceplleOueHUsIMH, TOJIOBOKPYKEHUSIMHU, CUHKOIE, AaTUIUYHBIMU 3arpyJUHHBIMU
6onssmMu u aucnHod. OcHoBHbIMU OKI-mipusznakamu AIIK sBisitorcst paziuyHbie

HapylmicHus puTtMa C JIOKaHHSaLII/ICﬁ B IIpaBbIX OTACIAX CEpaLa. XCIYyOOUYKOBAs
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AKCTPACUCTOJIUS, JKENMyJIOUKOBasi TaXuKaplus, OJoKajga MpaBOMl HOXKH IydKa
I'uca, curapom Bpyrana, a Taxke oTkiIoHeHHE AekTpuueckor ocu cepana (D0C).
[Ipu DxoKI' wuccienoBanun OOHAPYKUBAIOT XapaKTEpHbIE W3MEHEHHUS MPaBBIX
OTJIEJOB cepaua.

Bposk/ieHHbIN aopTaJIbHBIA CTEHO3 HEPEIKO MPOTEKAET ACMMIITOMHO, OJHAKO
MOXXET SIBJSITbCA NPUUYMHON PEUUAMBUPYIOMIMX CHHKONE. PacmpocTpaHeHHOCTb
CTeHO3a aopTAJbHOro KjamaHa mo AaHHbiM OXOKI' CKpUHHMHra mIKOJbHUKOB
coctaBisier 0,5% [15]. V Takux nmereit umeeTcs BBICOKHH PUCK MH(EKIIMOHHOTO
DHIIOKApJUTa M BHE3amHOW cMepTu [24]. 3amomo3peH MOpPOK MOXKET OBITh MpH
HAJIMYUN XapaKTEPHOW ayCKYyJIbTATUBHOW KapTHHBI (CHUCTOIMYSCKUHN IIYM M KIIUK
U3rHAHUS, PEKE — B COYCTAHMM C JUACTOJIMYCCKUM IIYMOM pPETyprHUTAIUH), a
MOATBEPKAEH ¢ ToMoIbo OX0KI'.

JunataniioHHass KapJUOMHOINATHS MOKET OBbITh pPE3yJbTaTOM MHUOKApPAMUTA,
TSDKEJIOW aHEMHUHU, MBIIMIEYHON IUCTPOPUH, JIEKAPCTBEHHOTO MU TOKCUYECKOIO
BO3JICHCTBUSI, HO 4Yalle sBIsSeTCs uauonatudecko. KimHuuecku mposiBisieTcs
NpPU3HAKAMHU CEPJICUYHONW HEAOCTATOUYHOCTH (MPOrPECCUPYIOIINE OJBIIIKA TPH
¢u3nyueckoil Harpys3ke, OpPTOMHO?, MAPOKCU3MAIbHOE HOYHOE JHUCIHOD U
nepudpepudeckre  oreku). KaprtuHa  3a0ojeBaHMS =~ 4YacTO  JOMOJHSETCS
bopMHpOBaHMEM  pPA3NMMYHBIX  APUTMUH U MOXET  CONPOBOXKIATHCS
CUHKONAIbHBIMU COCTOSSHUSIMU. OCHOBHBIMM METOJAMH JUATHOCTUKU SIBISIOTCS
OKI u OxoKT'.

JlerouHass THUIEpPTCH3Ws TMeEpBUYHAs  (MOUONATHYECKas, CEeMEHHas WM
CIIOpaUyueCcKas) WM acCOIMMPOBAaHHAS C 3a00JICBAHUSMHU M IMOPOKAMH JICBBIX
OTZEJIOB cepAlLa, O0NE3HIMHU PECIMPATOPHOTO TPAKTA U THIIOKCUEN, XPOHUUECKON
TpOoMOOSMOONMEH, pEeryKUUel WIM CHABIEHHEM MEJIKHX COCYIOB JIETKUX
(uHTEpCTHUIIMANIbHBIC 3200JIEBAHUS JICTKUX) KIMHUYECKH TPOSIBISAETCS MOCTEIICHHO
pa3BHBaloOIIEhCs clIabOCThIO M OJBIMIKON Mpu (usmdeckoit Harpyske. [Ipu Goiee
BBIPA)KEHHOM TOBBIIICHUH JIABJICHUSI B JIETOYHOW apTepU M CHMXKCHHH (YHKIUU
MPaBOro >KeIyJAOo4YKa TMOSABIAIOTCS KapAWaIrMM WU CHUHKONE MNpu (puanyeckon

