denepanbHOE TOCYAApPCTBEHHOE OIOKETHOE 00pa30BaTENbHOE YUPEXKACHHE
BhICIIETr0 0Opa3oBaHus "KpacHOApCKUil rocy1apCTBEHHbIN MEAUIIMHCKUAN
yHUBepcUTeT UM. ipod. B.®. Boiino-Acenenxoro"

MunucrepcrtBa 3apaBooxpanenus Poccuiickon denepannn

Kadenpa kapauonoruu, pyHKIIMOHATBEHON U KITMHUKO-TA00PaTOPHOU
nuargoctuku UITIO

3aB. kadeapoii:
J.M.H., ipodeccop Martrommus I'.B.

PE®EPAT
Cunnpom bpyraga — npeauKkTop BHE3aTHOM
CEeplIeYyHOMN cMepTH

Boimonnua:

opauHatop 1 roga ooydeHus
HNkpamoBa AHacTacus
AJekcaHIpoBHa

Kpacnosipck, 2023



Coaep:xxanue

~N o O B W0 DN -

. DIHUIEMHUOIOT U

. DTHOJOTHUS

. JIlmarnoctuka

. AuddepenumanbHas AMArHOCTHKA
. JleueHue

. 3aKII0UCHHE

. Crucok nuTepaTyphl



Cunnpom bpyrana (Cb) — 3T0 KIMHHKO-3JIEKTpOKapAUOrpaduyecKuii
CUHJIPOM, OOBEIUHSIONIUN CITydyad CUHKOMAIbHBIX COCTOSIHUN U BHE3AIMHOU
cepuaeunoit cmeptu (BCC) BeaeacTBue GaTanbHBIX KETyT0YKOBBIX apUTMUI
(momumopdHoii xxenyaoukoBoi Taxukapauu (KT), u dpubpumisaium
xenyn04ukoB (PXK)), y 001bHBIX 0€3 OpraHUYeCKUX U3MEHEHHUI CO CTOPOHBI
CEepPACYHO-COCYAUCTON CUCTEMBI U DJICKTPOJIMTHBIX HApYLIEHUH, NIEpEIatOLUNCs

Mo ayTOCOMHO-TOMHWHAHTHOMY THUITY.

ONUIAEeMHUOJOT A

B paznuuHbIX STHUYECKHUX IpyMax yactota Bcrpeuyaemoctu Ch
BapeupyeT. Haubonee yacto Chb Bctpeuaercs B crpanax FOro-Boctounoit Azuu
(Oonee 4 cinyuaeB Ha 10 Thic. HaceneHus1), a HauOosee peako - B CeBepHOU
Awmepuxke (0,03 cmyuas Ha 10 ThIC. HaceneHus ). OQHOM U3 IPUUYNH, KOTOpast B
HACTOSIIIee BpeMs MPOI0JIKAET 00CYKAAThCs, BRICOKOW PacpOCTPAHEHHOCTH
Cb B ctpanax FOro-BoctouHoii A3uu cuuTaroT 060JIbII0E COIepKAHUE KaTus B
NUIe 1 xxapkuil kimuMmat. Ha tepputopun EBporsl, a Takxke Poccuiickoit
denepalnu, 4acToTa BCTpedaeMocTH oT 1 10 3 ciaydaeB Ha 10 ThIC. HaceneHus,
yaiie HaOJIIoJaeTcs y JUI] KaBKa3CKoro 3THU4Yeckoro tuma. [IpeacraBiennbie
CTATUCTUYECKHUE NTOKA3aTEIH, IO BCEM BUIUMOCTH, TAJIEKU OT HICTUHHBIX, TaK
kak yacto Cb nporekaeT acHMOTOMHO, a IPU HATMYUKA CUMITOMATUYECKOTO
TEUYCHHSI TMATHOCTHKA 3aTPY/IHEHA B CBSI3UM C HU3KOM MH(GOPMHUPOBAHHOCTHIO
Bpayel 0 JaHHOM CHUHIPOME, a TAKKE OTCYTCTBUEM JIOCTYITHOTO MTPOBEACHUS
IF€HETUYECKOr0 UCCIIEJOBaHUS.

