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KJIMHUKO-/IEKTPOKAPANOTpadUIeCcKUil  CUHAPOM,

KOTOPBbIU BKJIIOYAJI B cebsi 610Kafy MPaBOU HOMKKH
rmyuka I'ca, CTOMKY10 3/IleBallU 10 cerMeHTa ST B ITPaBbIX Py /-
HBIX OTBE/IEHUSIX U BHE3aITHOW cepedHoU cmepTH (BCC).

B HacTosiiiee Bpemsi cuHapoma bpyraza (CB) - 910 Kiau-
HUKO-9/IEKTPOKapANOrpadpriecKnii CHHAPOM, 06beJHHSIO-
LN CTy49ay CUHKOMAJIBHBIX COCTOSIHUU U BCC BC/leICTBIE
daTtanbHBIX KeMyJ0YKOBBIX apUTMUN (TOTMMOPOHON IKe-
TYAOYKOBOW TaxuKapauu - KT 1 GUOPHILISIIINY JKeTy104-
KOB - ®)K) y 60/1bHBIX 6€3 OpraHu4ecKruX U3MeHeHU I CO CTO-
POHBI CepeYHO-COCYAUCTOM CHUCTeMbl U 3MeKTPOTUTHBIX
HapylIeHUH, mepeJaloUIuiCcs MO ayTOCOMHO-IOMHWHAHT-
HOMY THILY.

B pa3TMYHBIX STHUYECKUX IPYIIIIAX 9aCTOTa BCTpeYaeMo-
ctu Cb BappupyeT. Ha TeppuTopru EBpoITbL, a Takke Poccuii-
CcKol ®enepanuu yactora Bcrpedyaemoct Cb - oT 1 10 3 ciy-
4aeB Ha 10 TbICc. HaceneHUs. B 70-80% ciy4aeB CUHIPOM
HA06JII01aeTCsT Cpeu MyK49UH 30-40 JleT. ICTUHHbBIe TI0Ka3a-
TeJId PacIpocTpaHeHHOCTH CB, 1o Bced BUJUMOCTH, JaleKu
OT TIPe/ICTAaBIeHHBIX B CBSI3M C HU3KOM MHQPOPMHUPOBAHHO-
CTBIO Bpayell 0 JAaHHOM CUH/POMe, 2 TAK)Ke OTCYTCTBUEM JI0-
CTYITHOCTH IIPOBeIeHU S TeHeTHYeCKOT0 MCCIeIOBaHU .

IIprnuuHbI pazsuTusa Cb

IpuunHOi CB SIBASIETCSI MYTalMsi TeHOB, OTBETCTBEH-
HBIX 32 CHHTE3 6eTKOB, TPAaHCIIOPTUPYIOIINX MOHBI HATPUS
B KJIETKY. 3a60eBaHMe HacJIeAyeTCs 10 ayTOCOMHO-IOMU-
HaHTHOMY THITY.

B HacTosiee BpemMsi M3BeCTHO 110 KpalHel Mepe 5 TeHOB,
OTBETCTBEHHBIX 3a pa3BuTHe Cb. MyTaliysi B TI060M M3 HUX
MOJKET ITPUBECTH K Pa3BUTHIO 3a601eBaHusl. JHK-1rarHoc-
THKa Ha TeppUTOprH PP OCTYITHA TTPU MCCTeJOBAaHUN MY-
TauU B reHax SCN5A 1 SCN4B.

B aHaMHe3e *WU3HU Y MalreHToB ¢ Ch cieayeT o6paTuTh
BHMMaHWe Ha Cy4au CUHKOMATbHBIX COCTOSTHUH, COMPO-
BOJK/IQIOIIMXCS HapylleHWemM puTma, BCC y poACTBEHHU-
KOB, B TIEPBYIO OY€peb MOIOIOTO BO3PACTa, a TaKyKe HaTH-
YHe y HUX IMarHOCTUpoBaHHOTO CB.

B snTepaType BCTpeYaeTCsi OMWCAHWE TUMWYHBIX s
Cb u3MeHeHUI Ha dJeKTpokapauorpamme (OKT) 1o Bo3-
JNeMCTBUEM Pa3lUYHbIX TPUYMH. JleKapCTBeHHO-UH/LY-
OMPOBaHHBIM CB OoNMMcaH MpH JedeHNW MecaaasuHOM, Ba-
TOTOHWYEeCKMMH  TIpenapatamu, [(-afpeHepruyecKUMH
aroHucTramw, $-afipeHo6I0KaToOpamMu, aHTUTUCTAMUHHBIM U
TpeniapaTamu I IOKOTeH! s, AHTUMaJISIPUAHBIMHU CPE/ICTBa-
MU, CeJaTUBHBIMHW, aHTUKOHBYJIbCAHTAMHW, HEHPOTENTH-
KaMH, TPU- U TETPALUKINYECKUMHU aHTUETIPeCCAaHTaMH,
TpeniapaTamMmu JUTHUS U PSJIOM IPYTHX TTperapaToB.