Harpys3ke, Kalcjib, aHOPCKCHA, 0oan B ZKHUBOTC, HepI/I(I)epI/I‘IeCKI/Ie OTCKHU.
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KnuHnyeckoe mpennonoxkeHue MOATBEPXKIAETCS BBIABICHUEM IOBBIIICHUS
JABJICHUS B JIETOYHOW apTepuu Npu pyTUHHOU U cTpecc-OxoKI'. Unnonatnueckuii
XapakTep JIETOYHOM  TUIMEPTEH3UM  SBISAETCA  JAMArHo30M  HMCKIIIOYEHUS,
JUArHOCTUYECKOE TECTUPOBAHUE BKIIOYAET MIUPOKUN KOMIUIEKC TECTOB.

Bo3MmoxHbI 1 60Jee pefikue opraHu4ecKkre U3MEHEHUsI cepAlla, KOTOPbIE MOTYT
MPUBOJIUTh K 3MU30JaM PE3KOr0 CHIXKEHUS CEPAEYHOT0 BBIOpOCAa C pa3BUTHUEM
CUHKOIIE. MUOKAPJAUT, MEPUKAPIUT, SHIOKAPAUT, MUTPAIbHBIA CTEHO3 C TPOMOOM
B JICBOM TpeAcCepaAuH, Omyxonu cepana (MHKcoMmMa, pabaoMuoMa) Mpu
BHYTPHIIOJIOCTHOM PACIOJIOKEHHH OmyxoJeBuaHbix Macc [3]. HeoOxomumo
MOMHUTB, YTO y JIETEH, ONEpUPOBAHHBIX MO MOBOAY BPOKICHHBIX IIOPOKOB CEPILa,
HECMOTpPS Ha BO3MOXHYIO CTaOMJIbHYIO T€éMOJAMHAMHUKY, COXPAHSETCS BBICOKUMN
PUCK Pa3BUTHS 3J0KAYECTBEHHBIX (OPM apUTMHIl C BEPOATHOCTHIO BHE3AMHOMU
CMEPTH.

ApuTMUH, SBISIONIMECS NMPUYMHAMU CUHKOIIE, B MOJABIIAIONIEM OOJBIINHCTBE
MPEICTABIICHbl TAXUAPUTMUAMH U MOTYT OBITh KaK NEPBUYHBIMH, BPOKICHHBIMHU,
TaK U BTOPUYHBIMH, TPUOOPETEHHBIMH B PE3YJIbTATE OPraHUYECKUX KapIUadbHBIX
3a00JIeBaHUI WJIM, HApUMEpP, TOKCHYECKOro/ieKapcTBEHHOro Bo3acicTeus [19].
TpyaHOCTh AMArHOCTUKU MEPBUYHBIX HAPYIIEHUUA pUTMa OOYCIIOBJIEHA UX MaJo-
WIM AaCUMOTOMHBIM TEYEHHEM M YacTO IOJIHBIM OTCYTCTBUEM XapaKTEPHBIX
OOBEKTUBHBIX JAHHBIX (QU3MKaIbHOTO ocMoTpa. IlepBuunbIe HapyILIeHus
AIEKTPUUECKOW AaKTUBHOCTU CepJilla, KaKk MpPUYMHA CHUHKOIE, BCTPEYAIOTCS Y
JIeTeil W TOAPOCTKOB peXe OpPraHMYecKOM KapAualbHOW MaTOJOTUHU U
npeacrasieHsl psaom OKI' curaApoMOB.

