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ATPUOBEHTPUKYIAPHAA Y3/IOBAA PUEHTPU TAXUKAPIUA

Tun cmamovu: JAeKUuUA

0.JI. boxepus, A.B. Cepzees

®rBHY «HayuHbI LLEHTP cepaevHo-cocyaucTon xmpypriv um. A.H. Bakynesa»
(ampekTop — akagemuk PAH n PAMH J1.A. Bokepus); Pyénesckoe wocce, 135, Mockea, 121552,
Poccniickas denepaums

Bokepus Onbra JIeoHMOoBHA, AOKTOP Me,. HayK, Npodeccop, M. Hay4. COTP., 3aM. 3aBEAYIOLLLErO OTAENIEHNEM;
Ceprees Anekcen BukTopoBuy, kaHA,. Mef,. Hayk, Hay4. cOoTp.; e-mail: sergeev_av@list.ru

AMmpuogeHmMpuKyAApHas Y3108as PUCHMPU MAXUKapous eas1emcs Haubonee pacnpocmpaneHHoll Gopmoil
Haoxcenydouko6oil maxuxkapouu. Juazrnos 00bi4HO cmasumcs Ha 0CHo8anuu Jcano6, anamuesa u IKI. Ilpu
Hea(hpeKkmusHoCmU NeKapCcmeeH Ol NPOPUAAKMUHECKOl mepanui NPo8ooOUMCs I1eKmpohusuosocueckoe
uccaedosanue ¢ danvreiluieil paduouacmomHoil abaayueil MeOAeHHbIX nymeil ampuo8eHMpUKYAsSpHO20 V3-
1068020 npogedenus. Dpgexmusnocms nepsuunoi abaayuu cocmaeasem okono 95%, 00HaKO 603MONCHDL
peyudusvt apummuu. IlpednoumumenvHovim MemoooM AeHeHUs A6A8emcs abaayus, Komopas cConposodcoa-
emcsl HU3KOUL 6eposSmHOCMbIO0 pA36UmMus ampuogeHmpuryiaproil oaokadvl. Tlocae abaayuu nem neobxodu-
MOCMU 8 npueme AGHMUAPUMMUYECKUX NPenapamos.

Karwueswvie caosa: ampuoeeHmpurKyIapHas y31068dsi pueHmpu maxulcapduﬂ, namod)u3u0ﬂozuﬂ, Jnevenue,
PYA.

ATRIOVENTRICULAR NODAL REENTRY TACHYCARDIA
O.L. Bockeria, A.V. Sergeev

A.N. Bakoulev Scientific Center for Cardiovascular Surgery; Rublevskoe shosse, 135, Moscow, 121552,
Russian Federation

Bockeria Ol’'ga Leonidovna, MD, PhD, DSc, Professor, Chief Research Associate, Deputy Chief of Department;
Sergeev Aleksey Viktorovich, MD, PhD, Research Associate; e-mail: sergeev_av@list.ru

Atrioventricular nodal reentry tachycardia is the most prevalent tachycardia among supraventricular tachy-
cardias. Diagnosis is usually based on complaints, anamnesis and ECG. In cases of ineffective preventive drug
therapy the electrophysiological study is performed with further radiofrequency catheter ablation of slow path-
ways. The effectiveness of first procedure is approximately 95% but recurrence is also possible. AB block is

very rare due to ablation. After ablation anti-arrhythmic drug therapy may be stopped.

Key words: atrioventricular nodal reentry tachycardia, pathophysiology, treatment, radiofrequency ablation.
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BBegenue

A TPUOBEHTPUKYJISIPHASI Y3JI0Basi pUEHTPU TaXu-
kapaust (ABYPT) saBnsiercst HanboJiee pacpo-

CTpaHEeHHOU (OpMOIl HAIKETyT0UYKOBOM TaxuKap-
nuu (HXKT). Cybecrparom ABYPT sBnsercst auc-
colanusl aTpuoBeHTpUKYyIsipHOoro (AB) y3iioBoro
MpoBeeHusl Ha aBa ryTu [1, 2].

B cBs13u ¢ BHe3amHbIM HavyaJloM U OKOHYaHUEM
TaKWUX apUTMUI 1151 UX 0003HAYEHUS UCTIONIb3YETCS
HecnelM(UIEeCKUii TEPMUH <«IMapoOKCU3MaJlbHas
HaIKeJTyI0UYKOBasI/CylpaBeHTPUKYISIpHAS TaXu-
kapausi». [To Mepe HakoIJIeHUsI 3HaHUI MO BJIEKT-
podr3UOJOTMM PUEHTPU TaxXUKapAUil BO3MOXKHO
OoJsiee CNEMAIIM3MPOBAHHOE WX paclpeiesieHue
B Ty WIM WHYIO TPYIIITY TaXMKapaAuil. YCoBepILeHCT-
BOBaHHas KJlaccuuKalus Mo3BoJisieT 0osee aud-
(bepeHLIMPOBAHHO MOAXOAUTH K JICUCHUIO pa3inuy-
HBIX BUIOB TaXUKapIAUHA.

Atnosorus

Cyb6cTpar I pa3BUTUSI aTPUOBEHTPUKYIISIP-
HOM Y3JI0BOW TaXWKapauu SBISIETCS MO OOJIbLIEH
yacTu (PpyHKIMOHAJIBHBIM U aHATOMUYECKU YETKO
He BBIpakeHHBIM. JlaHHas apUTMHUST YaCTO Pa3BU-
BaeTCs HE TOJILKO Y MOJIOJBIX 3M0POBbIX JIOEH, HO
Y1 y NAIUEHTOB C XPOHUYECKUMHU 3a00I€BaHUSIMU
cepala.

B ocnoBe ABYPT nexut npogosibHast JUCCOLIM-
alls BHYTPUY3JOBOTO TPOBEACHMSI HA IBa IMYTH.
[Ipn sToM anbda-myTh MMeeT Oojee MeIIeHHOE
MpOBeIeHNEe, HO KOPOTKUI pedpaKTepHBIA Mepu-
o1, a 6eTa-nyTh 00JIagaeT OBLICTPBIM TIPOBEACHUEM,
HO JUIMHHBIM pedpakTepHbIM reproaoM [3].

I[Ipu cuHYCOBOM pUTME UMIIYJIbC HPOXOIUT
o ObICTPO MpoBoAsiIeMy OeTa-myTu, yTo Ha DKI
MIpPOSIBIISIETCS BO3HUKHOBEHHEM KomIuiekca ORS.
[Ipy 3TOM OH OJTHOBPEMEHHO TMPOBOAUTCSI BHU3
0 MeJIECHHOMY alib(a-MyTH U JOCTUTAET HUKHEN
yacTu AB-y371a BcKope mocJje Toro, Kak ObLT 1emo-
JISIpU30BaH, U HAXOAUTCS B COCTOSIHUM pedpakTep-
HOCTH 3a CUET UMITYJIibca, MPOBEACHHOIO 1O OBbICT-
pomy tiyTu. [1pn nosiBieHWM TpeicepaHON IKCTpa-
CUCTOJIbI MMMYJILC OJIOKUPYETCST B OeTa-myTu
3a cueT OoJblieii pedpakTepHOCTU TOCIEIHETO
U MeIJIEHHO MPOBOIUTCSI BHU3 MO aibda-IyTH, 4TO
NPUBOIUT K YBEJIMYCHUIO TPOIOJKUTEIBHOCTU
uHtepBaia P—Q. Eciam mpoBeneHne IOCTaTOYHO
MEUIEHHO JIS1 TOrO, YTOObI BOCCTAHOBUJIOCH IPO-
BelleHUe Mo 0eTa-IyTH, TO BO3HUKAET BHYTPUY3JI0-
Boe pueHTpu. [Ipm Gonee paHHEN NpeacepmHON
BKCTPACUCTOJIE BCIEACTBUE YBEINYEHHOTO BpeMe-

HU aHTErpajHoOro NmpoBeaeHus ajibdha-MmyTb UMeeT
0oJIbllle BpeMEHM JIsI BOCCTAHOBJIEHUSI MpPOBEE-
HUSI, YTO TPUBOJUT K UHAYKIIUU YCTOMUMBOM TaxU-
Kapauu (puc. 1) [4].

Turmmunas dopma ABYPT mo tumy slow—fast
BcTpedaeTcs y 85% manmeHToB. Takske M3BECTHBI U
npyrue hpopMbl Taxukapauu: fast—slow u slow—slow.
B 1ie1oM mpuHSTO cUUTaTh, YTO OCHOBHBIMU KOM-
MOHEHTAMHU, YYaCTBYIOIIVMMHU B LIMKJIE aTPUOBEHT-
PUKYJISIPHOU y3JIOBOM TaxuKapauu, SIBJSIOTCS
CTPYKTYPBbI, PacrojioXeHHbIe B 00JIaCTU TPeyroyib-
Huka Koxa. OpHako mocienHue AaHHbIE CBUIIE-
TEJIbCTBYIOT O TOM, 4YTo B ABYPT yuacTBytoT Takxke
MeXIIpeacepaHasl Ieperopoaka, JeBoe npeacepaure
1 KOpOHApHBI cuHyc |3, 6].