Knnmandeckue npoasiaeHusa Cb

Tedyenue Cb GbIBaeT C SBHBIMU KINHUIIECKUMHU prU3Ha-
KaMH 1 dCMMIITOMHBIM.

Ham6osee 9aCTHIMI TPpOABIEHUAMU Cb aBIAIOTCS: nepe-
60U B pa60Te ceplra ¥ y4alleHHoe Cep[[HeGI/IeHI/Ie, KoTOpoe
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COIIPOBOXKJAaeTCd CUHKOMAABHBIMU COCTOSTHUAMMU, CYIOPO-
ramMu, HapylleH/eM JbIXaHWUS U OCTAHOBKOU CepAeYHOH Jie-
ATEJTbHOCTH.

OCHOBHOe TIpOsIBJIEHIEe CUHAPOMA - 3TO IMapoKcu3m KT,
B GOJIBIIMHCTBE Cy4aeB COMPOBOXKAAIOUIUNCS ITOTePeH Co-
3HAHUA.

ITaueHT B OKOe (Be4epOM W/IU HOYbIO) I MOC/Ie ITPO-
BOLMPYIOIINX GAaKTOPOB OLIyLIaeT BHE3aITHOE HeJoMOoTa-
HHUe, TOMYKU B 06J1aCTU cepALa, cepAuebrenre. K1uHude-
CKasl KapTUHA MOXKeT 6bITh PaclIMPeHa Or1yHIeHHOCTBI0,
MOTANUBOCTBIO, TOJIOBOKPYXXKeHUEM, MeJIbKaHUeM MYIIeK
mepe I1a3aMM, BO3MOXKHBI IOTePs CO3HAHUS, CYLOPO-
ru. Yepes 20-30 ¢ co3HaHUe II0JTHOCTHIO BOCCTaHAB/IUBA-
ercs, HO B 11% ciay4aeB MOI'yT pa3BuUThcs @K U OCTaHOB-
Ka cepaua.

B psige ciydaeB Cb IIposgB/sieTCs ITapOKCH3MOM TaXUKap-
auu 6e3 oTepyu CO3HAHUSL. Y psija MAllUeHTOB OTMeYaeTCst
ACHMIITOMHOE Te4YeHue, U JUarHo3 Cb MOXXHO 3aIi0J03pHUTh
MNPy CIYYalHOM BbISIBJEHUM M3MeHeHUU Ha KT (xapak-
TEPHBIU MoAbeM cermeHTa ST B V,-V,).

JInxopajka, repeefaHue, IIpreM ajJIKorojis, KOKamHa MO-
TyT CIIPOBOLIMPOBATH WK YCYTYOUTh KIMHUYECKUe MPOsIB-
Jenus CB.

B aHaMHe3e XXM3HU y TauueHToB ¢ Cb caeyeT 06paTUTh
BHUMAaHMHe Ha CTy4aul CHHKOIATbHBIX COCTOSTHUIA, COITPOBO-
JKAarolecs HapyueHrueM pyutma, BCC y poICTBEHHUKOB.
CB, 110 MHEHUIO MHOTHX CIIeIIHa/JNCTOB, aCCOLUUPOBAH C
BBICOKUM PUCKOM BCC B MOJIOJOM BO3pacTe, y UL 6e3 opra-
HUYeCKUX U3MEeHeHUI KOPOHAPHBIX apTepyUil U MUOKapAa
(HeKOpOHapoTreHHasi CMePTh).

Kak IIpy HaIMYUU CUMIITOMOB, TaK U IIPU 6€CCUMIITOM-
HOM Te€YeHUHU YaCTOTa OCTAaHOBKU CepAlia B TedeHHe 3 JeT
cocTaBjisieT 0K0J10 30%.

HaTO(l)I/IBI/IOJIOFI/IH H3MeHEeHU U
Ha IKI mipu Cb

CB gB/IsleTCsl TPUMEPOM KaHaJonaTUu. IlofgaBaeHHe Io-
TOKA MOHOB Yepe3 HaTPUeBbIU KaHaJ BbI3bIBaeT reTeporeH-
HYI0 NIOTepI0 BepXYIIKU MOTeHIUala JeUCTBUS BO BpeMs
IT pa3sI B aMTMKap/ie MPaBoOTo XKeay/J09Ka, YTO BeJeT K 3Ha-
YUTENBHOU AVCIIEPCUU PETIONIPU3alivH, pedppaKTEPHOCTH,
KaK IpeJcTaB/aeHo Ha pHC. 1.