Haubonee gacto aToT cunapom HabmrogaeTcs cpenu myx4aud 30-40 et (B
70-80% cmyuaeB), 9To 00yCIOBIEHO, IO BCE BUIUMOCTH, 00JI€€ BRICOKON
KOHIIEHTpALMEN TECTOCTEPOHA.

KpaTkuii ncropuueckuii IKCKypc.
OtkpeiTue Cb npousonuio B 1992 roay v npuHaAIEKUT IBYM OpaThsiM,

UCIaHCKUM BpadaMm-kapauosoram [lenpo u xxo3edy bpyrana. Onu



OMyOJUKOBAIM Pe3yJIbTaThl HAOMIOICHUS 8 AIMEHTOB (6 MYX4HH U 2
KEHIMHBI) 0€3 OpraHnYeCKUX MOPAKEHUN CO CTOPOHBI CEPJIEUHO-COCYAUCTOM
CUCTEMBI, MMEBIIIMX B aHAMHE3€ CUHKONAJIbHBIE COCTOSIHMS U 3nu30161 BCC.
OO61mMMH npu3HAKaMU JaHHBIX TAMEHTOB SBJSJIACh OJI0Kaaa IPaBO HOXKKU
nyuka ['uca (BITHIII) u sneBauus cermenta ST B paBbIX IPyAHBIX OTBEACHUSIX
Ha anekTpokapauorpamme (IKI'), a taxke mapokcuszm nonumopduoit KT Bo
BpEMsI CUHKOIAJIBHBIX COCTOSIHUM. BriocneicTBuM MMIIIaH TUPOBAJIN
kapauoBeprep-aehudpumisitop (MKJL) 5 601bHBIM, OJTUH U3 KOTOPBIX YMEDP BO
BpeMsl UMIUIaHTAIMK, OCTAIBHBIM IMPOBOIUIIACH KOHCEPBATUBHAS Tepamnus OeTa-
aJpeHo0JI0KaTopaMu Ui aMuoaapoHoM. beta-aapenob610kaTopsl 1 aMUOIAPOH
HE TPOJEMOHCTPUPOBAIIU JOKA3aHHYIO 3P (HEKTUBHOCTh B CHH)KEHUU PUCKA
pa3sutusa BCC y nanuenrtos ¢ Cb.

JDTHOJIOTUSA

JlaHHBIN CUHIPOM SIBJISIETCS] TEHETUYECKU 00YCIIOBICHHBIM,
nepeaarolMcs 0 ayTOCOMHO-AOMUHAHTHOMY THUITY TpuMepHO B 50%
ceMEeWHbIX ciyyaeB. B 25% ceMelHbIX cilydyaeB TUI HACIEAOBaHUS CHHAPOMA
HesiceH, a B 15% OouibHBIE HE UMEIOT XapaKTepHOTO CEMEHHOT0 aHaMHe3a, YTo
OO0BSCHSAETCS HAIMYUEM CIIOPATUIYSCKUX MYTaIIUN.

B 1998 rogy Chen Q. ¢ coaBropamu onucanu mytamnuu B rene SCNS y
narueHToB ¢ Cb. [lannsiii ren SCNSA kogupyert CTpykTypy Oemnka o-
cyOBpeauHuIBI Na-KaHaJIOB KapInOMUOIUTOB (Jokyc 3p21, 28 sx30H0B). [1Ipu
myTaruu reia SCNSA CHIKaeTcs KOJIMYeCTBO U/UITH YCKOPSAETCS MHAKTUBAIUS
Na-kaHanoB, 4To 00yCIaBIMBAET T€TEPOTEHHOCTh PEPPAKTEPHBIX MEPUOIOB,
BCJIEJICTBHE YETO U CO3JAI0TCS MPEATOCHIIKY JI pa3BUTHUSA JKEIYAO0UYKOBBIX
apuTMUH 10 TUIY reentry. BolpaxkeHHOCTh KMHUYEeCKUX nposiBnennit Cb
MPOMNOPLHOHAIILHO 3aBUCHUT OT CTENEHH NOBpexaeHus: Na-kaHanoB. B
nocieayomeM 0buIo BeIsiBIIeHO Ooiiee 160 paznuunbix myTanuii reHa SCNSA,
YTO, 110 BCEY BUIUMOCTH SABJISIETCS OJHOUN U3 MPUYUH PA3HOOOPa3HBIX
KinHn4Yeckux nposisieHnd Cb. Myrtannu rena SCNSA Takxe MOTyT