AUUAEMHOIOT U

Jlonst aTpMOBEHTPUKYISIPHOUN y3JIOBOW pUEHT-
pY TaxXMKapaIuM Cpeau BCeX ITapOKCU3MaJbHBIX
HXT cocrasaster nipumepro 60% (1o Gosblieit
yacTW OHa BCTpeuyaeTcs y XeHInuH). [Tpubausu-
TeJIbHAsl PACIIPOCTPAHEHHOCTh HAIKETyJ0YKOBBIX
TaXuKapaui cpeau HaceJleHUs B 1LIEJIOM — He-
ckoutbko cirygaeB Ha 1000 yenoBek. ABYPT moxer
pa3BUBAThHCS Y JIIOJEH B T1I000M BO3pacTe, BIIOJIOTh
JIO TTOXKUJIOTO, HO Yallle OHa HaOJroAaeTCsl y MOJIO-
IBIX Tiomeit [7].

ITpornos

ITpu oTCyTCTBUM CTPYKTYpHOI MATOJOTUU CEeP-
11a IPOTHO3 y MallMEHTOB C aTPUOBEHTPUKYJISIPHOM
y3JI0BOIi Taxukapauei OJlarompusiTHbIM. Takxke
B OOJIBIIIMHCTBE CJIyYaeB JJIs1 NPOPUIAKTUKY PELn-
nuBoB 3ddEeKTUBHA JIeKapCcTBeHHas Tepanus. Dd-
(eKTUBHOCTh pamrodacToTHOi abnamun ABYPT
COCTaBIISIET OKOJI0 95% TipM HU3KOM YPOBHE OC-
JIOKHEeHU#. JIaHHBIN METOA SIBASIETCS] MPEArOYTH -
TeJIbHBIM Y OOJIBbIIIEH YacTU MaleHTOB [8].

B oaHOI 13 0030pHBIX cTaTeil MpUBEICHBI JaH-
HbIE O TOM, YTO KpuoabOyalus siBjsieTcsi 6e3ormnac-
HBIM 1 3(ppeKTUBHBIM MeToaoM JjeueHuss ABYPT.
Kpuoabnaius siBisieTcss METOI0M BbIOOpa y Talu-
€HTOB, Y KOTOPBIX YPEe3BBIYAiHO BaXKHO M30€XKaTh
AB-0Osokaabpl. BTO0 MMeeT 3HaueHUe ST ACTei
¥ MOJIOOBIX Jiroaeit [9—11].

OcnoxHeHus, pazpuBaroimecs pu ABYPT: re-
MOAMHAMUUYeCKas HeCTaOMIbHOCTb, 3aCTOMHAs cep-
JIeyHasi HeIOCTaTOYHOCTb, CUHKOIIE, CTEHOKApIMSI,
00ycJIOBJIEHHAsI BBICOKOI YacTOTOM CepIeuyHbIX CO-
KpallleHUi, KapIMOMUOIIaTHs, UIlIeMUsI MUOKap/a,
MH(bAPKT MUOKapa.
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Anamues

O6bivHO ABYPT xapakrtepusyercsi BHE3aITHBbIM
HayaJioM NTapoKCU3Ma 1 TaKUM e BHEe3aITHbIM OKOH-
yaHueM. [TapoKcu3Mbl MOTYT JUIUTHCS OT HECKOJIBKUX
CEKYH]I UJIU MUHYT JIO HeCKOJIbKUX JHel. [Tpu otcyT-
CTBUM CTPYKTYPHOIO 3a0oJyieBaHMSI cepjlia Mapo-
kcrsM ABYPT xopoliio nepeHOCUTCST TTallMeHTaMM.

Yacto BcTpevarommecs cumnmomsl ABYPT:

— yyalleHHOe cepAleOueHue;

— MOBBILIEHHAsI BO30OYIUMOCTb;

— TPEBOXHOCTb;

— TOJIOBOKPYKEHUE;

— JIpOXXaHue Ha 1lIee;

— IUCKOMMOPT B 00J1aCTH 1LIeU U TPYIU;

— ObBIIIIKA;

— nosnypust (MOXET BOBHUKHYTb MOCJIE 3aBEP-

LIeHUs MapoKCHU3Ma IO MPUYMHE BbIAee-
HUS TIPEeACEepIHOr0 HaTPUN-YypEeTUYECKOTO
MernTuaa).

ABYPT moxet BbI3BaTh CTEHOKAPAWIO UJIM MH-
¢apkT MHOKapaa y MauuMeHTOB ¢ KOpOHAapHO 00-
JIE3HBIO CEepIIla, a TaKXKe TeKOMIICHCAIIUIO Cepey-
HOM HEZOCTATOYHOCTU Yy OOJIbHBIX CO CHIKEHHOM
COKPaTUTEIBbHOM CITOCOOHOCThIO MUOKAPAA.

V naimeHToB ¢ 0OJIBILION YaCTOTOM XKeJyT0uKO-
BBIX COKPALIEHUN WU JUIUTEJIbHOW TaxuKapauewn

3P

CuviHyCcOBbIN
pUTM

MOXKET Pa3BUTLCS CHHKOIE MO MPUYNHE HU3KOTO
KPOBEHAIIOJTHEHUST KEJTyJOYKOB, CHIKEHMSI Cep-
JIEYHOTO BbIOpOCA, TUIIOTEH3UU U CHUXKEHHOM TIep-
¢y3un ronoBHoro mosra. CHHKOIE MOXKET TaKXKe
BO3HUKHYTb B pe3yJIbTaTe MPEeXOAsIIeii aCuCTONMU
B MOMEHT KYITMPOBAaHUS MMapoKCcU3Ma. ACHCTOJIUS
pa3BUBaeTCd B pe3ysbraTe TaXUMHIYLIMPOBAHHOTO
WHTMOMPOBAaHUSI CUHYCOBOTIO y3J1a.

dusukaapHoe o4cIeg0BaHue

ITpu ABYPT yactoTa cepaeyHbIX COKpallleHU
BbIcoKa 1 cocTasisier 150—250 yn/muH. ¥ B3poc-
JIBIX 00bIYHO OHa paBHa 180—200 yuo/MuH, y mereit
MOXeT TpeBbiiaTh 250 ya/MuH.

TunoTeH3ust MOXET pa3BUTHCS cpa3y UJIU B pe-
3yJIbTaT€ BBICOKOW YaCTOTBHI KEJIYJOYKOBBIX
COKpallleHU TpU MPOAOJIKUTETbHOM MapOKCU3-
me. MHorma HavyajibHas TMNOTEH3US MPUBOAUT
K aKTMBallMK CUMMOATUYECKOM HEPBHOM CUCTEMBI,
B pe3yJjbTaTe Yero IMOBbIIIAETCs apTepuaibHOE
nasiaeHue. [Ipu 3TOM BO3MOXXHO KyITMPOBaHUE Ta-
XUKapIUU 3a CUET MOBBIIIEHUS TOHYca OJIyXK1ato-
11IeTO HepBa.

Y manuyeHToB cO CHWXXEHHON COKpaTUTETbHOM
(YHKIIMEN JIEBOTO XKeTy10uKa MOTYT MOSIBUTHCS] CUMIT-
TOMBI JIEBOXKEITYTOUKOBOI HEA0CTATOUHOCTH [12].

PueHTpn
no AB-y3noBsori
Taxmkapaonu

Puc. 1. IIpy cMHYCOBOM pUTME 3JIEKTPUUECKUE UMITYJIbCHI MPOBOISTCS TTO 00OMM TYTSIM OJHOBpeMeHHO. MMITybc
MPOXOAUT MO OBICTPOMY MYTHU M BXOIUT B AUCTATbHBIN KOHell MelyieHHoro myTh. OJHaKko Mpu MpeacepaHoii aKcTpa-
CHUCTOJIE OBICTPBII ITyTh MOXET HAXOAUTHCS B COCTOSIHUU pehpaKTepPHOCTH, TTO3TOMY UMITYJIbC TIPOBOIMUTCS TOJIBKO T10
MemieHHoMy Tyt (1). K ToMy BpeMeHM KakK UMITYJIbC JOCTUTAET OKOHUYAaHUS MEIJIEHHOTO MyTH, OBICTPBII MyTh CHO-
Ba CTAHOBUTCS BO30YIMMBIM (2), M UMITYJIbC BO3BpAIlAeTCsI peTPOrpamHo Mo ObIcTpoMy IyTH. [Iponcxoout aBrKeHre
10 ABYM MYTSIM: My4OK [1ca akTUBUPYETCsl aHTerpaaHo, a npeacepaust — perporpaaHo (3). JlaHHbI TUI TaXUKaApAUU

HOCUT Ha3BaHMe «Slow—fast».
OPIT — acbdexkTrBHBII pedpakTepHbII IEPUO
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MunddepernuanpHas AHArHOCTHKA

Aemomamuueckas uiu mpuzzepHas npedceponas
maxuxapous

D10 ((oKycHass TaxuKapaus, BO3HMKalOIas
B npencepausix. OHa MOXET ObITh acCOLMUPOBaHA
C OPTaHMYECKOIM TATOJIOTHME cepAla WM BO3HU-
KaTb y 3J0POBBIX Jtoaeil. MHorma peructpupyercst
AB-6sokana [13].