JuarHo3 Cb MoxeT ObITh 3aTPy/JHEH M3-3a MPeXOAsInuX
n3MmeHeHW Ha DKI. CKpbIThIe pOPMBI MOTYT GBITH OGHAPY-
JKeHBI BO BpeMs IPo6bI C aHTUAapUTMHUKaMU Kacca IC.

BHYTpUBEHHOE BBefeHIEe HN30IMpOTepeHo/a YMeHbIIaeT
OKI-Ipu3HaKy, a alueTU/IXO0AUHA - YBeIUYUBAET. ITa 0CO-
6EHHOCTB COIIACyeTCs C TeM, YTO cepledyHble COObITUS Ha-
CTYIIAIOT TIaBHBIM 06pa3oM B IOKOe WU BO BpeMs CHA.
JIo cUX TIOp OCTaeTCs IpeJJMeTOM 06CY X JeHUI TOYHBII Me-
XaHu3M DKT-u3MeHeHU U apuTMmoreHesa npu Cb.

9KI-pguarHocruka Cb
BbIZIeNSIOTCS ey IoNe KIWHUKO-9IeKTPOKapIuorpa-
¢dudeckne BapuaHTHI CB (TA6I. 1, pUC. 2).
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Puc. 1. MoTeHymnan peicTBUA B SNMKapAe NpaBoro
Kenypouka: a - B Hopme; 6 - npu Cb.

Ta6nuua 1. AnarHoctnyeckue Kputepum Cb.
AHomanum cermeHTa ST B V,-V,; oTBefeHMAX

3a3y6puna 3KTI- 1- Tun CB 2-itunCb | 3-itTun CB
B faze| Haokapn M3MeHeHNA
3
2 nACKaPA © TpaHcmypanbHbI
= rpagvieHT BonHa J >2 MM
Hanp:
Hopma Cb 3ybeu T OTpuuaTenbHbin +nnm +/- +
a 6 ()
Tun ST-T CBopguatbi CepnoBuaHbIN
Puc. 2. DKI-sapuantbi CB. CErmeHTa
type 1 type 3 KoHeyHas MocToAHHO Moabem Mogbem
; RPN yactb ST | oTpuuatenbHaa | 6onee 1 MM | MeHee 1 MM
AR
EERSfes
In L/,
=B I OcnoxxHeHUsIMU CB ABISIIOTCS daTanbHble HapyIIEeHWs
: ,:J ,_/ i puTMa (yeroiiumBast KT, mepexoasimias B ®XK), acUCTOMUSA U
+ |
e KJIWUHUYECKast CMepTh.
: E=ti==as
EEs B SEEAC R MuddepeHnrnaabHasg JMATHOCTHKA
V, e | 4 V-«J\Lﬁ T “;}l V_;\ 2 Cb HeO63(O,Z[I/IMOulII/I(l)(l)epeH]_lI/IPOBaTL B IIEPBYIO o4epenb
T i il 0 ¢ 6J10KaIo¥ TpaBO HOXKKU My4Ka I'Mca, OCTPBIM KOPOHap-

Tmy

BbraensioT 3 Tuila nogbema cermenTa ST npu Cb:

e 1-1 TUII: OTMEYAKTCS BbIPAXKEHHbBIW MOABEM TOYKU J,
CcBOAYATOE MU3MEHeHUe cerMeHTa ST U UHBepcus T-BoJI-
HbBI B OTBEICHUAX V, U V,;

* 2-1i TUM: PErUCTPUPYyeTCsl CeAJOBUIHBIN MOABEM Cer-
meHTa ST (6osiee 1 MMm);

e 3-11 TUII - IOAbEeM cerMeHTa ST MeHee 1 MM.

B COOTBETCTBUU C COTJIAaCUTENbHBIM JOKYMEHTOM 1-1 TUTT
OKI-M3MeHeHUU SIBJSIETCS] ToKa3aTeJbHbIM [Jisi BbICTaB-
nedus auarHosa Cb. IIo cyTH, BBIAEASIOT 2 MOPQOIOTUHN
OKTI-naTtTepHa Cb: mepBbIii - coved type («kynomoo6pa3HbIiim)
u BTOpOoi - saddle-back («cenm006pa3HbIiiy), BKIIOUAIOMIHHA B
cebs 2 1 3-1i, oITMicaHHbIEe paHee.