crocoOCTBOBATH MOSBICHUIO CUHAPOMA yAIMHEHHOTO nHTepBasia Q-T (3 Tum),



IIPOrpPECCUPYIOUIEr0 HapyLIeHus MpoBoauMocTu (Oone3Hs Jlenerpa), cuaipoma
c1a00CTH CUHYCOBOTO y3J1a, aTPUOBEHTPUKYJIIPHOM OJI0Kabl, CHHApPOMA
BHE3aIIHOM JETCKOM cMepTH. B HacToslee BpeMs U3BECTHO KaK MUHUMYM €111e
yeThipe reHa (GPD1L, CACNA1b, CACNA2c, SCN4B), myTaiiiu B KOTOPBIX
MoryT npusecTH K pa3sutuio Cb. JIHK-nnarnoctruka Ha Tepputopun PO
JNOCTYyIHA MPH UccaeaoBaHnu MyTtaiuid B reHax SCNSA u SCN4B.

[ToMuMO reHeTHYecKUX HapyIIeHUH, B pa3BUTUU (haTaabHbIX apUTMHUI
npu Cb HeManyto poJib UTpaeT TaKKe BEreTaTUBHAs HEPBHASI CUCTEMA.
AKTHBaIMs TapaCUMIIATUYECKON HEPBHOW CHUCTEMBI WIIM TOPMOKEHUE
CUMIIATUYECKO SBJISIETCS MPOBOKATOPOM pa3BuTHs noaumopduoit KT u OI1
npu Cb, 4T0 00BACHSET pa3BUTHE CUHKOMAIBHBIX COCTOSTHUN MTPEUMYIIECTBEHHO
B BEUECPHUE U HOYHBIE YACHI.

Takum o6paszom, Cb siBnsiercss mpumepoM KaHasonaTtuil. Jlo cux mop
OCTaeTCs IPeAMETOM 00CYKIeHNM TOUHbIN Mexanu3M DKI -usmenenuii u
aputmorenesa npu Cb.

JlnarnocTuka

Cunnpom bpyrama MoxeT BCTpeyaThes B 10001 BO3pacTHOMU rpyIe, HO,
kak npaBuio, Cb manudectupyet B Bozpacte 30-40 jeT. Y auIy My>kCKOro moia
JAHHBIM CUHJPOM OoTMeuaeTcs B 8-10 pa3 yare, yeM y »KEeHCKOro mnosia. Puck
pa3Butusa BCC y myxuun ¢ Cb B 5,5 pa3 Baiie.

Teuenue Cb ObIBaeT ¢ ABHBIMU KIIMHUYECKUMU IPU3HAKAMHU U
acumnToMHbIM. Hanbosee yacTeiMu KIIMHMYECKUMU TposiBiieHusIMU Ch
SBIISIIOTCS : TIepebou B paboTe cepalia, yJaleHHOe cepieOneHne, 4acTo ¢
ITOCJIEAYIOIIUM CUHKONAJIIBHBIM COCTOSSHUEM, IPUCOEIUHEHUEM CYI0POT,
HapyIlIeHUEM JbIXaHUsI 1 OCTAHOBKOU cepaeuHoil aestenbHocTi. MHorna Cb
MO>KET MPOTEKATh 0€3 CHHKOII3, HO C MOSBIIEHUEM BHE3AITHOM Cl1ab0CTH,
onenHocTH 1 iepebosiMu B padote cepana. Knuanueckue nposienenus Chb, kak
MpaBUJIO, BOBHUKAIOT B BeUuepHee U HouHOe Bpems (B 93,3% ciydaeB), pexe - B
JHEBHOE BPEMs B ITOKOE. Y pslia MallMEHTOB OTMEYAETCS aCUMIITOMHOE TEUCHHE

