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PaccmatpuBatoTcs akTyasibHble MPoGaeMbl ANArHOCTUKN, IEHEHUS, MEPBUYHOM 1 BTOPUYHOM NPOMUNAKTUKM CMEPTU NPU Psiae reHETUHECKM OBYCNOBIEH-
HbIX XEeNyA04YKOBbIX apuTMuin (XKA), XxapakTepusyoLmxcs BbICOKMM PUCKOM BHE3anHoM cepaeyHor cmeptn ( BCC). MpeacTtasneHbl JaHHBIE OCHOBHbIX
KJIMHUYECKUX PEKOMEHAALMNI U NCCNESOBAHNIA, NOCBSALLEHHBIX BO3MOXHOCTU Pa3/IMYHbIX aHTUAPUTMUYECKNX NMPENAPaTOB U UMMAAHTMPYEMbIX KApAMO-
BepTepoB-aedubpunnstopos (MKA) B neveHnn XA npy apuTMOreHHON KapamoMmnonaTnm npasBoro Xenyaoyka, CMHAPOMe YKOPOYeHHoro uHtepeana QT,
cuHgpome Bpyraga, katexonaMmHeprmyeckor NoaMMopPGHON XeNya04KOBOW TaxmkapamMm U HEKOMMNAakTHOM Muokapae. MNokasaHo, 4To npumeHenne UK,
B GOMNbLUMHCTBE C/ly4aeB ABAETCA OCHOBHLIM METOA0M BTOPUYHOM npodunakTnkn BCC y naHHo kaTeropum 60nbHbIX. KpomMe aToro, oceelaeTcs pag,
OMCKYCCUOHHBIX BOMPOCOB BeAeHNst 60JbHbIX C KA Npy HEKOTOPbIX 3a601€BaHNSIX U CUHOPOMAX.

KnioueBble cnoBa: xeyno4koBble apuTMUW, BHE3AMNHAs CepAeYHasi CMepTb, 31eKTPodPpU3NoNornieckoe NccnenoBaHne, aHTMapuTMIMYeckne npenapa-
Tbl, UMMIAHTUPYEMbIE KapaMOoBepTEPbI-AedNOPUNNSTOPLI.

Zyabunin@outlook.com

Ans umtupoBaHus: ByHuH t0.A. XXenyaoukoBble apuTMUKM NPU HEKOTOPbIX 3a60NEBAHNSAX M CUHAPOMAX: COBPEMEHHbIE MOAX0Ab! K IEHEHWNIO U YyYLLEHUIO
nporHo3a xu3Hu. Consilium Medicum. 2016; 18 (10): 19-23.
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The article discusses the current problems of diagnostics, treatment, primary and secondary prevention of death in patients with genetically caused ventri-
cular arrhythmia (VA) associated with a high risk of sudden cardiac death (SCD). We showed the results of basic clinical recommendations and studies con-
cerning the possibility of different antiarrhythmic drugs and implantable cardioverter defibrillators (ICD) in the treatment of VA associated with arrhythmoge-
nic right ventricular cardiomyopathy, short QT syndrome, the Brugada syndrome, catecholaminergic polymorphic ventricular tachycardia and non-compac-
ted myocardial layer. It was shown, that ICD application, in most cases, was the main method of secondary prevention of SCD in this group of patients. In ad-

dition, we indicated the number of issues concerning the management of VA patients with several diseases and some syndromes.
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AputmoreHHas KapauomuonaTus
npasoro xenyaouka

ApUTMOI€HHAsl KapJUOMUOIATHS IIPABOIO KEIYZOUYKA
(APKMIDX) siByisieTcst 3a60JI€EBAHHUEM, XAPAKTEPUIYIOIMIUMCS
MIPOI'PECCUPYIOIIMUM ITOPAKEHUEM MHUOKAP/IA IPABOTO JKEJIy-
nouka (IDK), B ocHOBE KOTOPOI'O JICKUT 3aMEIEHHUE €TI0 MUO-
Kap/a )KMpOBO U PpuOPO3HOI TKaHbIO. HEKOTOPBIE JTaHHBIE
CBUJIETEJILCTBYIOT O TOM, YTO HE MeHee yeM y 30—-40% 605b-
HbIX ¢ APKMIDXK B maTOJIOrM4€CKU MPOIIECC BOBICKACTCA U
MHOKap/1 jieBoro xenynouka (JUK) [1]. T1o pesynsraram cospe-
MEHHBIX HMCCAEJOBAHUM, PaCHpOCTpaHEHHOCTh APKMIDK
60JIBIIIE, YEM IPEACTABIISIACH PAHEE, U COCTABIISIET B OOIIEH
nonyaanuu ot 1:1000 go 1:5000 [2]. Knuandeckue npossiie-
HU 3200JIEBAHNS, BKIIOYAs cepAlieOueHNEe, OOMOPOKH, JKEIY-
JIOUKOBYIO Taxukapauio (OKT) M BHE3aNHYyIO CEPAEYHYIO
cmepTthb (BCC), pasBuBaioTCs OOBIYHO B Bo3pacrte oT 20 10
40 net. APKMIDXK aBisercsa OJHON U3 OCHOBHBIX Tpu4YrH BCC
Y MOJIOJIBIX JIIOJIEN K CHOPTCMEHOB 10 35 s1eT. O611as cMepT-
HOCTb IIPU HEH PETUCTPUPYETCs exKeroHO B 0,08—3,6% ciyua-
eB [3]. Hecepaedynas cMepPTh U TPAHCIUIAHTALINAA CEPALIA OTME-
YaI0TCs COOTBETCTBEHHO ¥ 0,8 1 0,9% 60ibHBIX [2]. [Iporpec-
CHUPOBAHUE 3200JIEBAHUS MOKET IIPUBECTU K IIPABOKEITY/IOU-
KOBOI WM GUBEHTPHUKY/LIPHOIM XPOHUYECKON CEpIEYHON He-
nocraroyHocTty (XCH). YV 15-20% 6onbHbIx ¢ APKMIDK guar-
HOCTUPYIOTCS HAJKEIYTOUYKOBBIE APUTMUU: (PUOPUIIIAIIIS
npeacepauii (PI1), TpeneraHue npeAcepan, 04arosas npes-
cepziHas Taxukapaus. B To jxe BpeMs HapyIIEHUsS aTPUOBEHT-
PHKYJISAPHOI NPOBOJAUMOCTU BCTPEUYAIOTCHI pejgko. Kpome
APUTMHUYECKON (POPMBI 3200IEBAHUS BBIIEISAIOT CKPBITYIO
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dopmy APKMIDK (1iepBBIM IPOSIBIEHUEM €€ UHOT/]A ObIBACT
BCC) n popmy 3a601eBaHMs, KIIMHUYECKON MaHUpeCTaIUEN
KOTOPOI ABJISIETCs, B OCHOBHOM, IIPABOXKENTyJOUKOBast XCH.