Iloaumonnas npedceponas maxuxapous

XapakTepusyeTcsl HEperyJIsIpHbIM PUTMOM C
KaK MUHUMYM TpeMsI pa3inuHbIMU MOPGhOJIOTUIMU
P-BouH. ITonuTonHas npeacepaHas TaxuKapaus ya-
CTO CBSI3aHA C JIETOYHBIMU 3a00JEBAHUSAMU WU
MPUMEHEHUEM JIEKAPCTBEHHBIX MpernaparoB, K Mpu-
Mepy AurokcuHa [14].

Maxpopuenmpu maxuxapous, césa3annas
¢ 00NOAHUMENBHBIM HYmeM NPOGeOeHUs

Ha BKI mMoxeT BbISIBJSITHCS MPeaBo30yXKIeHNE
JKEJTyIOYKOB (TIpY HAJIMYMM aHTErpagHOro MpoBe-
JIieHUsl yepe3 100aBOUYHBIN MyTh, OAHAKO YacToO Tpe-
3K3UTAIMK HeT). HeKoTophie MTOMMOTHUTEIbHBIE ITy-
TH He 00JamaloT aHTerpaaHbIM MPOBEACHUEM, T10-
sroMy Ha OKI orcyrctByeT mpesk3utauus. [pu
OPTOAPOMHOI TaxuKapauu (To eCTb yepe3 100aBou-
HBIH MyTh) BOJHBI P OOBIYHO CIEAYIOT 32 KOMILIEK-
camu QORS. Ilpu ABYPT Boanbl P, KaKk mpaBuio,
HaKJaabpIBaloTcs Ha KoMIuiekc QRS.

OptoapomHasi AB-peumIipokHasi TaxuKapaus
(ABPT) uMeeT TeHACHIIMIO K Pa3BUTUIO B paHHEM
BO3pacTe, MPY 3TOM OHa yallle pa3BUBAETCSI Y MyXK-
yyH (mpu ABYPT cooTHolieHue o6patHoe). Y MoJj1o-
JIIX MY>KYMH 4acTOTa CepACYHBIX COKpaIleHU Mpu
ABPT npeBbimraer TakoByto 1ipu ABYPT. V xxenmmmn
puck pa3putusi ABYPT Bhlllie, yeM pUCK pa3BUTHUS
ABPT. OmHako CyIIECTBYIOT 3HA4YMTE/IbHEIC IIepe-
KpbIBacMbIe UATTA30HBI TI0 BO3PACTY Pa3BUTHS U TT0-
JIOBOIT MpuHamjIeXXHOCTH [15].

HdpyruMm MOTEeHIINATBHO BaXKHBIM (DAaKTOPOM TIpH
ABYPT gsnsieTcs olnyiieHUe IMyJabCcallMi Ha IIIee.
Oto HamboJiee yacTo BcTpevaeTcs npu ABYPT, tak
KakK TIpYA TaHHON apUTMHUU TPOMCXOIUT OTHOBpPE-
MEHHOE COKpallleHUe Mpeacepanii U XKeJTyT0YKOB.

ITpu mapoxcuzme HZXKT Moxer HaOmomarbes
ajpTepHaLms KomiuiekcoB QRS. JlaHHbI peHOMEH
peructpupyercs npu ABPT u ABYPT u B 6onbiieit
CTETIEHM CBSI3aH C YAaCTOTOW COKpallleHUH, HeXeau
C MEXaHU3MOM apUTMUMU.

Cunoampuansnas puenmpu maxuxapous

IIpu mannom Hapyuenuu Ha DKI peructpupy-
I0TCSI HOpMaJibHble P-BOJIHBI, pacroJjiararoiimecs
nepen KomriekcoM QRS.

Buympunpedcepdnas puenmpu maxuxapousn

M3MeHeHHbIe P-BOJHBI MPEAIIECTBYIOT KaXI0-
My Komruiekcy QRS. Moxet BbIsIBIsAThCS AB-0.10-
Kana [16].

Dubpurayua npedcepouti

B mannom ciaydyae Ha DKI orMmeuaiorcst Hepery-
JsipHbIe R— R-uHTEepBaibl 6e3 BOJH P.

Tpenemanue npedcepouii

Ha DKI BugHb BoHbI TpenieTanus. Ilpencep-
HBIIA pUTM OBICTPBIA M peryysipHbiid. YacTtora co-
KpallleHU XeJTyT0uYKOB MOXET BapbUpOBAThCs, HO
npuMepHo coctasisgeT 150 yn/muH (mipu OGyoKe
npoBeneHus 2:1).

Jxmonuueckas maxuxapous uz AB-coedunenus

ABTOMaTHYecKasi TaXWKapaus JOKajau3oBaHa
B AB-y3ie. MoxeT HabaoaaThCsl aTPUOBEHTPUKY-
JIIpHAst TUCCOLIMAITHSI.

Takum obpaszoMm, duggepenyuanrvrbie OuaeHo3bL:

— (uoOpMLIILIMS TIpEeaCcepanii;

— TpereTaHue TPeICcepanii;

— TIpeAcepaHast TaXUKapaus,

— IMOJIUTOTIHAS TIpeaCcepaAHAsT TaXUKapIus;

— MapoKCHU3MallbHasd HaIKeTyIToYKoBas TaXu-

Kapous;
— cunapoM Bonbda—ITapkuHcona—Yaiita.

O6cnexoBanue

ABYPT MoxeT ObITh MHAYLIMPOBaHA MpeAcCep/I-
HBIMU WM XKETYyTOYKOBBIMU 3KCTPACHUCTOJIAMMU.
OOBIYHO OHA MHUIIUMPYETCS MPeacepIHbIMU IKC-
TpacucToJIaMM, KOTOPbIe OJOKUPYIOTCS IO OBbICT-
pOMY IyTH U MPOXOJAT aHTeTPaJHO MO MEIJIEHHO-
My nytu. Ilpu 3TOM CcKauKooOpa3HO pa3BUBACTCS
U3MEeHeHUe TTpoBeaeHus 1o AB-y3iy ¢ uHayKuuei
taxukapauu. [lpencepaust U XKelymouyKU aKTUBU-
PYIOTCSI MPAKTUYECKU OJHOBPEMEHHO, MU aKTU-
BallMsI TIPEACEPAUIA clielyeT BCKOpE IocJie aKTUBa-
uuu xeaynoukoB. MHorna npu ABYPT na BOKT
MOXHO BUIETH IIUPOKHUE KOMILJIEKCHI C TUITMYHOM

AHHAJIBI APUTMOJIOMNN - 2015 « T. 12 + Ne 2
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Mopdosorueit 610Kaabl HOXKHY nmyyka [uca Beaen-
CTBUE a0EPPAHTHOIO MPOBEAECHMUS.

B penkux ciyyasix 3aTpyaHUTEIbHO AuddepeH-
mupoBath HXKT oOT XellymoukKoBOM TaxuKapIuu.
ITpu sTOM OOpamialoT BHUMaHWE Ha KJIMHUYECKUE
MposiBiaeHUs1, Mopdosioruto komruiekca QRS, Hanu-
yre AB-nuccouuanuy, yYuThIBaIOT JaHHbIE (PU3U-
KaJbHOro 00CJIeqOBaHUSI U OTCYTCTBUE CJMBHBIX
WA 3aXBaY€HHBIX KOMILIEKCOB 1o DKI.

VY manueHTOB 06€3 CTPYKTYPHOW MaTOJIOTHUU
cepiala Mpu CTabUIbHOW reMoAuHaMuKe sl Jua-
THOCTMKM BO3MOXKHO BBEIEHUE aNeHO3WHA WU
MpoBeJieHNe Maccaxa KapoTujaHoro cuHyca. [lpu
HECTaOWJILHOCTU TeMOJIMHAMUKU BO3MOXHO ITpO-
BelleHUEe KapAuOBEPCUM.

DneKTpodr3noJ0rnuecKoe ucciiegoBaHue To-
MoOraeT TOYHO HOCTaBUTh auarHo3 npu HXKT.
B cBsi3u ¢ 3TUM 31eKTpOU3NOJIOTUYECKOE HCClie-
JIOBaHHE€ MOXET ObITh MOKA3aHO y MallMEHTOB C 1K~
POKOKOMIJIEKCHO# TaxuKapAueil Tpu HEsICHOCTU
MeXaHu3Ma apuTMMU 1 KaK MEPBbIN 3Tar nepes pa-
JIMOYAaCTOTHOM abnalyeil apuTMUU.

Ixoxapduozpadus

C momouipio 3xokapauorpaduu MOXKHO Olle-
HUTb CTPYKTYPHYIO ITaTOJIOTHIO CepAlia.

Inexmpoxapouoepadua

Ha DKI npu napokcusme BBISIBISICTCS peryJisip-
Hasl HaJKeJTyJOUKOBasi TaXMKap/usi C YaCTOTOM cep-
JeYHbIX cokpaiieHuit 150—250 yn/mMuH. QRS-KOM-
MJeKchl 00bIYHO y3kue. [llupokre KoMriekchbl Mo-
YT BO3HUKATh NpU YXKe MMelwlleiics Ookane
HOXKKM ITydka Iiica, abeppaHTHOM TPOBEACHUN WU
3a cyeT ObICTPOI CMEHBI pUTMa.