Cunapom ymmmHeHHoro wuHTepBama QT  (CYnMQT) —  HapymieHue
penoJisipu3alul MUOKapAa, Xapakrepusyrolieecs yanuHeHueM uHTepBasna QT u
MOBBIIIEHHBIM PHUCKOM BHE3alHOM CMEpPTH, BCJIEACTBUE OCTPOrO pa3BUTHUS
noauMopdHo#t kemymoukoBoi Taxukapauu [11]. CumrTaercs, 4YTO 4YacToTa
BcTpeyaemoctu BpoxaeHHoro CYaMQT B oOiell monynisiiuu OpUeHTHUPOBOYHO
cocrapisier 1 Ha 2500-10000 [29], nmpu sTom, mo muenuto G.M. Vincent [34], B

CHIA on sBiseTcs MPUYMHOW BHe3anmHoW KapauanbHoW cmeptu y 3000-4000
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nereit B roa. Omy6naukoBanubii B 2008 roay aHanu3 JaHHBIX MEXIYHAPOIHOTO
perucrpa, BKJIIOYABIIETO MpocnekTuBHOe HaOmoaenue 3a 3015 getbmu ¢
KoppurupoBanHbiM  mHTepBasioM QT>500 mc (International LQTS Registry)
NoKa3asl 3HauyMTeNbHOe (B 2,79 pa3a) yBelIMYCHHE PHCKAa BHE3AIMHON OCTAHOBKU
cepana 1100 BHE3AMHON KapaualbHON CMEPTH y HAOMIOIaBIINXCS MAIBYUKOB, HO
He y neBouek [22]. [Ipuuem, OAHOBpPEMEHHOE HAJIMYKME CHHKOIE B OJIMKaWIIeM
aHaMHe3e JApaMaTHYeCKH MoBbIIano puck (o 6,16 pa3 y manbuukoB u 27,82 pa3 y
JCBOYCK). ABTOpaM ynaioch mnokazaTh 53% penyKiui prcka Ipu Tepanuu [-
0JIOKaTOpaMH.

Onucano naBa kinuHuyeckux (enoruna BpoxaeHHoro CYaUQT. HaubGonee
4acTO BCTPEYAETCs ayTOCOMHO-IOMHHAHTHAs, YUCTO KapAuaibHas (opma, 0e3
JIOTIOJIHUTEIIBHBIX MPHU3HAKOB - cuHapoMm Pomano-Yopma (Romano-Ward). Pexe
BCTPEUACTCSl ayTOCOMHO-peIecCHBHas (opMa C OJHOBPEMEHHBIM HaJHMYHUEM
HEHPOCEHCOPHON TYroyXoCcTH W 00Jiee 3J0Ka4eCTBEHHBIM TCUEHHUEM - CHHIPOM
Jlxepsen u Jlanra-Huncena (Jervell u Lange-Nielsen). Heo6xoaumMo mOMHUTE U O
npuodbpereHHbix Gopmax CYaMQT. OOauraTHbI AJisi AUATHOCTHKHA CHHApPOMA
pacueT oTKIOHeHHsI uHTepBana QT OT HOPMHUPOBAHHOTO JKEJIATEIHHO MPOBOIUTH
HECKOJILKO pa3 C BPEMEHHBIMH WHTEpBajaMH, OCOOCHHO TIpH HATUYUU
JOTIOJTHUTENIBHBIX TPU3HAKOB (IMOBTOPHBIC CHHKOIE, CEMEHHas arrperarus,
HApYyIICHHWs] CJIyXa), TIOCKOJIbKY OJHOKPAaTHOC W3MEPEHHE HE MO3BOJISCT
uckimounts CYaUQT, Ttak kak cam wuHrepBan QT moaBepkKeH BIUSHHUIO
MHOTOUYMCIICHHBIX HCKKAIOMUX (DAKTOPOB: COCTOSIHMIO aBTOHOMHOW HEPBHOU
CHCTEMBI, YPOBHIO TUype3a, DJICKTPOIUTHOMY OallaHCy, PHEMY JIEKapCTBEHHBIX
MpernaparTos.