JloKa3aHO HaCIeACTBEHHOE NTpoucxoxacHue APKMIDK, a B
1/2 cnygaeB 3a6071€BaHHUE HOCUT CEMENHBIN XapaKTep, repe-
JIA€TCsl, KAK IIPABHJIO, TIO AyTOCOMHO-/IOMHHAHTHOMY THITy Ha-
CIe0BaHUs (BBIABICHO 12 I€HOB, ACCOLIMUPOBAHHBIX C PA3BU-
TeMm APKMIDK). Pexxe paccMaTpuBalOTCA TAKKE IIPUYHHBI €€
Pa3BUTHA, KaK BOCIIAJIEHUE, IET€HEPATUBHBIEC U3MEHEHMA U JIP.

bonee uemy 2/3 60nbHbIX ¢ APKMIDK 11p1 CyTrO4HOM MOHH-
TOPUPOBAHUU dJIEKTPOKApAUOrpaMmbl (OKI') miu BO BpeMs
po6 € (PU3UIECKOM HATPY3KOU PETUCTPUPYIOTCS PA3TUYHBIC
JKEJTYAOYKOBBIE ApUTMUU — KA (JKEIyI0YKOBAA SKCTPACUCTO-
s — KO, ycrouupas win Heycroruusas XKT), B OCHOBHOM
ucxoaamue u3 IDK 1 noaromy nmeromue (popmMy KOMILIEKCA
ORS, HAIOMUHAIOWIYIO OJIOKAaAy JIEBOM HOXKH Iydka I'mca
(BJIH-Tum) [4]. OnHAKO y HEKOTOPBIX M3 HUX MOI'YT OBbITh KA,
UMEIOMHUE APYryio (OPpMy KeIyJJOUKOBOI'O KOMIUIEKCA (HE
BJIH-TH1).

IIpu auarnoctuke APKMITK yduThIBA€TCSA COBOKYITHOCTD
TAaK HA3bIBAEMBIX OOJIBIINX M MAJIBIX KDUTEPHUEB, ITOTy4EHHBIX
npu ananmmse OKI, Busyanusanuu nopaxensoro IDK ¢ nomo-
b0 3XOKapauorpaduu (DxoKI'), MAarHUTHO-PEZOHAHCHOH,
KOMIIbIOTEPHOM TOMOI'PA(dUU, PEHTTEHOKOHTPACTHOMN BEHT-
PUKYJIOTrpadrU, PE3YJIBTATOB IHIOMHUOKAPIUAIBHON OUOIICUN
U MOJIEKYJISIPHO-TEHETUYECKOT'O TECTUPOBAHUA [5].

Tax kak y 60sbHBIX ¢ APKMIDK Tpurrepom passutus XKA u
BCC 4acTo MOXET 6bITh YCHICHUE aIPEHEPIUYECCKON CTHMY-
JIAITAH, CBI3AHHOM C (PU3NUECKON HATPY3KOM, UM HE PEKOMEH-
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JyEeTCs y4aCTBOBATb B CLIOPTUBHBIX COPEBHOBAHUAX (K1acc I,

YPOBEHB /10Ka3aTenbCTBA C) [2]. BO3MOXKHO BBIITOJTHEHUE (DU-

3UYECKUX YIIPAKHCHHUN HU3KON MHTCHCUBHOCTH. /10 HACTOSI-

LIETO BPEMEHU MAJIO JAHHBIX 00 3(P(PEKTUBHOCTU AHTHAPUT-

MHYECKOH TEPAUN U BIUAHUU €€ HAd IIPOTHO3 OOJBHBIX C

APKMIDK. Ha OCHOBaHMU KIMHUYECKUX HAOIIOJCHUN U pe-

3yJIBTATOB JIEKTPOPUINOIOTNUECKUX UCCIefoBaHU (DDH)

OOIIENPU3HAHHBIM CYUTATIOCh HA3HAYCHHE [3-aJpEHOOIOKA-

TOPOB (B-AB), 1 OCOOGEHHO COTANOA, IPU YacTOH KD U He-

ycrortunso KT, OHaKo, 1O JAHHBIM HEKOTOPBIX COBPEMEH-

HBIX OOCEPBAIIMOHHBIX UCC/IEAOBAHNUI, AMHO/IAPOH OOIaAET

oosbmien 3(PPEKTUBHOCTBIO, YeM B-AB 1 coranol, B 1pej-

ynpesxaeHuu pazsutus JKA [6]. Ectb MHEHUE [3], YTO JaHHBIC

AHTHAPUTMHKHU CJIETyET UCIIONb30BATD C LIE/IbIO:

4) YMEHBIIEHUS KOJIMYECTBA PA3PSAJOB UMILUIAHTUPOBAHHBIX
Kapauoseprepos-aedubpuuiaTopos (MK/), HAHOCUMBIX
no nosogy KA (xracc I);

©0) yJIy4dIIEHUsI CUMIITOMOB y 00s1bHBIX ¢ APKMIDK 1 KO nnu
Heycronunso KT (knacc I1a);

B) IONOJHUTEIBHON TEPAIIUHU IIPU HEYCIIENTHOM KATETEPHOMU
abnanuu (KA) y 60JIbHBIX C pELUIUBUPYIOIICI I'€MOANHA-
muuecky cradwibHOM JKT 6e3 K] (xiacc IIb).