BomHbl P 0OBIYHO HEe BUAHBI, TAaK KAK OHU CKPBITHI
B KoMIutekcax QRS (puc. 2). I1ceBno-R-3y0e1 MOXeT
BBISIBIISITBCS B oTBeieHM V1, a B orBenenusx 11, 11 n
aVF — nceBno-S-3yousl. Taxukapausi HadYMHAeTCsI
BHE3AITHO, YACTO C TIPEACEPIHOM SKCTPACUCTOINbI, KO-
TOpas TIPOBOAUTCS C TIPOJOHTUPOBAHHBIM MHTEpBa-
JoM P—R. TIpu aTUNMYHOM y3/I0BOI TaxvKapauy aH-
TerpagHoe MPOBEACHNE UILT 10 OBICTPOMY ITyTH, PET-
porpagHoe — Mo MeAJIECHHOMY ITyTH, IIPU 3TOM BOJIHbBI
P pacrnionoxens! 1o komiuiekca QRS. Ilpu y3moBoit
Taxukapauu slow—slow BoJIHbI P pacoIoXeHbI B ce-
peauHe IuacTomdecKoi dasml [16, 17].

B navane taxukapauy uHTepBal P—R MOXeET
YKOpPauMBaTbCsl B HECKOJBbKMX KOMITJIEKCAX WM YII-
JINHATBLCS B HECKOJIBKMX KOMILIEKCaX J0 KYITMpoBa-
HUS TaXUKapAUU.

BHezanHoe okoHUYaHWe MPOUCXOIUT MPU PEeTPO-
rpagHoii BojHe P. MHoraa mocie KynupoBaHUs Ta-
XUKapAUW BOBHUKAET KOPOTKUM MePUOJ aCUCTOIUU
WK OpaguKapaus.

HecMoTpst Ha TO YTO OOBIYHO TMPU TaXUKAPAUU
uHTepBal P—R KOPOTKUIi, MHOT/Ia BO3MOXHO PET-
porpajaHoe MpoBeaeHNEe MO MEJIEHHOMY MYTH, YTO
MPUBOJUT K Pa3BUTUIO TAXUKAPINUU C YITTUHEHHbBIM
uHTepBasioMm R—P. JlaHHyl0 ¢opMy TaxukKapauu
HeoOxonuMo auddepeHIUpPOBaTh OT aBTOMaTUYE-
CKOI TIpelcepaHON TaxuKapauu U oT AB-perm-
MPOKHOM Taxukapauud. ODTO BaXHO, TaK Kak
ABYPT noctatouHo 3(p(peKTUBHO JeYUTCS C TO-
MOLLBIO KATETEPHOI abnauuu, B TO BpeMsl KaK aB-
TOMAaTUYECKYI0 TMPEACepAHYI0 TaXWKapaulo abju-
pOBaTh CIOXHO.

Inexmpopusuonozus

TunuuHbIE HAXOAKU BO BpeMsl JIEKTPOPU3UO-
JIOTUYECKOTO HCClIeJOBaHUs: NBOWHbIE TyTU AB-
Y3JIOBOTO ITPOBENCHMSI, HEIIOCTOSIHCTBO IIpeacep/l-
HO-3KEJIYJIOYKOBOIO TPOBeIcHUs (KaK OTpakeHUe
MPOBEICHUSI MO OBICTPHIM U MEIJIEHHBIM ITyTSIM)
U/WIN MOAAEPXKUBAIOIIEECS PETPOTrpaHOE MPOBE-
JIeHUE 110 MEIJICHHBIM ITyTSIM, KOTOPOE MOXHO CITy-
TaTh C HaJloXXeHWeM BOJH P Ha Komiuiekc QORS.
HaubGonee TMnMyHON KOHEYHOM TOYKON abianuu
SBSIETCS MOAMMUKALMS WIM DJIMMUHALIMS Me-
JIEHHOTO IIyTU, YTO MPUBOAUT K HEBO3MOXKHOCTU
uHaykuun ABYPT [18].

[Tpu mpoBeaeHUM 3JIEKTPOPU3NOTOTUIECKOTO
hccliefoBaHMs HaOJIomaeTcss CKadykooOpas3Hoe
n3MeHenue AB-mpoBeneHus, CBUIAETENbCTBYIO-
lee O HaJWYUU ABOMHBIX TyTeir AB-y3moBoro
IMPOBEICHMUSI.

[Tpu atunuuHoit popme ABYPT ummnynbsc aH-
TeTPagHO MPOBOIUTCSI MO OBICTPOMY MYTU, a PET-
porpagHo — 1o MeajaeHHoMy nytu. [1pu 3ToM ak-
TUBALUS TIPEeACEePANI TIPOUCXOAUT B PA3HOE BpeMsI
¢ nogpieHueM kKomiuiekca QRS. HaubGonee paH-
HSIST 30HAa aKTUBAlUM PETUCTPUPYETCS B IPaBOI
3anHecenTaibHoOi oOnactu. Ilpu ABPT o0buHO
OTMEYAeTCsl IKCLEHTPUYECKasT aKTUBALUSI Tpei-
CepaUIA.

B HEKOTOPBIX caydasx P HATMYUU CENTaTbHO-
ro J100AaBOYHOrO IYyTH IPOBEACHUSI PETPOrpagHast
aKTUBALIMSI MOXKET OBITh MOX0Xa Ha PETPOrpamHyIo
akTuBauMio npencepauii mo AB-y3my. g nudde-
PEHLMPOBKM BO3MOXHO TIPUMEHEHUE aJeHO3WHA
NPpU CTUMYJSILIMUA KEJYJOYKOB C II€JIbIO0 OLIEHKU
BEHTPUKYJIOATPUAJILHOTO TIpoBeAcHUsI. [1pn HaHe-
CEHUM BKCTPACTUMYJIa Ha XKeIyIo4YeK BO BpeMs Ta-
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XUKapIUHA BO3MOXHO paHHee BO30YXIeHME TIpel-
cepauii npu pedpakrepHoctu nyuka luca [19].

Jleuenne

bazoevte npunuunsl

CocTosiHUSI TIOKOSI, celalludsl W/WJIU BaryCHbIe
MpoObl MOTYT CITOCOOCTBOBAaTh KYNUPOBAHUIO Ma-
pokcuzma ABYPT. OpHako ycreurHoe KynupoBa-
HUe NapoKcu3Ma 3aBUCUT OT CUMIITOMOB, HaJIUUMSI
COMYTCTBYIONIEW KapAWAJIbHOW TMATOJIOTUU U Te4Ye-
HUS TIPEABIAYIINX TAPOKCHU3MOB.

[Tpu oTCyTCTBUM HIMPOKOKOMILJIEKCHOW TaXu-
KapIuu Iepen JiedueHrueM Heo0XonuM cOop aHaM-
He3a, TulaTeJbHasi IMarHoCTUKa (yHKIIMHU JIEBOTO
JKeJynouka, aHaiau3 paHee cHuMaBiiuxcs IDKI,
KoTophie TomorawT auddepeHurpoat HXKT
ot XT.

IIpumeHeHre OJIOKATOPOB KaJlbLIMEBBIX KaHa-
JIOB MPOTUBOTIOKA3aHO Yy MAlIMEHTOB C XKeJIy10YKO-
BbIMU TaxXUMKapAUsIMU, TaK KakK IMOCJIEIHUE MOTYT
MPUBECTU K JeCTaOUIM3alluu TeMOIUHAMMKU U
CMEpTH MalueHTa.

I

V1

V6

HRA

His 1-2
His 3-4
CS11-12
CS9-10
CS7-8
CS 5-6
CS 3-4
CS1-2

Bazycnote npoowt

J1J1s1 TOro 4TOOBI MOMNBITATHCS KyMMPOBATh Mapo-
kcu3m ABYPT nepen nmpuMeHeHHEM JIieKapCTBEH -
HBIX BEILECTB, MOXHO BOCIIOJIb30BaTbCsSl BaryCHbI-
MU IIpodaMM (Maccax KapoOTUIHOTO CUHYCA, YMbI-
BaHUE XOJOJHOW BoOmOI, MaHeBp BasbcanbBhl).
IMepeuyuncieHHbie MPOObI MOXHO TakKe MCIOJIb30-
BaTbh MOCJE BBEIECHMS JIeKapCcTB. BarycHsbie mpoObl
HE CTOUT TMPOBOAWTH NMPU HAJIUYUU TUIIOTEH3UU.
Muorna npuaaHue namyeHTy MmoyoxeHus TpeHae-
JIeHOypra momMoraeT KynupoBaTh MapoKCU3M B CO-
YyeTaHUHU C BarycHbIMU Iipobamu [20].

SJICKTPOI/IMIIYJIBCHZUI Tepanmusi

DAEKTPOUMITYJIbCHASI Teparnusi MCMOJb3yeTcs
st KynupoBaHus mapokcusma ABYPT y remonu-
HaMMUYECKU HECTaOWMJbHBIX MAllMEHTOB U TMPU He-
9 HEKTUBHOCTH MEIUKAMEHTO3HON KapauoBep-
cur. OHAKO JEKTPOUMITYJIbCHAS Teparnusi peaKo
TpeOyercs mist nanueHToB ¢ ABYPT.