n quario3 Cb MO>XXHO 3an0103pUTh ITPU CIIyYaWHOM BBISIBIEHUHA U3MEHECHU U Ha



OKIT («cBoeoOpazubiity noabem cermenta ST B V1-V3). @ebpunbHas
JIMXOpajiKa, IepeeaaHue, MPUEM ajJKoroiis, KOKanHa MOT'yT CIIPOBOLIMPOBATH WIIH
ycyryoutsb kinuHuueckue nposisinenuss Cb. B anamuese xu3nu y nauueHtoB ¢ Cb
cleyeT 0OpaTuTh BHUMAHUE Ha CIy4al CUHKOMAJIbHBIX COCTOSTHUMH,
conpoBoKaamuecs HapyumenueM putma, BCC y poaCTBEHHHKOB, B IEPBYIO
ouepeab MOJIOIOr0 BO3pacTa, a Takke Hanune nuarnoctupoBanHoro Cb. Ilpu
(¢u3uKanbHOM 00CIEI0BaHNH, KaK MPAaBUIIO, OTKIIOHEHUH OT HOPMBI Y JaHHOU
KaTeropuy MaIlMeHTOB HE BBISBISETCS, YTO JOJDKHO OOpaTUTh HAa ce0sl BHUMAaHUE
U CIIOCOOCTBOBATH JAAJIbHEUILIEMY TUarHOCTUYECKOMY MOUCKY.

[TepBocTenenHoe 3HaueHue B moctaHoBke quarnosza Cb umeer OKI -
IMarHocTuka u cyrouHoe monutopupoBanue IKI' no Xonrepy, KOoTopsie
MTO3BOJISAIOT BBIABUTH NMPU3HAKKU MOJHOM min HenosiHov BITHIIT B couetanuu ¢
xapakTepHbIM nogbemMoM cermenta ST B orBeaenusix ¢ V1 no V3, B ToM uncie u
IPU TPAH3UTOPHOM TedeHUU cuHpoma. B coorBercTBuu ¢ OKI'-kapTuHoii B
IpaBbIX TPYIHBIX OTBEAEHUAX BbIACTAOT TpH THHa Cb. 1-if Tvn
XapakTepusyercs deBanueit cermenTa ST paBHBIM Wi O0osee 2 MM B BHJIE
cBoja (joved type, win, 06pa3Ho, THUI «OyIbTEphEpay), MepeXoAAIIcH B
OTpHULIATENIbHBIN 3y0er] T. 2-i THIT XapaKTepu3yeTcs CeIOBUIHOM dJIeBarueit
cermenTa ST (saddle-back type), nepexonsineil B mOJ0KUTEIbHBIN HIIN
nByx(aszusbiii 3yoen T. 3-if TuI xapakTepusyertcs seBanuei cermenta ST B Buae
cBOJA WM ceuia meHee 1| MM. B HacTosIiee Bpemsi, B COOTBETCTBUU C
COTJIaCUTENIbHBIM JJOKYMEHTOM, MTOCTaHOBKa quarHo3a Chb 0e3 monomHuTembHBIX
uccie0BaHuii Bo3MoxHa rpu Hanuuuu 1 tuna OKI'-xkaptunsl. [Tpu
CUMIITOMHOM TE€4YeHUHU Hambomee yacto Becrpedaercs 1-it Tun IKI -kaptuns Chb,
MPY ACUMIITOMHOM — 2-i U 3-i THTIBI.

B cBsi3u ¢ TeM 4TO 071HO# U3 npuyuH Bo3HUKHOBeHUs Cb siBnsiercs
muchyHkirs Na-KaHaJIoB, TO N7l BepUUKAINK TUarH03a U CTpaTu()UKAITIN
pPHUCKa HUCTIONB3YIOT aHTHAPUTMUKH | Kimacca (uiexkanHamMus, aitManuH,
npokanHamua). biokatopsl Na-kaHanoB MOTYT MPOBOLIUPOBATH MaHU(DECTAIUIO