Kpowme Toro, B MeXayHapOJHOM KOHCEHCYCHOM 3a5ABJIEHUMN
[3] ormeuaeTcs 11e1eco06pa3HOCTb Ha3HaYeHus B-AD 6e3 Ba-
30IMIATUPYIONIErO 3(PPEKTa B MAKCUMAIBHO IIEPEHOCUMBIX
no3ax BceM 60JbHBIM ¢ APKMITJK HE3aBUCHUMO OT HAJTUYUSI
wim otcyrcTeus KA (xmacc I1a).

ITo MHEHHIO 3KCNIEPTOB EBPONENCKOro O61IECTBA KAPAHUO-
snoroB (European Society of Cardiology — ESC) [2], uMrutanTa-
nus Kapauoseprepa-aedudpwuisitopa (K/) 60abHBIM C
APKMITXK sB/1I€TC OCHOBHBIM METO/IOM BTOPHUYHOM IIPOdU-
snakTuky BCC. ITo3TOMYy OHA PEKOMEH/YETCS B CIIy4asax epe-
HEeCEHHOH (pubpruiannm Keayqodkos (PIXK) win JOKyMEHTHU-
poBanHoOM ycroruuboi KT, cCOnpoBOXKAAIOMIENHCS HApyIIE-
HUSMH I'€MOJMHAMUKHU (K1aCC I, ypOBEHD 10Ka3aTenbCTBa C), a
TaxKe 60JBbHBIM C yCTOHIUBOM JKT 6€3 3HAUHMBIX I'€MOJUHA-
MHUYECKHX PACCTPOUCTB (Kiacc Ila, ypOBEHDb JOKA3ATEIbCT-
Ba B). Heo6xoaumocTts B UK/l y 1aHHBIX 6OIBHBIX ITIOATBEP-
KpaeTcst TeM, 4To 48—78% W3 HUX B TEYEHUE OJIDKAUITNX
5 1eT HaHOCATCS pa3pAel, Kynupylomue XXT/PXK [3]. B To xe
BpeMs y 10—25% 60nbpHbIX ¢ APKMITK oTMEYaeTcss HEMOTHBU-
poBanHOe cpabareiBanue UK/, TpuunHON KOTOPOTO Yale
BCET'O SBJISIOTCS HAJKEIYJOUKOBBIE TAXUAPUTMUU. M3MeHe-
HUE IIPOIPAMMHUPYEMBIX ITapameTpos UK]I u Ha3dHauyeHue aH-
THUAPUTMHYECKUX IIpenapatos ($-Ab, ammuomapon, coTaaosr)
YACTUYHO WJIH MOJTHOCTBIO MOTYT YCTPAHUTD 3TY IPOOIEMY.
BaXXHO OTMETHTD, YTO UMIUIAHTALIMA JIByXKaMepHbIX K1, yinyu-
mas Jud@epeHIInaio Ha/PKETYTOYKOBBIX U XKETYA0YKOBbIX
TAXUAPUTMUH, IPUBOAUT K CHHYKCHHUIO KOJIMYECTBA HEOOOC-
HOBAHHO HAHOCHUMBIX Pa3PsJIOB [7].

J10 CUX TIOP OCTAETCs CIIOPHBIM BOIIPOC 06 UCIIONb30BAHUM
HK] ¢ uenpio neppudHON npoduaaktuku BCC (CMHKONAb-
HBIE€ COCTOSAHMSA, IIPEAIIONATAEMOM IPUYUHON KOTOPBIX AB-
nsercs KT, cpeHen TSXKECTU WIN TSDKENask CUCTONINYECKAs
aucdynkiuys IDK, JDK nin nx o60ux HE3ABUCUMO OT HUTUYUS
wi orcyrcTBus JKA; mapoxcusmel HeycTornuuBoi JKT). Ecinu B
EBponerickux pekomeHganuax 2015 I. 110 BEJEHUIO OOIbHBIX C
KA n npodpmnaxrrke BCC [2] nmmnanTanys K/ B JaHHBIX KIH-
HUYECKUX CUTYAIUAX CUUTAETCS HEJJOCTATOUYHO OOOCHOBAH-
HOMH, TO B MeXAyHAPOAHOM KOHCEHCYCHOM 3asBJIEHHH II0
neyeHnio APKMIDK (2015 1) 9TH COCTOAHHA OTHOCATCA K
rpymnie NpoMeXyTOYHOI'O PUCKA, U IIPH HUX PEKOMEHAYETCA
npumenenue MK/ (kracc I1a) [3]. Her pa3zHoIacuti o noBoay
HELEJIECOOOPA3ZHOCTU NPOPUIAKTUYECKON uMIIanTaruu K
601pHBIM ¢ APKMIDK nipu OTCYTCTBUM IEPEUYUCICHHBIX (PaK-
TOPOB PUCKA. TaKM 06pa30oM, IIO JAHHBIM 3KCIIEPTOB MexXay-
HAPO/IHOI'O KOHCEHCYCHOT'O 3asIBJIEHUS [3], KOTOPBIE, 110 HaIlle-
My MHEHUIO, UMEIOT JOCTATOYHYIO JJOKA3ATEIBHYIO 6a3y, [IOKa-
3aHuA 111 UMIIaHTauuy KJII onpenensoTcs CIeLyomuM 06-
paszom:
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1. ITepenecennas OXK muay reMoOAMHAMAYECKU HECTAOWIbHAS
yerorunsas KT (1 anuzon u 6osee; kiacc I).

2. TemopguHamuyecku crabunbHas ycrortunsas JKT (1 anmson
u 6osee; kiacc I1a).

3. Tspxenas cucronudeckas auchynkuus (PB<35%) IDK, JDK
WIA OOOUX HE3ABUCUMO OT HAJIMYMS UIN OTCYTCTBHA APUT-
Mui (kacc I).