HexkoTopble aBTOpbI I AUArHOCTUKU CB mpejjiarator
WCITI0/1b30BaTh BbICOKME (Ha 1-2 Mexpebepbsi Bblllie) TpaBbie
TPYZHBIE OTBEICHUS.

B oTauuue OT APYTrUX BPONKAEHHBIX apUTMOTE€HHBIX
KaHaJoMmaTuM (CUHApOMa YAJUHEHHOTO uHTepBaia QT)
Cb aBafieTCs HENOCTOAHHBIM, TUNWYHbIe DKI-1Ipu3Ha-
KU MOTYT HOCUTHh WHTEPMUTTHUPYIOIMNI XapakKTep. Xa-
pakTepHble U3dMeHeHUsI JKI' 6ojiee BbIpaXkeHbl B MeEPU-
on nepes pazpuTuem KT (uam ®K) uam cpasy nocie Hee,
MOTYT TIPOBOIIMPOBATHCSA PSAAOM (PaKTOPOB (ITOIHEMOM
TeMnepaTypbl, UHTOKCUKAlIUEW, DJeKTPOJUTHBIMU Ha-
pylLIeHUusAMHU, IIPUEMOM psi/ia JeKapCTBeHHBIX IIperapa-
TOB U T.JI.).

Kpurepuu juarHocruku Cb:

* MoabeM cerMeHTa ST CHOHTAaHHBIN WJIH UHAYIIUPOBaH-
HBII B TIPaBbIX I'PY/HBIX OTBEJEHUSIX Ha 1 MM U 6ojee
(MOXKeT MeHSIThCS B Te4YeHHe HeCKOJIBKUX CYTOK);

* GJI0Ka/ia TPaBOM HOXKKM My4yKa I'ca (Mo/Hasi ¥ HeloIHast);

» 06MOpoYHbIe cocTosiHM S, KT, ®IK (BCC).

HBIM CHH/JPOMOM C TIOABEMOM cermeHTa ST, TlepUKapay-
TOM, CUHAPOMOM paHHEH pemloasipru3aniuy JKeayI0uKOB,
Ba30CMACTUYECKOM CTeHOKapauen, TpoM603M6oaven Je-
TOYHON apTepuy, TMepelo3NPOBKON aHTHU/ETPECCAHTOB,
MEKTPOTUTHBIMU HaPYLIEHUSIMU (TUTIepKaIblIIeMUsl, TH-
nepKajiruemMusi).

Jleuenue Cb

B OTeueCTBEHHBIX W €BPOMENCKUX KIUHUYECKHUX PEKOo-
MEHJIAIUSX TI0 JIEYeHUTO KeTYI0UYKOBBIX apUTMHUI U TTPO-
¢umakTrke BCC TIpecTaBieHbl MEPOITPUSITHS 110 KOPPEK-
MY 06pas3a KU3HHU /s TALIUEHTOB C TUarHOCTUPOBAHHBIM
Cb (MCKJIIOYeHWe TpuemMa JeKapCTBEHHBIX ITpernaparos,
MPOBOLIMPYIOIUX 3/eBal[i0 cerMeHTa ST B MPaBbIX I'Py/-
HBIX OTBe/IeHUAX, OTpaHUYeHHe U36BITOYHOTO YIIOTpebe-
HUSI aJKOTOJsl, TlepeeflaHus], CBOEBPEeMEHHbBIHN TTpUeM XKa-
POTIOHMIKAIOUINX ITPeNapaToB NP TUTEPTEPMHUU JTHOGOI
STHOJIOTHH), TIOKa3aHUS /ISl MeTUKaMeHTO3HOW W XUPYP-
TUYECKOU TeparuH.

B HacTosiiiee BpeMs He CYIeCTBYeT JJeKapCTBEHHBIX Ipe-
TapaToB C J0OKa3aHHOU 3)PEeKTUBHOCTHIO /ISl IeYeHUS Tia-
OMeHTOB ¢ CB; eIWHCTBEHHBIM MeTOIOM, CHWIKAIOIIUM
PHCK pa3BUTHS BCC, ABASETCS MMIJIAHTALIAST KapAUOBep-
Tepa nepuGpUILIATOPA.