OKI'-mpusnakoB Cb, 4T0 ncnob3yercs il yTOUHEHUS JUArHO3a U



ctpartudukanuu pucka. [IpoBenenne 1aHHON TpOOBI JOJKHO MPOUCXOAUTH IPHU
MOCTOSSHHOM MOHUTOPUPOBAHUU AESITEIBHOCTU CEPIEUYHO-COCYAUCTON CUCTEMBI
Y TOTOBHOCTH K OKa3aHUIO PEaHUMALIMOHHBIX MEPONPUSITHI, B CBSI3U C BBHICOKUM
PUCKOM BO3HUKHOBEHUS (haTadbHbIX apUTMUH. JJI1 MOCTaHOBKM AMArHo3a npoda
¢ 6iokaropamu Na-kaHaJIOB MOXKET ObITh peKOMeH10BaHa nanuentam ¢ Cb co 2-
M 1 3-m tuniamu OKI -niposiBneHui, a Takxke naureHTam ¢ HopmansHo OKI' npu
HaJIMYUU KIMHUYECKUX MPU3HAKOB, MO3BOJIAIOMMX 3anog03puTh Chb.
[TooKUTENBHBIM PE3YIIHTATOM MPOOKI OYAET SIBIATHCS Y MALIUEHTOB C
Hen3MeHeHHoU nexoaHo JKI' nnu nipu 2-m u 3-m tune OKI'-kaptunel Cb
NOBBILIEHUE BOJIHBI J B a0COIIOTHOM 3HaUY€HHE Ha 2 MM U 00Jjiee B IIPaBbIX
rpyasbix otBeneHuax ¢ BITHIIT unm 6e3 Hee; a Takxke npeobpa3oBaHue 2-T10
win 3-ro tuna DK -kaptunsl B 1-it Tun. Ilpeodpazosanue 3-ro tuna IKI Bo 2-
Il TUI paclieHMBaeTCs Kak COMHUTENbHAs rpoda. [Ipexpatuth npoBeaeHue
npoOBI CIEAYET MPH MOJIOKUTEILHOM Pe3yJIbTaTe, Pa3BUTUH KEITyA0UYKOBBIX
apuUTMHI WU Ipu pactpennn komriekca QRS Gonee yem Ha 30%.
OTpunaTenbHblil pe3ynbTaT IpoObl HE SIBJISETCS OCHOBAHUEM JJIsl CHATHUS
nuartosa Cb, a MOXKeT TOJIBKO CBUAETEIBCTBOBATH O APYTOM MEXaHU3ME
BO3HUKHOBEHUS JAHHOTO CHHJPOMA.

Jlnarnoctuyeckasi IIEHHOCTh MCIIOJIb30BaHUS 3JIEKTPO(U3HOIOrHUECKOTO
uccinenoBanus (O®UN) mpu Cb B HacTosimiee Bpemst 00cyxaaercs. Y MaiueHToB
¢ Cb nipu unayuupyemoit ycroitunsoit KT Bo Bpems DU puck BCC B Teuenue
rojia B BOCEMb Pa3 BBILIE 110 CPABHEHUIO C OOIINM YPOBHEM.

I'enetnyeckoe uccienoBanre Ha npeameT myTtanuu rena SCNSA
0COOEHHO aKTyaJbHO I PAHHETO BBISBICHUS OJU3KUX POJACTBEHHUKOB C
MOTEHIMAJbHBIM PUCKOM Y MAIMEHTOB ¢ quarHoctupoBaHHbiM Ch. CemeliHoMl
nape, B KOTOpoi oAuH U3 cynpyros crpagaet Cb niam umeeT poACTBEHHUKOB €
NOJTBEPKACHHBIM quarno3om Cb, mpu miaHupoBaHUM OEPEMEHHOCTH CIIETyeT
00s13aTeIbHO MPOBECTH '€HETHUECKOE UCCIIEIOBAHNE IS OLICHKU PUCKa
poaeHus: pebeHKa ¢ CUHAPOMOM bpyraza, a Takke perieHus: Bonpoca o