4. Heycroituusas JKT, HCOObSICHUMBIE OOMOPOKHU, CUCTOINYE-
CKasi AUChYHKIUS cpeHedt TsorecT (PB 45-36%) DK, JDK
I OOOUX HE3ABUCUMO OT HAJIMYMS WK OTCYTCTBUSA APUT-
Mui (kiacc IIa).

5. UmmuntanTtanus KJI He peKOMEHYETCs ACUMIITOMHBIM 60JIb-
HBIM 6€3 (PAKTOPOB PUCKA U 30POBBIM HOCUTEJISIM T€HOB
APKMIDX (xacc III).

Beupay Toro uyro KA, tak e Kak u dpapMakoTepanus, He-
a(pdeKTUBHA B YIY4IIEHUH IPOIHO32a (CHIDKEHUE prUcKa BCC)
npu APKMIDK, oHa JO/KHA HUCIONB30BATHCS TOJBKO I
YMEHBUIEHHUA KOJIUYECTBA Pa3PsAoB, HAaHOCUMBIX MK/, rmim y
OONBHBIX € YACTO¥M CMMITOMHOM KO u neycroitunsoii JKT, ne
PEArupyomux Ha aHTHAPUTMUYECKYIO TEPAIIUIO, BKIIOYAs
amMuozapoH (kinacc Ila, yposeHnsb fokasareascTsa B) [2]. Ecin
Hea(dEKTHUBHA SHAOKApANanbHasA KA, 11€71€COO00pa3HO ITpOBe-
JleHueE anukKapauanbHou KA [3]. B psje ciydaeB aH/10- U 91IU-
KapauanbHas KA npyu APKMIDK MOT'yT BBIIIOJIHATBCS B T€YE-
HHE OTHOM IIPOLIEAYPHL

CvHApPOM YKOPOYEeHHOro uitepeana QT

JIaHHBIC O BO3MOJKHOCTH PAa3BUTHS HAPYIICHUI pUTMA
CEpALla, CBA3AHHBIX C YKOPOUYCHHUEM, 4 HE C YJIMHEHUEM UH-
TepBata Q7 (CUHAPOM YKOPOYEHHOTO WHTEpBana Q7 -
CYKQT), noSBUINCH 15 j1eT Ha3a/1 [TOCJIE OITMCAHNS CEMbBU U3
TPEX YEIOBEK, IPOJO/LKUTEIBHOCTb UHTEpBAIA QT y KOTO-
pBIx coctasisuia oT 260 1o 300 mc [8]. Hanu4uue 3Toro CuH-
JpOMa ACCOLMUPYETCA C YBEJIMYEHUEM PHUCKA IOABICHUA
npejcepaHbIx (vamie scero @IT) u xenyoukoBpix (KT /PIK)
Taxuapurmuii, a taxxke BCC. Hacnegosanue CYKQT ocy-
HIECTBJIICTCA 10 AyTOCOMHO-OMHUHAHTHOMY TUIly. K HacTos-
IIEMY BPEMEHHM U3BECTHBI MYTALIMU 5 I'€HOB, CBA3AHHBIX C
CYKQT (KCNH2, KCNQ1, KCNJ2, CACNA1C u CACNB2b).
ITepBrle 3 13 HUX KOJAUPYIOT KAJTUEBbIC MOHHBIE KAHAJIbI CEPJ-
114, 4 TIOC/IEAHUE 2 — L-THIT KAJIbIIMEBbIX MOHHBIX KaHAJIOB. Of1-
HAKO JJAHHBIE MYTAIIUN OIIPEAEIAIOTCA TOJIBKO B 20% ciy4daes
I€HETHUYECKUX UCCIIEIOBAHUM, IPOBEICHHBIX Y OOJIBHBIX C
CYKQT. Haio OTMETUTD, YTO U3MEHCHUS B TEX K€ CAMBIX 3 I'c-
HaX, OTBETCTBECHHBIX 34 KAJIMEBbIE MOHHBIE KAHAJIBL, MOT'YT CO-
MNPOBOXKIATHCA IPOTHUBOIIOJIOKHBIM JIEKTPOPUINOIOTHYE-
CKUM 3(M@EKTOM U PA3ZBUTHEM BPOXKIEHHOIO CHHJPOMA
yuymmHeHHoro unrepsaia Q7T (LOT1, LOT2 u LOT7), a onpeje-
JICHHBIC MYTAlIUU B YKA3aHHBIX BBIIIE I'€HAX, KOJAUPYIOIUX
KaJIbLIUEBbIE KAHAJIbI, MOTYT ObITb OTBETCTBEHHBIMH 34 CUH-
apoMm Bpyraaa. ITpu nposeaeHn HHBa3UBHOTO DPU y 601b-
HBIX ¢ CYKQT omnpeaensercsa ykopodeHue 3(pPEeKTUBHOTO
pedpakTepHOro NEpUOa NPEACEPINN U KETYAOUYKOB, 4 TAK-
ske nHayuupyorces KT /PXK u npeacepiHble TAXUAPUTMUU.
VYKopoueHnue unrepsana Q7 MOXeT ObITh BTOPUYHbBIM (TUIIEP-
KaJIUEMUS, TUIICPKAIbLIIUEMUS, AN 03, TUIIEPTEPMHUSL), YTO
HEOOXOJUMO YYUTHIBATD IIPU JUATHOCTUKE IIEPBUYHOIO, T€-
HETUYECKHU JIeTepMUHUPOBaHHOTO, CYKQT. 3a6051€BaHMu€E CO-
IPOBOX/AAETCS BBICOKOM JIETAJIbHOCTBIO BO BCEX BO3PACTHBIX
rpynmax 00JIbHBIX, BK/IIOUYas geTeld. bonee 40% cmeprer npu-
XoAnTCS Ha Bo3pact 10 40 ner [9]. Cunapom CYKQT nuarHo-
CTHUPYETCSA NPU NPOAO/LKUTEIBHOCTH KOPPETMPOBAHHOTO
unrepsana QT, pasHoro unu menee 340 mc (xk1acc I, yposeHb
JlokazarenbeTsa C). DTOT CUHAPOM JIOJDKEH OBITh 3a110/I03PCH
y OOJIBHBIX C IPOJOJBKUTEIBHOCTBIO KOPPETUPOBAHHOI'O UH-
tepBaia QT 350—360 MC B CJIy9asiX COYCTAHUS €O C TTOJIOKH-
TEIBHBIM PE3Y/ABTATOM MOJICKY/ISIPHO-T€HETHIECKOTO 0OCe-
JIOBAHMUS, IPU HATUUUHU Yy OJIU3KUX POJCTBEHHUKOB CYKQT
nnu BCC B Bozpacte 10 40 s1eT, a TAKKE Y MAIUCHTOB, IIepe-
HECIHINX OCTAaHOBKY KpoBoob6pameHus (PXK/KT), B orcyr-
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CTBUE OPTAaHUYECKOTO NMOPAXKEHUA cepauna (xkiaacc Ila, ypo-
BEHb JI0Ka3aTenbCcTBa C) [2].