OsepapaiiB-CTUMYJISILMS TIPEACePANI WIN Ke-
JIyIOYKOB MOXET OBbITh MPUMEHEHa TMPpU HaJTUYUU

Puc. 2. Tunuunass ABYPT no tumny slow—fast. HauGosiee paHHsIsI 30Ha peTpOrpagHoOil aKTUBALMM TPEACEPAUit
PETUCTPUPYETCS TNOO B 00J1aCTH ITPOKCUMAITbHOTO [11ca, TG0 B 00JIaCTH TUCTATBHOM ITaphl 3JICKTPOIOB KOPOHAPHOTO

cunayca (CS 1-2) u mpokcumanbHoro Iiica (His 3—4)
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MIPOTUBOITOKA3aHWIT K KapauoBepcuu (IIpHU Ha3Ha-
YEeHUM OOJIbIIUX /103 JUTHUTAIINCA).

Juema

OcoObIX OrpaHMYEHWII M PEeKOMEHIALMi HET,
OIHAKO B HEKOTOPBIX CITydasiX MMapOKCU3MbI IIPOBO-
HUPYIOTCS KOPEeMHOM, TeOUIINHOM UJIM TeoOpO-
MMHOM B 4Yae, Kode U 110Kojaae. AJKOTOJIb TakxXKe
MOXKET OBbITh TPUTTEPOM APUTMUH.

Dusuueckas axmusrocns

[Mpn mapokcu3Me TaxuKapauy MaIUeHTY PeKOo-
MEHIYeTCsl COOMI0NaTh MOKOM, MPEeUMYIIECTBEHHO
JIexaTh.

Meouxamenmo3snoe aeuenue

JlekapcTBa, KOTOpBIE UCTIONb3YIOTCS JUIST Ky~
poBanus napokcusMa ABYPT: aneHo3uH, 0j1oKaTo-
PbI KaJIbLIMEBBIX KAHAJIOB (IWJITUA3eM, Beparamu),
OeTa-aapeHO0J0KATOPBI U TUTUTAJIKC.

Adenosun

AJIEHO3UH SBJISIETCS MpenapaToM MEpBOU Jiu-
HUU A5 KynupoBaHusi mnapokcuzma ABYPT.
B penkux ciyyasix BBeleHHE aJCcHO3MHA MOXKET
BbI3BaTh (PUOPUIUISILIMIO KEJIYA0UKOB WM Jaxe
ACUCTOJIMI0O B TE€UEHME KOPOTKOIO IMPOMEXYTKa
BPEMEHMU.

[Tpy npuMeHeHUU aieHO3MHA MOXET Pa3BUTh-
cs (pUOpWLIALUS KeJIya04YKOB, OOYCJIOBIEHHAas
npexonsmuM OJokKoM TipoBeaeHUsT B AB-ysie
U OBICTPBIM aHTErpajHbIM MPOBEAEHUEM IO 10-
MOJHUTEJIBHOMY MYTU MpU ero Hanuuuu. OaHaKko
3TOTO IOYTM HUKOTJA HE MPOUCXOAUT, a €ciu
U MPOMCXOIUT, TO JIMIIb IPU HATUYUU HPUOPUILISI-
uuu npencepauii. [1pu BBeaeHUM ageHO3MHA He-
00xomuMo uMeThb psamoM Aedudpuasarop. Ilpu
ABYPT BBeageHue ageHo3MHa B CTaHIAPTHBIX JO-
3ax HUKOTJa He TIPUBEIET K pPa3BUTUIO (DUOPUILISI-
LIMU XKEJIYIOYKOB.

AJICHO3UH clieyeT BBOAUTH Yepe3 BHYTPUBEH-
HBII KaTteTep OOJIBILIOro auaMeTpa. DTOT Iperapar
00J1a1aeT 0OYEHb KOPOTKUM MEPUOIOM IOJYBBIBE/IC-
Hus. [locne BBeneHUs1 KateTep HEOOXOIMMO ITPO-
MbITb (DU3MOJOTUYECKUM PACTBOPOM U TMOJHSTH
KOHEUHOCTb, B KOTOPYIO BBOJIMJIM aJIcHO3WH, BBEPX.
HauanbHag mo3a cocrasister 6 Mr, 3ateM 12 1 18 M.
AJICHO3WMH HE PEKOMEHIYeTCSd MPUMEHSTD Y Malu-
€HTOB Ioc/ie TpaHCcIlaHTaluu cepana. OH MoOXeT
ObITh HEA((DEKTHUBEH Y OOJBHBIX, MPUHUMAIOIINX
TeowUIMH. DPEPEKT aneHo3nHa MOXET MOTECHIIM -
pOBaTbCsl AUTUPUIAMOJIOM.

Ilpogpuaaxmuueckuii npuem aeKapcmeeHHbIX
npenapamoe

IMTpodunakTuyecknii mpueM JeKapcTB HEOOXO-
UM TIPU YaCTbIX, IJUTEIbHBIX WIM CUMIITOMHBIX
MapokKcusMax, KOTOpble He MPOXOAST CaMOCTOSI-
TeJIbHO WJIM KOTOpPbIE TAIIMEHT HE MOXET KyNUpo-
BaTh CAMOCTOATEJIbHO. JIeKapCTBEHHBIE MpenapaThbl
JUJ11 TPO(UIAKTUYECKOTO TPUMEHEHUS: JUIUTEJIbHO
JeficTByIONIMEe OeTa-aapeHO0JI0KATOPbI, 0JI0KATOPhI
KaJIbIIMEBBIX KaHAJIOB U guruTaiuc [21].

Paououacmomnasn xamemepnas abaauus

PammouacroTHas KateTepHas abiaims Kpyra py-
EHTPU TMPUMEHSIETCSl Y MAllMEHTOB C YacTbIMU WJIU
CUMIITOMHBIMU MapOKCHU3MaMU, KOTOpPbIE HE XOTST
MMPUHUMATh AHTUAPUTMUYECKHE TIperaparthl, He Tie-
PEHOCST JIeKapCTBEHHbBIE TTpernapaThl MU Y KOTOPBIX
aHTHapUTMUYECKas Teparnus HeadheKTuBHA.

DG HEKTUBHOCTh PaJMOYACTOTHON KaTeTepHOM
abJaly COCTaBIsIeT MpUMepHO 95% TIpy OueHb HU3-
KOM pucke pa3Butus AB-6mokaner (meHee 1%) [22].
JlaHHas1 mipolieaypa sBisieTcsl ”HBa3uBHOI. B kame-
pbI cepala yepe3 MyHKIMKU KPYIHbBIX COCYIOB ycTa-
HaBMBaloT 271eKTponbl. ABYPT MoXHO MHIyLIMPO-
BaThb C MOMOIUIbIO TOCTOSIHHOW WM MPOrpaMMUPO-
BAaHHOW CTUMYJISILIAM TIPEACEPANIA WU KETYI0UYKOB.

Hanee abiallMOHHBIN 3J€KTPOJ YCTaHABIUBAIOT
B TIPOCKIINN MEUICHHBIX myTeil AB-y371a n mpoBo-
IIAT pairovYacTOTHYIO abanuio.

3axiouenue

ABYPT gBnsieTcs Hanbosee pacripocTpaHeHHOMN
¢dopMoii HAIKeTyTOYKOBOUM Taxukapauu. JIuarHos
00BIYHO CTABUTCSl HA OCHOBaHMU kKaja00, aHaMHe3a
u OKI B MoMeHT npuctyna. st yTouHeHuUs nua-
rHO3a TIPOBOAUTCS 3JIEKTPO(PU3UOIOTUUECKOe HC-
cJieoBaHME C JaJbHEHIIeH pagrodyacTOTHOM abna-
LMel MeaJIeHHbIX IyTeil AB-y310Boro nposeaeHusl.
O dpeKTUBHOCTh NMEPBUYHOM abJaliy COCTaBIISIET
0KkoJi0 95%, omHAKO BO3MOXHBI PELIMINBBLI ApUT-
MUU. Abnauusi SIBJsIeTCS TPEANOYTUTENbHBIM Me-
TOAOM JIEYEHUS C HU3KUM MTPOLIEHTOM OCJIOXHEHU I
u peuuauBoB. [locie abaauuy HEOOXOAUMOCTU B
npueMe aHTUAPUTMUYECKUX MpPernapaToB HET, a Mo
MPOILLIEeCTBUU TIOJYTroa IMocje MpoLeaypbl UCKIIIO-
YaeTcsl U BEpOSITHOCTb Pa3BUTHS PELIUINUBA.
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Kenydoukoeas sxcmpacucmonus a6151emcs 00804bHO YACMbIM HAPYUIEHUEM PUMMa cepoyd u, KaK npagu-
/10, 603HUKAEM Y NAUUEHMO8 8CeX 803DACMHbIX ePYNN. JInsg nOCMAHO8KU OUACHO3a <Npedc0e8peMeHHoe cO-
Kpaujenue Jceayo0ouKoe» uHo20a 00cmamo1Ho pecucmpayul 31eKmpokapouoecpammol.

CrooicHocmb 3aKA10MaeMCs 8 YCMAHOBACHUU NPUMUH B03HUKHOBCHUS JIceAyIOHK080Il sKcmpacucmonuu. /s
sepughukayuy ouaeHo3a u cmpamuukayuy pucKka HeodXooumo nposedeHue 0emanbHo20 00CAe008aHUS:
monumopuposanusi IKI' no Xoamepy, aabopamopHbix uccaedo8anuil, MaeHUMHO-Pe30HAHCHOL MOMOo2pa-
guu cepoya, snekmpogusuonsoeuueckoeo uccredoganus. Pezyarvmamor nposedenHbix uccaedosanuil mozym
3HAUUMENbHO UBMEHUMb MAKMUKy oanvHeliuieco edeHusi nayueHma.