TaKTHKE BeJeHUs OepEeMEHHOCTH U poAoB. [IpoBeeHne reHeTHYecKoro



UCCJIEeI0BaHUs Ha TePppUTOPUH PD BO3MOKHO TOJIBKO B KPYITHBIX TOpOAax.
Mytanuu rena SCN5SA npu Cb o6HapykuBatotcst MmeHee ueM B 30% ciydaes,
YTO YKa3bIBAET Ha BOBMOXXHOCTh HAIMYUS JPYTUX 3TUOJIOTMYECKUX (PAKTOPOB.
[IpoBeneHne reHeTHYECKOr0 UCCIIEI0BaHNS PEKOMEHTYETCSI BCEM
CUMIITOMAaTHYECKUM MaleHTaM ¢ JUYHbIM aHamMHe30M BCC 1 acuMITOMHBIM
OOJBHBIM CO CIIOHTAHHBIM WU MHAYUHMpoBaHHBIM Cb 1-ro Tuna OKI -kapTuHb! B
ClIy4ae IOJIOKUTENBHOro ceMeHoro anamuesa BCC, a Takke npu HaaIu4duu
TUCOYHKIUYA CHHYCOBOTO Yy3J1a WM OOJBIIOr0 YBEITUUCHHUS
nponomkutesnbHocTH QRS (6onee 30 mc) Ha dhoHe BBeICHUSI aHTUAPUTMHUKOB |
KJ1acca.

Hoctarouno yacto Cb conpoBokaercs psSaoM TONOJTHUTEIbHBIX
n3menennit Ha DKI' (cunnpom cnaboctu cunycoBoro y3ia, AV 6mnokans [
cTerneHu, yamHenre uareppana QT, Gubpuisus npeacepauil), Kaxxabi u3

KOTOPBIX MO OTJIEJILHOCTH HE JAa€T MpaBo 3ano03puth Chb.

JAunddepeHunajbHass ATMATHOCTHKA
Cunnpom bpyrana neooxoanmo nud@epeHnnpoBaTh, B IEPBYIO O4epeb,
¢ 0JI0KaI0M MpaBOi HOXKKH Mydka ['mca, ocTpbIM KOPOHAPHBIM CHHAPOMOM C
noabemMom cermenta ST, nepukapAUTOM, CHHAPOMOM PaHHEW PEenosipU3aliu
KEITyT0UKOB, BA30CIACTUUECKON CTEHOKap e, TpoMO0IMO0Iuel JerouyHoi
apTepuH, Nepe103UPOBKON aHTUIAEIIPECCAHTOB, SJIEKTPOJUTHBIMUA HAPYIIEHUSIMHU

(runepkanbUUEMHUs], TUTIEPKATUEMHUS ).

Jleuenne
[Tattmentsl ¢ Chb HA NPOTS)KEHUU BCEW )KU3HM, BHE 3aBUCHMOCTH OT
TaKTUKU JICYEHUsI, JOJDKHBI MOKU3HEHHO HaXOAUTHCS O] aMOYIaTOPHBIM
HaOJII0ICHUEM KapIuoJiora.
Benenue naniieHTOB ¢ ApUTMHYECKUMU CHHAPOMAaMHM ITPEINOJIaract
o1leHKY cternenu pucka pazsutus BCC. Haubonee Boicokuii puck pazputusi BCC

B TeueHue rojaa (7,7%) orMeyaeTcs y NallMEHTOB, MEPEKUBIINX (PaTaabHYIO



apuTMuUI0; Bicokuii puck (1,9%) - y maniueHToB, UMEIOIIMUX CUHKOTIE B
aHaMmHe3e; HauMmeHbInui puck (0,5%) - y acumntoMubix nanueHtos ¢ IKI -
npuszHakamu Cb 1-ro Tuna.

[Tarmentam ¢ Cb He pekOMeHayeTCsl 3aHUMAaThCs IPO(heCCUOHATBHBIM
CIIOPTOM BBUJY TOT'O, YTO PEryJisipHas pU3nyecKasi aKkTUBHOCTh MOKET MIPUBECTU
K MOBBIIICHUIO TOHYCA OJIy>K/1al0ILIeT0 HEPBAa U TEM CaMbIM YBEJIMYUTh
BEPOSITHOCTD pa3BUTHSI (haTalbHBIX APUTMUM.