Cunapom bpyraga (Brugada syndrome) mpexacraBiasieT co0OH KIMHHKO-
DIIEKTPOKAPIUOTPAPUIECKHA CUHAPOM, XapaKTEPU3YIONMIUNCS CHHKOMATBHBIMU
COCTOSIHMSIMM W DTIM30/l1aMU BHE3aITHOW CMEPTH y TMalMeHTOB 0e3 OpraHuvecKuX
U3MEHEHUH B cep/ie, mposiBisromuiics Ha DK momgsemom cermenTa ST B mpaBbix
TPYIHBIX OTBEICHUAX M M3MeHEHHEeM Komruiekca QRS, cXOIHBIM ¢ TakOBBIM TpU

Onokane mpaBod HOXKHM Tydyka ['mca (KOTOpbie MOT'YT TPaH3MTOPHO HCYE3aTh) C
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BO3HUKHOBEHHEM Ha 3TOM (DOHE HNHU30J0B MNOJUMOPGHON KelydOUYKOBOU
TaXuKapauu ¥ GuOpmIIAIUM KenynoukoB [1]. BuesamHas cMepTh MOXKET OBITH
MEPBBIM U €IMHCTBEHHBIM KJIMHUYECKUM IPOSBIIEHHEM cuUHIpoma bpyrazna, 4yro
HaOJro1aeTcsl TpUMEpHO y onHOW Tpetu mnarmeHtoB [1,4]. MctuHHas yactoTa
CUHIpOMa  Heu3BecTHa, JgaHHble  OKI'-CKpUHHMHra  IOKa3bIBalOT  €ro
pacnpoctpaHeHHocTs B uHTepBaie 0,14-0,43% c npeobnaganvem y myxuun [1].
XKenynoukoBble TaxWKapAud M, COOTBETCTBEHHO, HAPYLIEHUsS CO3HAaHWS IIpU
cuHapoMme bpyrajga, Kak NMpaBWIO, BOZHMKAIOT BO BPEMsS OTAbIXa WU CHA, MpHU
Baryco0ycloBICHHOW OpaauKapanH.

Karexonamuneprudeckas nojauMopdHas sxenymnodkopas Taxukapaus (KIDKT)
OMUCHIBAETCA KaK 3MU30JUYECKH BO3HHUKAIOUIUME MPUCTYIBI >KU3HEYTPOKAIOUIEN
KEIYAOUYKOBOM  TaxwKapaAuu WM  GUOPWLISUUU  SKEeNyAOYKOB Ha  (oHe
HOpMalibHOTO uHTepBajga QT B OTCYyTCTBHE OpraHMYECKON KapAualIbHOU
MaTOJIOTUH M JAPYTUX U3BECTHHIX KIMHUYECKUX CHHAPOMOB. [IpHCTymbl O0OBIYHO
BO3HUKAIOT Ha (oHE (U3MUECKOr0 WIM 3MOLMOHAIBHOIO CTpecca M YacTo
BIIEPBbIE MaHU(ECTHPYIOT B JETCKOM U MOAPOCTKOBOM BO3pacTe Kak
CUHKOIAJIbHBIE ~ COCTOSIHUA. M3BECTHBI  CEMENHBIE, AaCCOLUMHMPOBAHHBIE C
HEKOTOPBIMU M3BECTHBIMU MYTAllUMsIMHU, M CIIOPAJUYECKHE CiIydau 3a00JIeBaHUS.
BHe mpucTyna apuTMHs y TaKUX MAllMEHTOB OOBIYHO HE MPOSBIISAETCS BO BpeMs
pytuaHoit OKI' wim snekrpodusuonorndeckoro uccienopanus (ODU), omHako
MOXXET OBITh BOCIIPOM3BEJIEHA MPHU MPOBEJCHUU TecTa ¢ (PU3UUECKON Harpy3kou
WM MEIMKAMEHTO3HBIX P00 ¢ BHYTPUBEHHBIM BBEJICHUEM KaT€XOJIAMHHOB.

CuHJIpOMBI TMPEXKIEBPEMEHHOIO BO30YXKIEHUS, Hampumep cuHiapoMm Boibda-
[Tapkuncona-Yaiita (BITY), Takke MOTryT OBITh aCCOUMUPOBAHBI C CHHKOIC U
puckoM BHe3amHoW cmeptu [16,28]. Cumraercsi, 4YTO 3MHM30[bI CHUHKOIC U
BHE3aIIHAs KapaIHaJlbHas cMepTh IIpu cuHapoMe BIIY cBs3aHbl ¢ BOBHUKHOBEHUEM
GUOpHMIUISIIIUK  KETyIOYKOB. 3HauuMocTh cuHapoMma BIIY, kak B03MOXXHOMU
MPUYUHBI CUHKONAIBHBIX COCTOSIHUM, OMPEAENSIETCS €r0 OTHOCUTEIBHO BBICOKOMN
4acTOTON BeTpeuaeMocTH B aerckoit momyssiiuu: 0,07-0,14% [18]. XonTepoBckoe