[locae ycmanoenenus npuvuHsl 603HUKHOBEHUS HAPYUIEHUSI He00X00UMO NPUHAMb 000YMAHHOEe peuleHue 8
N0Ab3Y MO0 UAU UHO20 MeMO0d AeHeHUs..

Kawueesvre caoea: acenydouxosasn sxcmpacucmonus, IKI, reuenue.

VENTRICULAR PREMATURE COMPLEXES
O.L. Bockeria, T.N. Kanametov

A.N. Bakoulev Scientific Center for Cardiovascular Surgery; Rublevskoe shosse, 135, Moscow, 121552,
Russian Federation

Bockeria Ol’'ga Leonidovna, MD, PhD, DSc, Professor, Chief Research Associate, Deputy Chief of Department;
Kanametov Teymuraz Nartshaovich, Postgraduate, Cardiologist; e-mail: tima586@mail.ru

Ventricular premature complexes are fairly common heart rhythm disturbances. They occur in patients of all
age groups. Sometimes the registration of electrocardiogram is ample for the diagnosis.

The difficulty lies in determining the causes of ventricular arrhythmia. The detailed examination is needed for
verification of the diagnosis and risk stratification: a Holter monitoring, laboratory tests, a heart magnetic res-
onance imaging, an electrophysiological study. This results can significantly change further tactics of patient
management.

1t is necessary to make a deliberate decision in favor of one or another treatment after revealing the causes.

Key words: ventricular premature beats, ECG, treatment.

Beenenue

PUYMHONM BO3HMKHOBEHUSI IMIPEXKIEBPEMEH-

HbIX cokpaineHuii xeayaoukos (ITCXK), wimu
BKCTPACUCTOJ SIBJSIETCS HAJIMUME SKTOMUYECKOIo
nercMerkepa, pacioJOXXEeHHOIO B OMHOM U3 XKeJTy-
poukoB. TTCXK xapakrepusyioTcs 0Oojiee paHHUM
MOSIBJIEHMEM II0 CPaBHEHMIO C COKpAIleHUSIMMU,
VHULIMUPYEMbIMUA CUHYCHBIM Y3JIOM, U MaTOJOTU-
yeckoit popmoii QRS-KOMIUIEKCOB, IINTEIBHOCTh
KOTOpBIX IIpeBbilIaeT 120 MC Ha MPOTSKEHUM BCEit
zanucu DKI. DTum KoMruiekcaM He TIPeAlecTBYIOT

P-3y011b1, a 3yousl 7, Kak MpaBWIO, YIIWPEHBI U
IVCKOPHAHTHBI 110 OTHOLICHUIO K HAIIpaBICHUIO
ocHoOBHoOro 3youa komiuiekca QRS (puc. 1) [1].
KimHanyeckoe 3HaYeHME MPeXIeBPEeMEHHBIX CO-
KpalleHU I KeIyI0YKOB 3aBUCUT OT YACTOThI X BO3-
HUKHOBEHHUSI, MOP(OJIOTUN IKCTPACUCTOJ U U3ME-
HEHMI TeMOIMHAMUKHU, KOTOPbIE OHU BBI3BIBAIOT.

ITarodusnonorns

Hpe)KI[eBpCMCHHBIC COKpalmeHuA 2XKEJIyId04YKOB
OTpaXaroT aKTUBAIIUIO KEJIYJOUYKOB 13 3KTOIIMUYCC-



KJIMHNYECKAS SJIEKTPODPU3NOJIONMS 69

KOT'O y4yacTKa, pacIioj0XeHHOro HUXe aTpUOBEHT-
puKyisipHoro y3ia. [lpeamnonaraembie MeXaHU3MbI
1711 BosHuKHOBeHUs [TC2K — MmexaHu3M ITOBTOPHO-
ro o0paTHOTO BX0Ja UMMYJbca (PUEHTPU), TPUITEP-
Hasi aKTUBHOCTb, a Tak>Ke BOBHMKHOBEHME MaTOJIO-
rMYECKOro aBTomMatusma [2].

Mexanuzm puenmpu peanusyeTcsi MpU HaTUIUU
y4yacTKa OIHOHAIpaBIeHHOW OJoKaabl MMITYJIbCa,
YTO JaeT BO3MOXXHOCTh 0OPAaTHOTO (PEeTpOrpagHoOro)
MPOBEJEHUSI C MOBTOPHBIM BO30YXXIEHMEM TKaHU
B 00Xx0/1 0;10Ka. BOZBHUKHOBEHNE TAHHOTO YCJIOBMSI
yacTo HabJIt0aeTcsl y MalMeHTOB ¢ OpraHUYeCKUMU
3a00JIEBAaHUSIMUA CEPJILIA, YTO BENET K MOSIBJIEHUIO
obnacteil ¢ pa3IMYHONW CKOPOCTHIO TIPOBEACHUS
U Pa3IMYHON JUIUTEJIbHOCTbIO pedpaKTepHOro
repuoja BCJAEACTBUE HAJIMYUS pyOLIOB B TKAHU MUO-
Kapja Ujv yyacTKoB uiieMuu. Bo Bpemst akTuBaliuu
JKEJTyJIOUKOB TPOUCXOAUT 3aMe/IJIEHUe MPOBENeHUs
UMITyJIbca B 30HE, XapaKTepU3YIOLIEWCs] OTHOCU-
TEJIbHO MEUIEHHOU CKOpPOCTBhIO MPOBEIEHUS, B pe-
3yJITaTE YETO0 MMIYJbC PETPOrpajiHO MPOXOAWT
MecTo OJI0KaIbl U BO3BpallaeTcsl K y9acTKy MUOKap-
J1a, pacroyioKeHHOMY MpoKCcUMasibHee 0J10Ka, Koraa
KapJAUOMUOLIMTHI BBILLIA U3 COCTOSIHUS abCOJIOT-
HOM pedpakTepHOCTU M BO3MOXHA WX MOBTOpPHAs
JIETOJSIPU3aLINS, YTO MPUBOAUT K TPEXIEBPEMEH-
HOMY COKpaIlleHUIO XeIyl104KOB. PUeHTpU MoOXeT
00yC/IOBIMBAaTh BO3HUKHOBEHUE OAMHOYHBIX KC-
TPaCUCTON WM WHIYLMPOBaTh MapOKCU3MAaJIbHYIO
JKeJIyIOYKOBYIO TaxukKapauio [3].

Tpueeepnas akmuenocmbs He BO3HUKAET CITOH-
TaHHO, IS HEe HEOOXOJAUMO HaJluuue OJHON BOJI-

Puc. 1. DaexkrpokapauorpaMma Ipu XeIyIO0UYKOBOM
9KCTPACUCTOIUM

HbI ACIOoJisIpyu3alii, KOoTopasl 3aIlycKaeT CIeaylo-
myio BoyiHy. [lonaraior, 4To 3Ta aKTUBHOCTH 00YyC-
JIOBJIEHA OCLHMIISILIUSIMMA MeMOpPaHHOIO ITOTEeHIIMAa-
J1a, BO3HUKAIOIIMMU BCJIEH 3a IOTEHIIMAIIOM JIeiCT-
BUs. bosie3dHM MM, B HEKOTOPBIX CJIydYasXx,
JIEKapCTBEHHbIE IpemnapaThl [IeCTa0MIU3UPYIOT
MeMOpaHy KapAMOMUOLIMTOB, ITOBBILIASI BEPOSIT-
HOCTb IOSIBJICHUSI TAaKUX OCUWLISALMI. OnrcaHHbIe
KaK MOCTAEIIONSIpU3ausl, 3T OCHWIISLIMNA KJ1ac-
cU(pUIMPYIOTCSI B 3aBUCUMOCTH OT MX OTHOLLICHMUS
K IMOTeHLMAIy OEeUCTBUS — WIM KaK paHHUE, WU
Kak no3nHue. [lo3nHue mocTaenonsipu3auy 4acTo
paccMaTpUBaIOTCSI KaK MEXaHM3M Pa3BUTUST XKeETy-
JIOYKOBBIX apUTMMIA, BbI3BAHHBIX WHTOKCHUKALIMEI
IUTOKCMHOM, a TakKKe IIOCJE IIPOBEICHUS perep-
¢y3MoHHOM Tepanuu npyu nHPapKTe MUoKapaa [4].