B 2015 r. EBponeiickum 00111€CTBOM KapAHOJIOTOB ObUIN MPEACTABICHbI
KJIIMHAYECKUE PEKOMEH/IAINY 110 JICYEHUIO NTALIUEHTOB C JKEJIy0YKOBBIMU
HapyLICHUSIMU PUTMa U MPOPUITAKTUKE BHE3AIMHON Cep/IeYHOM CMEpTH, B
KOTOPBIX OBLIIM OCBEIICHBI BOIPOCH KOPPEKIIMK 00pa3a »KU3HU MalUEHTOB C
auarHoctupoBaHHbIM Cb, moka3aHus 1 MEIMKAMEHTO3HOM U XUPYPrUYeCKOn
tepanuu. [IpencraBieHHbIe MEPONPUITHS TIO KOPPEKIIMK 00pa3a KU3HH
BKJIFOYAIOT: HCKJIFOUECHHE MPHUEMA JIEKAPCTBEHHBIX MPENAPATOB, KOTOPHIE MOTYT
IPOBOLIMPOBATH AieBalnio cermMeHTa ST B IpaBbIX IPyAHBIX OTBEICHUSIX,
OrpaHUYeHHUEe U30BITOYHOTO YIOTPEOICHUS aJIKOTOJIsl, IepeeIaHus,
CBOEBPEMEHHBIH ITPUEM KAPOIIOHMKAIOIIMX ITPENAPATOB IIPU TUIIEPTEPMUN
mo6oit aTnonoruu. Haznauenue XMHUIMHA UM U30IIPOTEPEHONIA CIEIYeT
paccMarpuBaTh y nanueHToB ¢ Cb 175 Je4eHus: «31eKTPUYECKOro MTOPMa.
Ha3Hauenue XxvHHIMHA MOKET pACCMATPUBATHCS Y MTALIMEHTOB, UMEIOLIUX
nokaszanus K UK/I, B cnyyae korja 1aHHas mpoueaypa NpoTUBONIOKa3aHa UIn
MMEEeTCsl 0TKa3 MAIMEeHTOB, a TAaK)Ke MPU HEOOXOAUMOCTH JICUCHUS
CynpaBeHTPUKYJApHBIX aputmuid. Mmrmmanranus UK/ pekomennosana
MalKueHTaM ¢ AUarHocTupoBaHHBIM CB, KOTOpbIE MEepeKUIU OCTAHOBKY
CepICUHOI eATEIbHOCTH U/UIU UMEIOT 3aJ0KYMEHTHPOBAHHYIO CIIOHTAHHYO
ycronuuyto JKT. Ummnantanuto MK/[ cienyer paccmarpuBaTh y MalMeHTOB CO
cnnonTanHbiMU DKT -niposiBnenusmu 1-ro tTuna Cb u cMHKONAIbHBIMU
COCTOSIHUSIMM B aHAMHE3E.

B xnmuHnueckux pexkomenganusx «Kemnynoukobsie aputmum» OI'bY

«HHITHCCX nm. A.H. bakynesa» M3 P® LlenTpa Xupypruyeckoi u



MHTEPBEHIIMOHHOM apuTMoiioruu 2017 roga Takke 0CBENIEHBI BOIPOCHI
KOppEKLHHU 00pa3a >KMU3HU, KOHCEPBATUBHOTO U Xupyprudeckoro jgedeHus Chb.
[Tpu xoppekuuu odpasa >xu3Hu narueHToB ¢ Cb, moMUMoO BhIlI€yKa3aHHBIX
peKoMeHaaIui, 700aBISIETCS UCKITIOYEHNE aHTHApUTMUYECKUX TpenapatoB [C
KJacca (Britouas iiekanHua v npornadenon) u [A knacca (Bkitoyas
MPOKaWHAMUJ ¥ TU30MUPAMUT), a TAKXKE JICKAPCTBEHHBIX IIpenapaToB C
MOTEHIIMAILHO aPUTMOT'€HHBIM JEHCTBUEM, ITPEACTABICHHBIX Ha caliTe
http://brugadadrugs.org. [lokazanus Kk KOHCEpPBATUBHON TEpaIUU CXOXKH C
npeacTaBieHHbIMU B Kimunnueckux pekomenaanusx EBponerickoro oomecTra
KapauosioroB. Mranraius kapiuoBepTep-a1epuopuiisaTopa peKkoMeHI0BaHa
nanrenTam ¢ Cb, uMerommm ykazaHusi Ha S1H30/ CEPJICUHOT0 apecTa B
aHaMHe3e; CO CIIOHTAHHBIM MOABEMOM cerMeHTa ST B paBbIX TPYAHBIX
OTBEJICHUSAX B COYETAHUHU C DMHU30/1aMHU CUHKOIIE B aHAMHE3E; C
Bepudurupoannoi KT, He nmpuBeiel K OCTAHOBKE CEPACUHO-COCYAUCTOM
NEeATEITbHOCTH.