MOHHUTOPHUPOBAHUC CCPACHHOTO pPHUTMaA HC 00s3aTeIbHO 1 AUAarHOCTHUKHU
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cunapoma BITY, onHako MOXeT MOMOYb JJIsl BBIJEICHUS MOATPYMI MAIlUEHTOB C
0ojiee  BBICOKMM  PHCKOM IyTE€M pa3lciieHUss HWHTEPMUTTUPYIOIUX U
MEPCUCTUTUPYIOIINX BAPUAHTOB. DTOMY K€ MOKET MOCITY>KUTh U TECTUPOBAHUE C
dbuznyecko  HArpy3KoW: y TAIMEHTOB C  HMCUYE3HOBEHHEM  IPU3HAKOB
npexAeBpeMEeHHOr0 Bo30yxaeHuss npu yBenuueHun YCC pucCK CHHKONE U
BHE3aIHOM cMepTH Hike [19].

Bpoxnennbiii  cuHIpoM — ykopoueHHoro uHTepBasia QT  BcTpeuaercs
3HaunTeNbHO peske CYAUQT u xapakTtepu3yeTcss HATMYUEM CKOPPEKTUPOBAHHOTO
uarepBasia QT <0,30 cex. CBs3b MEXAYy CHUHKOME, GUOPWILIALMEH KEITYT0UYKOB,
BHE3AIHOM KapJualbHOW CMepThi0 ¢ (eHoMeHoM ykopoueHHoro QT  Oblia
POJCMOHCTPUPOBAHA B OIIMCAHUH CEPHH CIydacB, B TOM YHCie U y aereit [31].

bpagnaputmuun. [t CHHKONAJIbHBIX COCTOSHUW Y JE€TEW, B TOM YHUCIIE

aCCOIMMPOBAHHBIX C PHUCKOM BHE3alMHON CMepTH, B OOJbIIEH CTENeHH
XapaKTEepHbl MEPBUYHbIE HAPYIICHUS PUTMA IO TUIY TaXUAPUTMHUH, B TO BpeMs
KaKk TEepBUYHBIC OpaAMapUTMHUH, KakK TpPUYMHA CHUHKOIE, BCTPEUAIOTCS
OTHOCHUTEJIBHO peniko. TeM He MeHee, HeOOXOIUMO YIOMSHYTh O BPOXKJIEHHBIX, B
TOM 4YHCJIe ceMeHHBIX (hopmax cuuapoma ciaboctu cuHycoBoro ysna (CCCY) u
AV-6nokan Il u Ill crenenelt, koTopble HEPEAKO MPOTEKAIOT OECCUMIITOMHO, HO
MOT'YT TPOSIBISTHCS Pa3IUYHBIMU KIMHUYECKUMH TMPU3HAKAMH, 3aBUCSIIUMU OT
BO3pacTa peOCHKa.

XapakTepHO OCOOEHHOCTBIO BBIIIENIEPEUUCIECHHBIX MIecTH nepBuyHbIX KT -
CHUHJIPOMOB, KOTOPBbIE MOTYT BBI3bIBaTh CUHKOIIE y JETEH U MOJIPOCTKOB, SBIISICTCS
WX COMPSYKEHHOCTh C TOBBIIICHHBIM PUCKOM BHE3AITHOW CMEPTH, IIPEXKJIE BCETO 3a
CYET MapOKCHU3MAaJIbHBIX KEITYJOYKOBBIX HAPYIICHUH pUTMA. 3HAYUTEIBHO pEXe
CHUHKOIIE€ MOTYT BBI3BIBaTh U HE CBSI3aHHBIC C )KM3HECYTPOXKAIOIIMMU COCTOSTHUSIMU
apUTMUU. HA/DKETyJO0YKOBash TaxWKapaus W HW30JUpPOBaHHAs CHHYCOBas
opaaukapaus [19].