Tlosbiuennsiii agmomamuszm OTINIACTCST WJIK aHO-
MaJIbHOM aKTUBHOCTBIO KJIETOK-TIEACMENKEPOB, WU
MPOSIBJICHNEM aBTOMAaTU3Ma y KJIETOK, IIJIT KOTOPBIX
B HOPME 3TO CBOMCTBO HE XapaKTepHO. B kieTkax,
00/IaIaoIINX aBTOMATU3MOM, yTe4Ka MOHOB M3Me-
HSIeT TIOTEHIIMAN ITOKOsI, CMEIasl €ro K MOpPOroBOi
BeJMuuHe. [1o MOCTMKeHUM 3TOro mopora 3amycKa-
ercs mpouecc aenonsgpu3anun. CKOpocTh M3MeHe-
HUS MOTEeHLIMaja IMOKOs OIpeessieT ObICTPOTY JI0-
CTVDKEHHUSI TIOpOoTa M, CJIEAOBATEILHO, 4acTOTy BO3-
OyxxaeHMs1 TeiicMeiikepa. M3MeHeHusT B MeMOpaHe
WIM ACSITeIbHOCTh aBTOHOMHOI HEPBHOI CUCTEMBbI
MOTYT ITOBJIMSITH Ha 3TOT MEXaHU3M U YCUJINTh aBTO-
MaTu3M. ABTOMATUYECKYI0 aKTUBHOCTb CIIOCOOHBI
MPOSIBJISITh T1aTOJIOTMYECKM WM3MEHEHHBIE KIIETKH,
KOTOpbIE B HOPME €€ He 0OOHapyXuBaloT. Tak, MeMO-
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paHbl TOBPEXIEHHBIX MUOKapIMaIbHBIX KJIETOK
CTAHOBSITCS W3JIMILIHE MPOHUIAEMBIMU I UOHOB
Kajapuus. Bxonmsimiuii TOK MOHOB KaJIbLIUSI BEIET K
CTIOHTAHHOW JeTNosipu3allui MeMOpaHbl, TOCTUXKe-
HMIO TIOPOTOBOTO TMOTEHLMAA W 3aIyCKy Mpexie-
BPEMEHHOTI'0 COKpallleHUsI cepla. DTOT MPOLECC Je-
JKUT B OCHOBE apUTMUIA, BOSHUKAIOIIMX BCJIENCTBUE
KaTexoJJAMUHEMUHN U HEKOTOPbIX HapYyILLIEHUI 3JIeK-
TPOJMTHOrO OajlaHca, OCOOCHHO IIpU TUIIEPKaIMe-
muu [35].

KenynoukoBasi 9KToIMYecKast akTUBHOCTb, TTPO-
SIBJISIIOIIASICS Y JIIO/Iel Oe3 opraHMYecKux 3a0oieBa-
HUI CepIeYHO-COCYIUCTON CUCTEMBbI, Yallle BCEro
JIOKQJIM3YETCS B y4aCTKe MO/ JIEFOYHbIM KJIallaHOM —
B BBIBOJJHOM TPAaKTe MPaBOro Xeyyaouka. B kauecT-
Be MEXaHM3Ma, JIeXalllero B OCHOBE, Ipe/IosaraeT-
Cs MOBBIIIIEHWE ABTOMAaTWM3Ma WM TPUITEpHAs aK-
TUBHOCTb. DTU apUTMUU JIETKO UHAYLIUPYIOTCS TIPpU
(busnyeckoii Harpyske, UCIOJb30BAHUM W30IMPOTE-
peHoia (B YCJIOBUSIX 2IeKTPODU3NOIOTMYECKO Jia-
OopaTopuu), Ha 3Tarie BOCCTAHOBJIEHUS Tocie hu-
3UYECKUX YIPAKHEHUI WU MPU U3MEHEHUU TOPMO-
HaJIbHOTO TIpowWisl y mauueHTOK (0epeMeHHOCTbD,
nepuoa MEHCTpyalnu, MeHomay3a). XapaKTepHbIMU
OKTI'-npu3HakaMu JaHHBIX HapylUIeHUWH pUTMa
SIBJISTFOTCSI BBICOKUIA R-3y0€ll B HUIXKHUX OTBEICHUSX
¢ TpyU3HaKaMU OJI0OKabl JIEBOM HOXKMU Mydka [iica B
otBeneHuun V1. Eciiv nCTOUHUK pacrosiaraeTcs B Bbl-
BOJHOM TpaKTe JIEBOTo kKenaynodka, To Ha DKI Ha-
OJsito1aeTcsl KapTuHa OJIOKaIbl MPaBoOii HOXKH MydykKa
Tuca B otBenenun V1. ¥ CUMITOMHBIX MallMEHTOB
npenapataMM TI€pBOTO psia MPU JIEYEHUU TaKUX
MNpeXIeBPEMEHHbBIX COKpAIIEHUI XKeJTyT0UKOB SIBJIS -
I0TCST OeTa-010KaTOPHI.

®axTopHl, TTOBHIIAIONINE PUCK BO3HUKHOBEHUS
ITCXK: MyXcKoOii 1T0oJI, MOXWUIION BO3pacT, IIpUHA/-
JIEXKHOCTh K HErpOMIHON pace, Haau4yue rumnepro-
HUYECKOI 00JIE3HU 1 UILIeMUYECKOI 00JIE3HU Cep/-
ua (MbC), npusHaku 0J0Kaabl HOXeK Tmydyka lica
Ha OKI, 3apeructpupoBaHHOil B 12 OTBeneHMSIX,
TUIIOMarHueMus U TUIToOKaaueMus [6].

AnureMnoIorus

IIpexxaeBpeMeHHbIE COKpAIleHUsT XKEITyI0uKOB
SIBJISIIOTCSI OTHUM M3 HanOoJiee pacpoCTpaHEHHBIX
HapyLIeHU pUTMa cepAlia U MOTYT BOZHUKHYTH Y
OOJIBHBIX C CEepAECYHO-COCYIMCTBhIMU 3a00JieBa-
HUSMU uan 0e3 Hux. I1o pa3HBIM JaHHBIM pacIpo-
CTPAaHEHHOCTb IIPEXIEeBPEMEHHBIX COKpalleHMIA
>KeJYIOYKOB 3HAYMTEJILHO Bapbupyercs: oT 3% y
OOJIbHBIX, UMEIOIINX CYOCTpaT U CUMIITOMBI, 10 00-
nee 60% y 6eCCUMNTOMHBIX MalMeHToB [7].

Cmepmuocmo u 3a604e6aemocns

Knunuueckast 3HAaUMMOCTD KETYI0UKOBBIX KC-
TPAaCUCTOJI 3aBUCUT OT COCTOSIHUSI MallMeHTa, MpU
KOTOPOM OHUM BO3HMKAIOT:

— MpexXJeBPpeMEHHbIE KEeJyI0YKOBbIE COKpa-
LIEHUSI Y MOJIOJBIX, 3A0POBBIX TMalMeHTOB
0e3 COIyTCTBYIOIIMX OpraHMYeCcKUX 3a00Jie-
BaHMIi cepjlia, OOBIYHO HE MOBBIIIAIT YPO-
BEHb CMEPTHOCTHU;

— MpeXIeBPEMEHHbIE KEeJyIT0YKOBbIE COKpa-
IEHUST y TIOXUJIBIX TalMeHTOB, OCOOEHHO
¢ Bepu(UIMPOBAaHHBIM 3a00J€BaHUEM CEp-
J@YHO-COCYAUCTON CUCTEMBI, CBSI3aHbI C TO-
BBILIIEHWEM pHUCKa HeOJarornpusiTHbIX cep-
JIEYHO-COCYIMCTBIX COOBITUI, B YaCTHOCTU
YCTOMUMBBIX KETYJT0YKOBBIX apDUTMUI U BHE-
3aITHOM CEepICYHON CMEPTHU;

— y TalMeHTOB ¢ WHGApKTOM MMOKapaa
B aHaMHe3€ PUCK 3JI0KaYeCTBEHHbBIX Key-
JIOYKOBBIX apUTMUIA M BHE3aIlHOW CMEPTU
CBSI3aH C TrpajalMeit KeayJlouKOBOM 3KCTpa-
CUCTOJIUU — OOJIbHBIE C MPEXIEBPEMEHHBIMU
cokpartieHusMu xeaygoukoB III—V mo rpa-
manumn Jlayna—Bosbgha HaxomsaTcs B TpyIiie
OYEHb BbICOKOIO PUCKA;

— yacTasl XeJyJl04KoBasi 3KCTPACUCTOJIUSI MO-
KeT OBbIThb acCOLMUPOBAHA C TOBBILLIEHHBIM
PUCKOM MHCYJIbTa y MALIMEHTOB, HE CTpaJalo-
1IMX OT TMIEPTOHUYECKOI OOJIE3HU U caxap-
Horo nuabera.

TIoa

KenymoukoBasl sKTonmn4eckasi akTMUBHOCTh 00-
Jiee pacIpocTpaHeHa Cpeau MYXXYMH, 4eM Cpeau
SKEHIIMH TOTO 3Ke Bo3pacTa. Y MalueHTOB-MYKUNH
PUCK BBISIBJICHUSI KEJYIOUKOBOM 3KCTPACUCTOIUU
B 1,39 paza BbIllle MO CPaBHEHUIO C MallMeHTAMM-
KEHIIMHAMMU.

Bospacm

YacTtora NpexaeBpeMEeHHbIX COKpAIlleHU Ke-
JIyIOYKOB YBEJIWYUBAETCS C BO3PACTOM, OTpaxas
yBeJIMUYEHNE PACIPOCTPAHEHHOCTU apTepUaibHOM
runepteH3uu 1 MbBC npu crapeHUn HaceaeHUsI.

Anamues 3a601eBaHusS

BaxHbIMU 3JIeMeHTaMM MpU cOope aHaMHe3a Y
MalMEHTOB C IMPEXIeBPEMEHHBIMU KEJIyIOYKOBBI-
MU COKPAIICHUSIMU SIBJISTFOTCSI:

— YTOYHEHUE HaJIW4YMsI OPraHMYEeCKOIro ITopa-

KEHUS cepaa;
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— BBISIBJICHHE CPeIU IPUHUMAEMBIX MTPEIapaToB
JIEKapCTB, BIMSIONIMX Ha 3JEKTPOJUTHBII
OajaHc, MMEIOIIMX BO3MOXHOE MPOapUTMU-
yecKoe AeiCTBIE, CUMIITAaTOMUMETUKOB (B TOM
Yyyc/ie HAPKOTUYECKON TIPUPOJbI, HAIPUMEDP
adeapuHa WIK KOKanHa).