B cooTrBercTBUU ¢ pekoMeHaanusAMu KoHCyJIbTaTUBHOTO COBETA
BrugadaDrugs.org nekapcTBeHHbIE TpenapaThl pa3iesieHbl Ha 4 TPYIIbL, YTO
3HAYUTEIBHO IOMOTaeT B BEJICHUU MAIMEHTOB JaHHOM KaTeropuu. KpacHsiit
CIIUCOK: JIEKApPCTBa, KOTOPBIX CleayeT n30eraTh naiueHTaM ¢ CHHAPOMOM
bpyrana (aiimanus, aJutanvHUH, TPOKAaWHAMHU/I, TTponia(eHOH, aMUTPUITHIINH,
KJIOMHUTIPAMHUH, MPOKawH, Iporadoit u apyrue). OpaHKeBbIi CIHCOK:
Mpenapathl, KOTOPBIC KeIaTeIbHO N30eraTh maueHTam ¢ cuaapomMomM bpyrana
(aMmuomapoH, JTUI0KANH, MPOTPAHOIION, BEpanamMmi, KapOaMa3enH, KIOTHAINH,
KETaMUH, TPaMOJ0J, AUMEPOJI, MHAMaM/l, METOKJIONIPAMU/JI U IPYTHUe).
3eieHbll CIIMCOK: MpenapaThbl, KOTOPbIE MOT'YT OKa3bIBaTh AHTHAPUTMHUYECKOE
JENUCTBHE Y MALMEHTOB C CUHAPOMOM bpyrana (XUHUIUH, U30MPOTEPEHOIT).
CuHull CIMCOK: MpenapaThl, UCTIOIb3yEeMbI€ JI1 TUarHOCTUKH CUHAPOMA
bpyrana (aiimanun, npokanHamMu, GICHHUI U IPYTHE).

B nHacTosiiiee BpeMsi He CyIIECTBYET JEKApPCTBEHHBIX MPENapaToB C

TO0Ka3aHHOUM 3 PEKTUBHOCTHIO IS JieueHus anueHToB ¢ Chb, e fuHCTBEHHBIM



MeTonoM, cHrkaromuM puck pazsutusa BCC, asuserca UK. ITanuentsr ¢ MK/]
MOKU3HEHHO HAXOIATCS O] HAOMI0JEHUEM KapAuoJIora, a TakKe

Kapauoxupypra.

3akioueHnue

Cunnpom Bpyrana - 310 KIMHUKO-3JI€KTpoKapaArorpaguueckuii peHomeH,
MEpEAOIINICS IO AyTOCOMHO-AOMUHAHTHOMY THUITY U CBA3aHHBIN C BBICOKOM
BEPOATHOCTHIO pa3BuTHs (aranbHbeix apurmuii 1 BCC. Hecmotps Ha
cpaBHUTENBbHYIO peakocTs Cb B momysnsiiuu, Heo0Xo[uMa ero CBOeBpeMeHHas
JUArHOCTUKA. BOJIBIIYIO CIIOKHOCTh B IMATHOCTUKE MPEICTABISET
acuMntoMHoe TeueHne Cb. ENTMHCTBEHHBIM J10Ka3aTE€IbHBIM METOJOM JICUEHUS
Cb sBasiercs UK/, [Iporno3 npu Cb kpaiine HeOaaronpusTHbIN, J1ETaTbHOCTh
nocturaet 11-30%, B cBsI31 ¢ yeM JaHHBIM CUHIPOM MO>KHO paccMaTpUBaTh KaK

IPEAUKTOP BHE3AITHON CEPACYHON CMEPTH.
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