[TonaBnsitoriee OONBIIMHCTBO CHUHKOIE Y JIETEH M TMOJPOCTKOB HE CBS3aHO C
KapAUAJIbHOM TMaToJoruer. B 3TOM CBA3M, B NPAKTUYECKOM JAEATEIBHOCTH

neauaTpa-KIMHUIOUCTA BO3HUKACT HCO6XOIII/IMOCTB BBIJICJIICHHUS B O6H_ICM IIOTOKC
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MaIMEHTOB C OOMOPOYHBIMU COCTOSIHUSIMU T€X, Y KOTOPBIX KapAHaIbHBIN TeHE3
0OMOpPOKOB BBICOKOBeposiTeH (cTpaTudukanus pricka). [IoModb B 3TOM MOKET
THIATEIbHBIA aHAJIN3 aHaMHE3a C MPUIICTIBHBIM MOUCKOM “‘TMPU3HAKOB TPEBOTH,
CBUJICTEIILCTBYIONIUX O BO3MOXKHBIX KapJHaIbHBIX MPUUYMHAX CHHKOIE Y JETeH.
CemeliHbIN aHAMHE3: ClTydad paHHEH WM HeOObSICHEHHON BHE3AITHON CMEPTH;

JIMarHOCTHPOBAHHAS CEMEHHas apuTMus (HampuMep, Y/UIMHCHHBIH HHTEpBaj
QT) unu 3aboneBanue cepiana (Hampumep, KapAHOMHOIATHSA); CIydad paHHETO
uHpapkra Muokapaa B cembe (mo 45 ner). Meduyunckuii anamues nayueHma:
MOBTOPHBIC CHHKOIIE C KOPOTKHM MEXIYIPUCTYIHBIM TEpPHOAOM (HEIeIH,
MECSIIBI); JUarHOCTUPOBAHHOE OpraHuYecKoe 3a0oseBaHue cepaua;
JTUArHOCTUPOBAHHAS  KJIMHUYECKH  3HAuMMasi  apuTMUs;  MpeArojiaraeMoe
3aposneBanue cepana (caabocTh, CHUKCHHE TOJCPAHTHOCTH K  (DuU3HUECKOM
Harpyske B Omwkaiiiem aHamHe3e). OCOOEGHHOCTH CHHKOIE: CHHKome 0e3
TUMIMYHOM JJI1 Ba3OBarajibHOro OOMOpOKAa MPOAPOMBI; CHUHKOIE, BO3HHKIIEE B
TOPU3OHTAJIBLHOM TIOJIOKEHUH, JUIMTeNbHOe (MHHYTHI) OTCYTCTBHE CO3HAHWS;
CUHKOIIE MPEIIIECTBYET OLIYUIEHUE cepAueOueHusi, oJbllKka uin 00Jb B IPpyIu,
CHHKOIIC, BO3HHUKAIOIIEe BO BpeMs (PH3UUCCKOW WM SMONIMOHAIBHOU (pexe)
HArpy3K, SIHU30[bl BHE3amHOM cnaboCcTH BO BpeMs IUIaBaHUS; CHHKONE C
KJIIOHUYECKUMHU CYyOpOraMH; CHUHKOIE C HEBPOJIOTMYECKUMHU IMOCIE/ICTBUIMU,
AMU30/IbI OTCYTCTBUSI CO3HaHMS, TPEOOBABIINE PEAHUMAIIMOHHBIX JIEUCTBUH.
JlanHubie OOBEKTHMBHOTO OCMOTpa BO BpeMs MPHUCTyNa: OJEIHOCTh BO BpeMs
NpUCTYNla U pEaKTUBHAs THUIEPEeMHs] cpa3y IOCJe €ro OKOHYAHMS, IUaHO3,
O0COOEHHO BEpXHEW MOJIOBUHBI TYJIOBHUIIA, CIM3UCTBIX, HOCA, YIIEH; OJIbIIIKA,
HEPEryJIspHOCTb, OTCYTCTBHE CEpJIeYHOr0 puTMa. JlaHHBIE PYTUHHOTO U
JOTIOTHUTENIBHOTO 00CIIeIOBAaHUs: MAaTOJIOTHYECKUE CEPACUHbIE IIYMbl M TOHBI,
3HauuMble DXOKI' Haxonku; 3HaunMbie Haxoaku Ha OKI', BkIIto4as X0JITEpOBCKOE
MOHUTOPHUPOBAHUE; OTPUIIATEIbHBINA TUIT-TECT.