Wmnnanranua K npu CYKQT pekomMeHayeTcs 60IbHBIM,
BBDKUBIIUM IIOCJIE OCTAHOBKU KPOBOOOPAIIECHUS UIU UMEIO-
UM JOKYMEHTUPOBAHHYIO CIOHTAHHYIO ycTOHuuByio JKT
(xnacc I, ypoBens fokazarenbcrsa C) [2]. HacToTa penunBOB
OCTAaHOBKH KPOBOOOPAIIEHNs y OOIBHBIX, IEPEHECIINX €€ Pa-
Hee, cocrasngeT 7o 10% B roj [10]. B TO e BpeMa MHAYKIIL
KA ¢ moMoupio MUHBA3UBHOIO DPU HE ABIAETCH IOKA3aHHUEM
g npumenenus MK (knacc 11, yposeHs foKka3atenbcrsa C)
[2]. OnrrrMasbHas CcTpaTerus nepBudHoON npoduaakruky BCC
npu CYKQT 10 CHUX HOP OCTAE€TCS HEACHOHU. XMHUJIUH YBE-
JIMYMBAET NIPOJOJIKUTEIBHOCTD uHTEpPBana Q7, pedpakrep-
HBIH IEPHOJ, KEJIYAOUKOB U NIPEJOTBPAIAET MHIYKIIHIO JKEITy-
JIOYKOBBIX TAXUAPUTMUH, HO €0 poiib B Ipoprnakruke BCC
IpU JIUTEIBHOM IHNPHUMEHEHUM M3YYCHA HEJOCTATOYHO.
V 60npHbIX ¢ CYKQT, TPUHUMAIOIUX XUHUJUH, HEOOXOAUMO
MOHUTOPUPOBAHUE UHTEPBAIA QT /I NPEJOTBPALIEHHS €I'0O
POAPUTMHUYECKUX 3P DEKTOB. Ellle MEHbIIIE JJAHHBIX O 3HA4Ye-
HHUU COTa10/1a B npodunakruke BCCy 310 kaTeropuu 60/b-
HBIX. DKcnepThl ESC [2] OTHOCAT NIPUMEHEHNE XMHUUHA U CO-
TAJI0J1A JUIsI HEPBUYHOM (ACUMITTOMHBIE 60sbHBIE ¢ CYKQOT, ¥
OGIM3KUX POJCTBEHHUKOB KOTOPBIX 66114 BCC) 1 BTOPUYHOI
npodunakruku BCC (6osnbHble ¢ CYKQT, UMEIOIIHE TOKA3a-
Hus K MK], HO OTKa3bIBAIOIINECS OT HETO, WIN IIPU OTCYT-
CTBUM BO3MOXXHOCTU €TI0 HMMIUIAHTALMU) K IOKA3aHUAM
IIb knacca (1monb3a/aPPHEKTUBHOCTD UMEIOT HEJOCTATOUYHO
JIOKA3aTENBLCTB) [2, 10].

Cunppom Bpyrapa

Cunzipom bpyraja umeer Haub0JIbIIEE PACIIPOCTPAHEHUE B
crpaHax IOro-Bocrounort Azun. Ha OununnuHax u B InoHun
ero yacrora gocraraer 0,5—-1:1000 [10], a B EBpone u CIIA —
TONMBKO 1:5000—10 000 [11]. On B 8—10 pas yale BCTpeYaeTCca
Y My’>KUMH, 4EM Y XKeHIHUH. CUHIpOoM Bpyrajia HacaeayeTcs no
AyTOCOMHO-JJOMUHAHTHOMY TUIly. C HUM 4CCOLIMUPYETCH 11a-
TOJIOTHA B 12 reHax, HO B OCHOBHOM OIIPEJEJIAIOTCH TOJIBKO
2 n3 Hux (SCN5A 1 CACN1AC). Pe3ynsraTbl FeHOTUITMPOBAHUA
HE BJIMAIOT HA IIPOTHO3 U BBIOOD JIEYEHUsI CUHIpoMa bpyraza.
Kusueonacusie JKA (monumopduas JKT — IIMXKT /DPIK), kak
NPABUJIO, PETUCTPUPYIOTCA B IIOKOE MJIM BO CHE, PEAKO —
BO BpeMs (PU3UUYECKOHN HATPY3KH, y OOJIBHBIX B BO3PACTE
30-50 seT. OHU PA3BUBAIOTCA EXEIOIHO Y 1% aCUMIITOMHBIX
OOJIBHBIX, V 3,2% 60JIbHBIX — C OOMOPOKaMHU Uy 13,5% 60J1b-
HBIX — C aHAMHE30M OCTAHOBKM KpoBooOpaieHus [12]. Jluxo-
paaxa, nepeeganme, YpesMepHoOe ynoTpebIeHrue aIKOTOIA
MOTYT OBITb TPpUTTEPAMU pa3BuTHs IIMIKT.