HMIUTaHTaUsl KapauoBepTepa nedpubpuiisTopa peko-
MeH/IOBaHa marueHTam ¢ CB:

* UMEMIINM YKa3aHUs Ha 31130/, CEPAEYHOr0 apecTa B

aHaMHese;

* CO CMOHTAaHHBIM TOXBEMOM cermMeHTa ST B TPaBbIX
I'PYAHBIX OTBEJEHUSX B COYETAHUHU C SMMU30/laMU CHH-
KOITe B aHaMHe3e;

* ¢ BepuduIUPoBaHHOU JKT, He MpUBeILIEH K OCTAHOBKe
CepIeyHO-COCYAUCTOM eI TeNbHOCTH.

ITporHo3s nmpu Cb
ITanmeHTHI ¢ CB J0/MKHBI HAXOAUTHCS TI0[, aM6yJIaT0p—
HbIM HaﬁJIIO,Z[eHI/IEM KapaunoJsora.
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Ta6nuua 2. N'pynnbi JIMN c noTeHuManbHO apuTMOreHHbIM gelictBuem npu Cb

KpacHbin cnucok
(JIN, koTopble cnepyet
nsberartb naymeHtam c Cb)

OpaHxeBblll CNUCOK
(JIN, koTopble xxenatenbHO
nsberatb nayneHTtam c Cb)

3eneHbll CNNCOK
(1M, koTopble
MOryT OKa3biBaTb
aHTMapUTMUYeCcKoe
AenicTeue y nayneHTos c Cb)

CvHMIT CNUCOK
(JIN, ncnonbsyembie
AnAa puarHoctuku Cb)

AlmanuH, AnnanuHnH,
npokavHamug, nponadpeHoH,
AMUTPUNTUANH, KITOMUMPAaMVH,
npokaviH, nponodon u ap.).

AMMOZaPOH, NNOKaWH,
nponpaHoson, Bepanamums,
KapbamasenviH, KnoTuanuH,
KeTaMUH, Tpamagon,

XUHUAWH, n3onpoTepeHon

AManuH, npokavHamug,
dnenHna v ap.

Jumeppon, iupanamug,
MeTOKJIoNnpamug 1 ap.

K pakxTopam, yXyAIIAOIINUM ITPOTHO3, OTHOCSITCS: CITOH-
TaHHble U3MeHeHUs Ha JKI, CHHKOMAa/JbHbIE COCTOSIHUS B
aHaMHe3e, 1e610T B MOJIOIOM BO3pacTe.

BeleHve MallMeHTOB C apUTMUYECKUMU CUHAPOMaMU
npeanoiaraeT oUeHKY cTeleHU pucka pa3suTus BCC. Hau-
60JTee BRICOKHH PUCK pa3BuTusi BCC B TeueHue 1 roaa (7,7%)
OTMeYaeTCs Y TMaIUeHTOB, TIePeKUBINUX PpaTaTbHYI0 aprT-
MMUI0; BBICOKUU pUCK (1,9%) - Y TAlMEHTOB, UMEIOLIUX CHUH-
KoTle B aHaMHe3e; HANMeHBINH prckK (0,5%) - Y aCHMIITOM-
HbIX MaleHToB ¢ SKI-nipu3HakaMu Cb 1-ro TUIIa.

IMatnmerTam ¢ CBb He peKOMeH/IyeTCsI 3aHUMAaThCs ITpodec-
CHOHATBHBIM CTIOPTOM, TaK KaK TOBbITIIeHHas PpUanvecKas
AKTUBHOCTb MOXKET BeCTH K MOBBILIEHUIO TOHYCA 61y /a-
FOIIETO HepBa W YBEIWYEHUIO BEPOSTHOCTU Pa3BUTHA ¢a-
TaJbHBIX ADUTMHU .

HHbopMAaIis 0 JeKapCTBEHHBIX Tperaparax ¢ MOTeHIIH-
QJIbHO apUTMOTEHHbBIM JIEVMCTBUEM IPEeACTaBJIeHa Ha calTe
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http://brugadadrugs.org. B COOTBETCTBUU C PeKOMEeHIAITASIMH
KoHcyibraTuBHOTO coBeTa (Brugadadrugs.org) iekapcTBeHHbIe
npeniapathbl (JI11) pasaereHbl Ha 4 TPYIIIBI, YTO 3HAYUTETHHO
TOMOTraeT B BeJIeHUH NAIIMEHTOB IAHHOKM KaTeropuy (Ta6I. 2).

Bonee nodpobro uumaiime

Ha catime OMNIDOCTOR.RU: CardioCoMaTuka
Esdokumosa A.T,, JKyxonenko JI.B., = !
Ilyiickas O.A., Kuakbaesa E.B.
Cundpom Bpyzada 8 npakmuxe
spaua-kapduonoza.
Kaunuueckoe
HabnodeHue.
CardioComamuxa. .
2021; 12 (1): 54-58.
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