[Ipy Hanmuuum XOTs OBl OAHOTO M3 YKA3aHHBIX BbBILIE ‘MPU3HAKOB TPEBOTH”
TpeOyeTcss  yriiyOJieHHOe OOcCieoBaHWUE JJI HUCKIIOUYECHHUS  KapaualbHBIX

3a0ojieBanuii. B ICPBYIO OYUCPCAb, TOJIZKHBI OBITh MCKIIOYEHBI YKa3aHHBIC BBINIC,
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HanboJiee YacThie OPraHMYSCKUE U aPUTMOTEHHBIC IPUYHHBI 00MOpoKoB. S. Ritter
et a. mokasanu, 4TO COBOKYIHOCTh JAHHBIX aHaMHEe3a, (U3NKAIBHOTO OCMOTpA U
OKTI" o6namaer 96% uyBCTBUTEIBHOCTBIO JUJISL TUATHOCTUKY KapaUaIbHBIX MPUYUH
cunkonie y gereir [30]. HekoTopble aBTOpPBI pPEKOMEHIYIOT JOOAaBUTh B
00s3aTeNbHBIN IJIJAH CKPUHUHTOBOTO OOCIJIEIOBAHUS PEHTIEHOrpaQuio rpyIHON
KJIETKH, a B pacHIupeHHbId TutaH obOcnenoBanus — OIxoKI', xonrepoBckoe
MOHUTOPUPOBAHUE, TECTHI C (PU3NYECKON HArPY3KOW U IEKTPOPU3HOTIOTUYECKOE
oocnenosanre (MDON) [14]. dns quarHoctukd CCCY IHEHHBIM TUArHOCTHYECKHM
METOJIOM SBIISIETCSI TIpOBeJieHnEe (papMakosoruueckux mnpo0. YKa3zaHHBIX METOJ0B
B OOJIBIIMHCTBE CJIy4aeB BIOJHE JOCTATOYHO, YTOOBI YBEPEHHO MOJATBEPAUTH WU
UCKITIOYUTD KapuadbHbIM IreHe3 CUHKOIIE.

JlelicTBUTEIbHO, OOJIbIIAsl YaCTh aPUTMOTCHHBIX MPUYUH CUHKOIE (M3MECHEHUS
untepBana QT, cunapomsl bpyraga u mnpexIeBpeMEHHOro BO30YKIEHUS,
HApYyIICHHUS] TMPOBOJAUMOCTH) MOTYT OBITh JMArHOCTHPOBAHBI MPH aHAJIH3EC
pE3yJIbTaTOB PYTHHHOIO OKTI -rectupoBanus. B JUArHOCTHKE
UHTEPMUTTHpYIOMUX aputMuid, ocodeHHo KIDKT, odeHb mone3HbIM sBisieTCS
npoBenenue Harpy3ouHeix OKI-tectoB. Hakonern, B ciydae Hanuuus CBSI3U
CUHKONE C (PM3MUYECKOW HAarpy3Koi M B HEKOTOPBIX JIPYTUX CIydasX MOKa3aHHBIM
apngercss nposenenre DDU. Jlnsg CKpUHMHTOBOTO BBISBICHHUS OPraHUYeCKOU
KapJualbHON MATOJIOIMH HAaHOOJNBIIEH TUAarHOCTUYECKONW 3HAUMMOCTBIO 00J1a1aeT
Oxo0-KI'.  XonTepoBckoe MOHUTOPUpPOBAHHE OOBIYHO MaJlo TIOMOTraeT B
JMArHOCTHKE apUTMOTEHHBIX CHHKOIME [27], XOTS U MOXET MPUHECTH HEKOTOPYIO
MOJIb3y B CJIy4a€ YacThIX CHHKOMAJIbHBIX COCTOSIHUM, Korja YyJaeTcs
3adukcupoBaTh CcBsA3b OKI'-Haxomok ¢ 3MHM30aMH CHUHKOMNE WJIA MPEJCUHKOIE
[32]. B mocieanee BpeMs B KIMHUYECKYIO MPAKTHUKY BHEAPSIOTCS BHEIIHUE U
UMIUIAaHTHPYEMbIC YCTpoiicTBa amutenabHOd (mo0 24 wmec) 3amucu OKI ¢
BO3MOXHOCTBIO PETPOCIIEKTUBHOTO aHaIM3a cBs3u cuHkore ¢ nanasiMu DK (loop
testing). lcnonp3oBaHWE TaKUX YCTPOWCTB 3HAYMUTEIIBHO MMOBBICUT HAIIH
JUArHOCTUYECKUE U JieueOHble BO3MOXKHOCTH, OCOOEHHO B Clly4ae HESICHBIX