DneKTpoPU3NOJIOIMIECKON OCHOBOH PA3BUTUS XKETYIOUYKO-
BBIX TAXMAPUTMUH IPU CUHAPOME Bpyraza siBsercs aucep-
CHSI PENOIAPUIAIUN MEXTY CYOIHJOKAPUAIbHBIMU U Cy6-
3MUKAPAUAIBHBIMU OTJI€/IAMU MUOKAP/IA, YTO CO3/JAET YCJIO-
BUS JUI1 BOBHUKHOBCHMUA re-entry.

Omnucansbl 3 Tuna udaMmeHeHut OKI B orBeicHUsAX Vi— Vs, Xa-
PAKTEPHBIX I JAHHOI'O CHHIPOMA:

* 1-11 — mogbeM cermenTa S7 10 KpariHel Mepe Ha 2 MM B BU/ZIE
CBOJA, IEPEXO/AINNI B OTPULIATEIbHBIHN 3y6el] 7,

* 2 U 3-1 («CeNIOBUAHBIE») — MTOABEM cermeHTa ST ¢ mocie-
JVIOIIEN €TO JETIPECCUE, TEPEXOAANINI B IIOJIOKUTEIbHBIN
3ybery 7' (2-11 TN — IOA’bEM CEIMEHTA S7>1 MM, 3-11 — TOAbEM
cermeHTa ST<1 MM).

INogoo6usle uamenenus DK B JIEBBIX I'PYAHBIX OTBEACHUAX
(V4—Vs) HEXAPAKTEPHBI 1A CUHAPOMA bpyraza, moTromy 4To
IIPU HEM CHEIU(PUUIECKHUE INEKTPOPUNOIOTNUECKUE HAPY-
LIECHUS B OOJIBIICH CTENICHU IpeacTasieHsl B IDK. Mi3ameHenus
OKTI npu cunapoMe Bpyraza MOryr HOCUTb HIPEXOAAINN Xa-
paxrep. [J1g yTOYHEHMS JUArHO3a PEKOMEHYETCS BHYTPHUBEH-
HOE BBEJIEHHE OJIOKATOPOB HATPUEBBIX KAHAJIOB (HOBOKAUHA-
My, PIIEKAUHU/L, AUMAJIMH) — YBEJIMYEHHE ITO/bEMA CETMEHTA
ST. IIpaBWIBHOE PACHOJIOXKEHHUE 3JIEKTPOAOB HA I'PYAHOU
KJIETKE UMEET BAKHOE 3HAYEHHE B OLIEHKE U3MEHEHHI KOHEY-
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HOM 9aCTH JKETyJOYKOBOIO KOMIIIEKCA B IPABBIX I'PYJAHBIX OT-

BEJCHUAX.

Cunzipom Bpyrazsa AuarHoCTUpPyeTCst y GOMBHBIX CO CIIOH-
TaHHBIM WJIHA CIIPOBOLIMPOBAHHBIM IIEPEYNCIEHHBIMU aHTH-
APUTMHUKAMU NTOAbEMOM cerMenTa ST (1-11 TiIn) Ha 2 MM U 60-
JIe€ B IIPABBIX I'PYAHBIX OTBEACHUAX (KJIACC I, ypOBEHD JOKA3a-
TenbcTBa C) [2]. B neyenun 60JbHBIX C CHHAPOMOM bpyraja
BAKHOE 3HAYEHUE NPUHAIEKAT MOJU(PUKAIINN 06PA3a K3~
nu [2, 10]:

1) HE NPHMHUMATD JIEKAPCTB, KOTOPBIE MOT'YT CIIPOBOLIMPOBATH
NOoAbEM CerMeHTa ST B IPABBIX I'PYJHBIX OTBEJAEHMAX
(www.brugadadrugs.org.);

2) n3beraTb Ype3MEPHOTrO yIOTPEOIECHUS AJIKOTOJL, IIepeeia-
HUS,

3) O6BICTPO CHMXKATH MOBBIIIEHHYIO TEMIIEPATYPY TEJIa, UC-
MOJIb3Ysl aHTUITHUPETHYECKHE JIEKAPCTBA (KIacc I, ypoBEHD
JlokazaresnbcTsa C).

ITo-npekxHeMy OCHOBHBIM METOJOM JIEYEHHUS JKEJIyJOUYKO-
BBIX TAXUAPUTMHUM IIPU CUHIpOME Bpyrajia ocraercs nMiuviaH-
Tarus KT [2, 10]. OHa nokasaHa 60/IbHBIM, BBIKHBIITHUM I1OCIIE
OCTaHOBKH KPOBOOOPAIEHUA U C JJOKYMEHTHPOBAHHON CIIOH-
TaHHO ycrorrunBoi JKT (kacc I, ypoBeHb 10Ka3aTenbCersa C),
4 TAKXKC UMCIOIHUM CUHKOITAJIBHBIC COCTOAHUA ITPYU HAJTTMYNN
CIIOHTAHHOT'O (HEUH/IYIITMPOBAHHOIO) MO /beMa cermenTa ST
1-ro Tuna na OKTI (kracc Ila, yposens gokaszarennscrsa C). He
IIOJIy4E€HO YOEAUTENbHBIX JOKA3ATEIbCTB IIPOTHOCTUYECKOTO
3HAYEHUA MHAYKIMU XKU3HeonaCHbIX YKA (ITMXKT /DK) npu
sHyrpucepjgeunom OOPU [13], noaromy umiianranus K B
3TUX KIMHHUYECKUX CUTYAIIMAX, BEDOATHO, HEEJIECOOOPA3HA
(xnacc IIb, yposens jjokasarenscrsa C) [2, 10].

Pexomenpmauuu ESC (2015 1) [2] HOATBEPKIAIOT MHEHHE
skcnepToB HRS/EHRA/APHRS (2013 1) [10] 0 BO3MOXHOCTHU
HCTIOJIb30BAHUA XMHW/IMHA Y GOJIbHBIX C MOKA3aHUAMH K UM-
mwianTauuy KJI npu oTKase OT Hee WIU HEBO3MOXHOCTHU BbI-
TOJTHEHUS JIAHHOM MTPOLIE/IYPBI, 4 TAKXKE /IS JIEYCHUS HaJIKE-
JIyJOYKOBBIX apuTMUN (K1acc Ila, yposeHsb foKkasarenbersa C).
KpoMme Toro, u3onpoTepeHONI U XUHUIHUH MOTYT ObITh IPHME-
HEHBI Y OOJIbHBIX C CHHAPOMOM Bpyraja B cily4asx pa3sBUTHA
APUTMHUYECKOTO ImTOopMa (6osee aByxX anu3onoB KT/DXK B
TeueHue 24 4; kiacc Ila, yposeHns pokasarenbcersa C). He nosy-
YEHO JIOKA3ATEAbCTB MOJOKUTENbHOTI'O BIUAHUSA STTUKAPH-
AJIbHOM abyanuu B 061aCTH BbIHOCAIEro Tpakra IDK Ha
YMEHBIIEHUE KOJINUECTBA XKEJTYAOUKOBBIX TAXUAPUTMHUE ITPU
cunapome bpyraza.

KaTtexonamunepruyeckaa NMVOKT

Karexonamunepruueckas [IMXKT (KITMJKT) asnaerca Ha-
CJICCTBCHHBIM 3200JICBAHUEM, IIPH KOTOPOM Pa3BUBACTCA
JIByHaIlpasjicHHAsd Wiy aApyrue suasl IIMJKT. PactipocTpaHeH-
HocTb KITMJKT cocrasmsier 1:10 000 [14]. KnuHuueckue mnpo-
ABJIEHMS JIAHHOI'O 3200/IEBAHMA OTMEYAIOTCSA JIOBOJIbBHO PAHO
(KaK npaBwio, B riepsbie 10—20 JIET JKU3HM ), COIIPOBOXKAASACH
BBICOKMM puckoM BCC. Ilpu o6cnenoBaHund OOJIBHBIX C
KITMJKT He BBIABISETCS CTPYKTYPHBIX IOPAKEHUN MHUOKap/1a
n usmeHenuil OKI' B mokoe. [IMJKT u (3HAYUTEIBHO PEXKE)
HNPpEACEPAHBIC TAXUAPUTMHUU IPOBOLUPYIOTCS (PUUUCCKON
HaIPy3KOI WIN SMOLIMOHAIbHBIM CTpeccoM. Hacto (40-50%)
MEPBBIMHU CUMIITOMAMHU 3400JIEBAHUS SIBISIOTCS OOMOPOKH,
BBI3BAHHBIE (PU3NYECKON Harpyskou. Kpome toro, 1o 30%
601pHBIX ¢ KIIM)KT UMEIOT CEMENHBIN aHAMHE3 UHAYIIUPO-
BAHHBIX (PU3UUECKOIT HArpy3KOU 06MOpoKoB unu BCC [10].
Jokazano, uro npuunHo# KITMJKT ciykat MyTaliuu B 2 reHax:
I'€HE PUAHOAMHOBOIO penenropa cepaia (RyR2) — okono 45%
Bcex caydaeB KIIMIKT, u rene CASQ?2, BBIABISIEMOM PEAKO
(14%). Ipepnonaraercs, 4ro KIIMJKXT aBisgeTcsa NpUIUHON
10-15% BCC y MONOABIX JMIOAEH, HE UMEIOIMUX MO JaHHBIM
AYTOIICHH OPIaHUYECKOTO IMMOPAKEHUS CEPALIA.

OcHoBaHueM s guarnoctuku KITMOKT cayxut DKI-pe-
rucTpanuys gpyHanpasiaenHou wiu IIMXKT, nuHaynupoBaH-
HOM Pa3JIMYHOIO poAa (PU3UIECKMMH HATPY3KAMH HUJIX IICH-

CONSILIUM MEDICUM 2016 | TOM 18 | N210



Arrhythmia

XO03MOLMOHAJIbHBIM HAIIPSXKEHUEM IIPU HOPMAIbHOIM OXOKT
n OKI 1TOKOA, /WM HAUTAYNE XAPAKTECPHOM MyTAIIMK B ITEHAX
RyR2 unu CASQ2 (knacc I, yposensb jokazarenbctsa C) [2].
Monuropuposanue DKI o Xonrepy 06/1ajaeT HU3KOM JyB-
CTBUTEJILHOCTBIO B arHocTuke KITMJKT B CBSI3H C TEM, YTO
BBISABJIAET )KU3HEONACHBIE KA TOJBKO B HEOO/ILIIOM IIPOLIEH-
TE CJIydaes (10 15%). bonbiiee JUarHOCTUYECKOE 3HAUYEHHE
HUMCIOT IPO6HI C HPU3UUIECKON HATPY3KOH (MHIYKLIUS IPEJ-
cepanbix U KA — aByHanpasieHHas wid IIMXXT). Buyrpu-
BEHHOE BBEJICHUE KATEXOJIAMHUHOB HE PEKOMEHAYETCA. BHYT-
pucepjaedHoe OPU He UCHONB3YETCS JUISL JUATHOCTUKNA U
crparudukanuu pucka BCC (knacc III, ypoBeHb 10Ka3aTEb-
crBa C) [2].