CHUHKOIIC C JJIMTCIIbHBIMH MCKIIPUCTYITHBIMU NHTCPBAJIAMHU [33] .
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3HAaYMMOCTh MIUPOKO M3BecTHOTrO THiIT-TecTa (tilt test) s nuddepenmansHoM
JAMArHOCTHKK  KapAWaJbHBIX CHHKONE HEOJHO3HAa4YHAa. MeTox  MO3BOJISCT
UCKYCCTBEHHO CTHUMYJIMPOBATh Ba30BarajibHbli peduiekc. XOTS THIT-TECT
o0JiajjacT BBICOKOW YYBCTBHUTEIBHOCTBIO ISl TOATBEPXKICHUS Ba30BarajbHOTO
XapakTepa OOMOPOKOB, CHEUU(PUYHOCTH €ro Ui KapJAHOTCHHBIX CHHKOIIC
JA0CTaTOuHO HuU3Kas. [IpobieMy OCIOXKHIET U HU3Kas BOCIPOU3BOAMMOCTH TECTA.
MHorue SKCHepThl HE PEKOMEHAYIOT MPOBEACHUE THJIT-TECTa NMPH HAJIUYUHU Y
HaIMeHTa XOPOIIO OUEPUCHHON KIIMHUYECKON KapTUHBI Ba30BarajbHOro 00MOpoKa
[13,32]. BmecTe ¢ Tem, naHHOE HCCIEOBaHUE MPOBOJAUTCS B paMKaX CTaHIapTa
JAMAarHOCTHKK TNPUYAH  CUHKOMAJBHBIX  COCTOSHHIA, IO3BOJSCT  YTOYHHTH
MEXaHU3Mbl Pa3BUTHUS CHUHKOMNE (MIPEXkKIE BCETO, Ba30BAraJibHbIX) U ONPEACIHUTH
TEPANCBTUUECKUN MMOAX0J B MPEIYNPESKICHUH PEUUAMBUPYIONIUX DIH3070B
CHHKOIIC.

Takum o00Opa3oM, oIpeneieHue NPUYUHBI TMPHCTYIOB TIOTEPU CO3HAHUS B
JICTCKOM BO3pacTe — TPyJAHAs KIMHWYECKAas 3ajada, PelIeHHe KOTOpOil TpeOyer
YETKUX M MMOCJICJIOBATEIIBHBIX JCHCTBUI Ha BCEX dTaNax 0OCICIOBaHMS: HAYMHAS C
aHaJM3a AaHAMHECTHYCCKUX JaHHBIX M 3aKaHYMBas TMPUMCHEHHUEM COBPEMEHHBIX
JMArHOCTUYCCKUX aaroputMoB [9].

CARDIOGENIC SYNCOPAL CONDITIONSIN CHILDREN AND

TEENAGERS: THE PROBLEM S OF DIFFERENTIAL DIAGNOSTICS

S.Y. Tereshchenko, L.S. Evert, V.A. Lytkin, E.l. Bobrova
State Scientific Research Institute for Medical Northern Problems of Siberian

Division of RAMS

Abstract. The lecture considers cardiogenic syncopes, their role in the
structure of syncopal conditions,etiology, peculiarities of pathophysiology,
classification, clinical manifestations, differential diagnostics criteria and
recommended diagnostics methods. Characteristics of main pathology and
syndromes frequently followed cardiogenic syncopes are discussed.

Key words: children, cardiogenic syncope, arrhythmia, diagnostics.
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