Bosnbuble ¢ KITMJXT He T0/DKHBI y4aCTBOBATD B CIIOPTHUBHBIX
COPEBHOBAHUAX, UM PEKOMEHJIYETCA U30€IraTh TAXKEIBIX (PU3U-
YECKUX HAIPY30K U 3MOLIMOHAJIBHOI'O CcTpecca (Kiacc I, ypo-
BEHb JOKazarenbcTBa C) [2, 10]. OcHOBY (hapMaKoTEepanuu
KIIMJKT cocrapisior B-Ab 6€3 BHyTPEHHEN CUMIIATOMHUMETH-
YECKOHN AKTUBHOCTH, KOTOPBIE JOJIKHBI HA3HAYATHCSI BCEM
OOJIbHBIM C JOKYMEHTUPOBAHHON CIIOHTAHHON WIH CTPECCHH-
npyuuposanHod [TMOKT (wiacc I, ypoBeHb foka3arensctsa C) 1
UM 6€3 KIMHUYECKUX IPOSIBJIECHUI 3200J1€BaHUS, HO
HIMCEIOIITHUM ITOJIOKUTE/IbHBIC TAHHBIC MO]ICKYJI?{pHO-FCHCTI/I‘-IC-
CKOI'O TECTUPOBAHUS — JAAKE IIPU OTPULIATE/IBHBIX IPO6AX C
(pu3nUecKon HArpy3Kkon (kiacc Ila, ypoBeHb JOKA3ATEIbCT-
Ba C) [2, 10]. Ummutantanus KJJ (coBmecTHO ¢ B-Ab u pnekan-
HU/IOM WM 6€3 HEro) pekoMmeHzayercs 601bHbM ¢ KITMOKT, ne-
PEHECIIMM OCTAHOBKY KDOBOOOPAIIEHHS, 4 TAKKE UMEIOIIUM
ob6mopoxu unu IIMXXT /aByHanpasiennyio KT, HecMOTpst Ha
ONTHUMAJIbHYIO (PAPMAKOTEPAIHIO (KIACC I, ypOBEHD 10KA34-
TenbcTBa C) [2, 10]. B HECKONIBKUX UCCIEAOBAHUAX OBLIO TTOKA-
3aHO, YTO (PJIEKAUHUJ] MOXKET IIPEJOTBPAIATh pa3suTue KA
npu KITMJKT [5], m03TOMy OIIPaBAaHO €ro JOOABICHUE K TEPaA-
nuu f-AB y OOJBHBIX C PEUMIUBAMU OOMOPOKOB WIH
IIMIKT /nByHanpasnenHo KT, MMEomuX NpoTUBOIIOKA34-
HUA WK OTKasbiBaromuxcs ot MK/ (kiacc Ila, ypoBeHsb 10Ka-
3arenbcTBa C) [2, 10]. Het y6eauTeNbHBIX JOKA3ATEIbCTB 3(-
(PEKTUBHOCTH JIEBOCTOPOHHEN CUMIIATHYECKON JIEHEPBAIIUN
cepaua npu KITMJKT.

HekomnakTtHbii Muokapa JIXDK n BCC

K nexommakranomy muoxkapay JOK (HMJDK) orHOCHTCA 3a-
OoneBaHue, Xapakrepusyrolleecs HamaueM B JDK, a nnoraa u
B IDK MacCUBHBIX TPAaOEKyII C INTyOOKUMHU MEKTPAGEKYIAPHBI-
MH HUIIAMH, KOTOPBIE YACTO COYETAIOTCA C TOHKUM CJIOEM
CyO3aNUKAPIUAIBHOTO KOMIIAKTHOTO MUOKap/a. HMJDK Bcrpe-
YAETCA B COYETAHUM C BPOXKIEHHBIMHU 3200/IEBAHUAMMU CEP/ILIA
U B BUJIC U30IMPOBAHHON (hOopMBL. CEMEHHBIN XapaKTep 3a60-
JIEBAHUSA NIPOCIEKUBACTCA Y 18-50% B3pOCIBIX OOJIBHBIX C
n3onuposaHHbIM HMJDK, KOTOPEII IepefaeTca npeumyie-
CTBEHHO I10 ayTOCOMHO-JJOMHUHAHTHOMY THITY HACIEAOBAHMS
[15]. Bonbuble ¢ HMJIK MOryT UIMTEIBHOE BPEMS HE UMETH
CUMITOMOB. KiIMHNY€eCKUE NPOSIBICHUSA 3A00I€BAHUS HETU-
MWYHBI U XAPAKTEPU3YIOTCA TTosABncHueM XCH, HajpKkenygo4d-
KOBBIX apuTMui 1 KA, TpoMb60ambonnii, BCC. OCHOBHBIMU
MeToAamMu AuarHocTuku HMJDK B HacTos1ee BpeMs SIBJIIOTCS
Ox0KTI 1 MarHUTHO-PE30HAHCHAs TOMOTpadus. UCoab3yIoT-

CBELEHUWS O ABTOPE

€A TAKKE PEHTI€HOBCKAS KOMIIBIOTEPHAS TOMOTPabys 1 PEHT-

I€HOBCKAsI KOHTPACTHAs1 BeHTpUKyaorpadus. Puck BCC yse-

JINYUBAETCA C BO3PACTOM, IIPU PA3BUTHU CUMIITOMHOM XCH,

MOABJIEHUH IIEPCUCTEHTHOM WX ITOCTOAHHOU popm PIT, JKA

[2]. ITo muenuIo akcneptoB ESC (2], 1eyeHne HapylmeHu puT-

Ma cepana u npodwwiaxkruka BCCy 6onpHbIx ¢ HMJDK 1 BbIpa-

JKEHHOM CUCTONIMYECKON JuchyHKIneNr JDK 70/KHBI TIPOBO-

JUTHCS ITOA0OHO TOMY, KaK 3TO JIENAETCS TP JHIATAIMOHHOM

KapAUOMHUOIIATHH:

1) UK]] pekomenayercs npu ycroitunson KT 1 nepeHecen-
Hoit @K, a Takke 6ombHBIM ¢ PBIDK<35% u XCH II-II1
(PYHKIIMOHAIBHOTO K1acca (NYHA) HE3aBUCUMO OT HAJIU-
YU WIH OTCYTCTBUA 7KA,;

2) Ha3HAYEHUE AMUO/IaPOHA NTOKa3aHO 601abHBIM ¢ MK/ 1st
YMEHBIIEHUS YaCTOThl HAIHOCHMBIX Pa3PsI/IOB;

3) UCHOJIb30BAHUE GJIOKATOPOB HATPHUEBBIX KAHAIOB U IDOHE-
J1apOHA IIPOTHUBOIIOKA3AHO 1A JICYCHUS HAPYIICHUI PUTMA
cepana npu XCH (yXyAIeHne nporaosa).
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