CumrnrTomaMmu, yKa3blBalOIIMMM Ha HEOOXOmu-
mocTth JedeHus [1CXK, aBistoTcs cienyiomme:

— Hajmumuue 00U B IPYyIM WJIM SKBUBAJICHTOB
CTEHOKapAUM KakK (aKTOpOB, OTpakarolIux
Haauune UBC;

— TOJIOBOKPYXXEHUSI, CUHKOMAJbHbBIE COCTOSI-
HUS KaK IIPOSIBJICHUST HapYLIeHU I TeMOAHA -
MUKHU.

Y OonbplIMHCTBA MAallMEHTOB IPEXIEBPEMEH-
HbIE COKpAIlleHUsI KeJIYIOYKOB OOBIYHO HE MpO-
SIBJISTFOTCSI.

«[TyireyHbie» BOJIHBI (YBeJMUEHUE CUIIBI COKpa-
IIEHUs), BO3HUKAIOIINE BCIEACTBUE MOCTIKCTpa-
CUCTOJUYECKOTO YCUJICHUSI COKPATUMOCTHU, MOTYT
BBI3BATh YYalllEHHOE CEpALEOMEHNE U OULyLIEHNE
JuckoMdopTa B IpyIu.

[TanmeHTHI paccKa3biBalOT 00 OLIYIIEHUU, YTO
cepile «3aMHUpaeT» UM «OCTaHaBIuBaeTcs». [1pu
HaJAW4yueM Ou-, TPUTeMUHUU WU IPYTUX BapUaH-
TaX YaCThIX DKCTPACUCTOJI Y OOJIbHBIX MOSIBIISIIOTCS
JKajao0bl Ha CHUHKOIIaJbHbIE COCTOsIHUS. laHHas
CUMIITOMaTHKa o0O0ycJIoBJieHa HealeKBaTHBIM
yIapHBIM 00BEMOM U CHMXXEHUEM CEpACYHOrO
BbIOpOCA B CBSI3U C PEAKUMU CUHYCHBIMM COKpa-
IICHUSIMHU.

JIMHHBIE TIPOOEXKHU KeJyIO0UYKOBOM 3KCTpa-
CHCTOJIMM MOTYT IIPUBECTU K TUTIOTCH3UU.

®Dusnueckue yrnpaxKHEHUS] MOTYT YBEJIMYMBATH

Wi yMeHbmath ynucio ITCXK [8].

®dusukanpaoe 06cIegoBaHHe

[Tpu busrukanbHOM 00CIEI0BAaHUN BO3MOXHO
oOHapyXeHHe MPU3HAKOB M CUMIITOMOB, YKa3bl-
BalOIIMX Ha HEMOCPEICTBEHHYIO MPUYMHY BO3-
HUKHOBEHUS MpPeXIEeBPEMEHHBIX COKpalleHU
JKEJIyI0UKOB.

Apmepuanvnoe dasnenue. Yactoie INCK moryr
MNPUBECTU K TeMOIMHAMUUYECKUM HAapPYLICHUSM.
WMcTrHHAS TUITOTEH3UWST BCTpEYaeTCsl HeyacTo, HO
OTHOCUTEJIbHASI TUIIOTEH3UST HE SIBJISIETCS PEIKOC-
ThI0, OCOOEHHO y OOJILHBIX C COMYTCTBYIOLIMMU 3a-
0oJIeBaHMSIMU CEPAlIA.

Ilyavc. TICK MOryT mpuBecT K YMEHBIICHUIO
HaIOJTHEHUS ITyJTbCa WITA K €T0 OTCYTCTBHIO (3HAYM -
TeJbHBIM TPYIHOCTSIM B €70 PETUCTPaLlM), UTO 3a-
BUCHUT OT CUJIbI KeJyTOUYKOBBIX COKpAILCHUIA.

Ilyavcokcumempus. B cOCTOSTHUM TUTIOKCUM KO-
JIMYECTBO TIPEXKICBPEMEHHBIX COKPAIICHUN KEeTy-
JIOYKOB 3HAYMTEIbHO YBEJIUYMBACTCSI.

Obcnedosanue cepdeuno-cocyoucmoii cucmemsl.
«ITymeyHbie» BOJHBI MOTYT HaOJIOAAThCS TPU
MMaJbIIalliy TyJIhca Ha SIPEMHOU BeHE, OCOOECHHO
ecnu ITC2K BOo3HMKAIOT OMHOBPEMEHHO C COKpallie-
HUSIMU MIpeICepanii TTPY 3aKPbITOM TPUKYCTUIATb-
HOM KJIaTiaHe.

Ob6caedosarnue dvixamenvholl cucmemst. Ilpu co-
YeTaHWW JUINTEILHOTO aHaMHe3a TUIIePTOHWYEC-
Kot 00JIe3HM U MPU3HAKOB 3aCTOMHON cepAecUyHON
HeIOoCTaTOYHOCTU (0OHaApyXeHUEe XPUIIOB B HUXK-
HUX OTAeJIaX JIETKMX) MOXKHO CIeIaTh BHIBOM O KITH-
Huveckoi 3Hauummoctu [TCIK mjisi KOHKpPETHOro
TTarMeHTa.

Hesponoeuueckuii cmamyc. Acxxutauus mauueHTa
1 TIPU3HAKKW aKTUBAIIUA CHUMITATUYECKON CUCTEMBI
(HampuMep, paclIMpeHHbIe 3paukKu, TeTUIas U cyxast
KOXa, TpeMOp, TaxuKapausi, TMIepPTeH3usI) TT03BO-
JISIIOT TIpeanoJjaratb, YTO IPUYMHOM HapyILLIEHUM
pUTMa MOTYT OBITh KaTeXOJIaMUHBI.

druonorus

KapnuanbHbie
[CX:

— ocTpsiit nH(papKT muokapaa uiu UbC;

— MUOKap/IuT;

— KapAuMoMMONaTUM (IuJIaTallMOHHAST WU TU-
neprpoduyueckas);

— TpaBMBbI Cep/lia;

— TIpOJIATIC MUTPATLHOTO KJIalaHa;

— TUIIOKCUSI /WU TUTIEPKAITHUS;

— TIpMEM JIEKapCTBEHHBIX MpEapaToB (HaIpH-
Mep, TUTOKCHHA, CUMIIATOMUMETUKOB, TPU-
LIUKJIMYECKUX aHTUIAETPECCAaHTOB, 3y(pUIu-
Ha, KoenHa);

— ynoTpebJeHUe TOKCUYHBIX IJIsI cepalla Be-
IIECTB, B TOM YMCJIe 3alpelleHHbIX (Hammpu-
Mep, KokarnHa, aM(peTaMUHOB, aJIKOTOJIs, Ta-
baka);

— TUITIOMarHUEeMMSI,
Kajgpuuemusi [9].

IIPUYNHBI BO3HUMKHOBCHUA

TUIIOKaJIMeMusda, TUIICP-

Muddepennuanbaas AMArHOCTHKA

HudbdepeHunanbHas TUarHOCTMKA TMPU MPexk-
JIEBPEMEHHBIX KEJIYITOYKOBBIX COKPAIIECHUSX TPO-
BOJUTCS CO CJIEAYIOIIMMU 3a00J€BaHUSIMU:

— OCTpPbII KOPOHAPHBINA CUHIPOM;

— uHdapKT MUOKapaa;

— MUOKApPIUT;
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— (pMOPMILISALINS KTy TOUKOB;
— XKeJlyIouKOBas TaXUKapausl.

JlaGopaTopHbIe METOBI HCCIIEOBAHUS

Heob6xomnmo ompeneneHne ypoBHS 3JIEKTPOIIH -
TOB B CBHIBOPOTKE KPOBHU. Y MAIlMEHTOB C HU3KUM
YPOBHEM Kajiusi HEOOXOAUMO OIpeaeeHUe KOH-
LIEHTPallM NOHOB MarHus.

B HekoTOphbIX cllyyasiX MOXET OBbITh MPOBEACH
TepaneBTUICCKII 1eKapCmeeHHbll MOHUMOPUHE.

Y nmanueHToB, NMPUHUMAIOIIUX JEKapCTBEHHbIE
npenapaTbl C U3BECTHBIM MTPOAPUTMUUYECKUM Jeii-
CTBUEM (HarpuMep, IUTOKCUH, TeO(PUJIMH), KOH-
LIEHTpaLMs Tperapara U ero MeTaboJIMTOB MOXET
OBITh AMAaTHOCTUYECKHU 3HaYuMoli [10].

Jpyrue o6cinexoBanus

Peructpanus DKI mo3BoJjisieT onpeaeanTb Mpu-
YUHY ¥ XapaKTePUCTUKU KeTyT0IKOBOMN SKTOITMYEC-
KO aKTMBHOCTH. B momoiHeHHMe K cTaHOapTHOM
OKI, 3apeructpupoBaHHO B 12 OTBeIEHUSIX, MOXK-
HO Tipom3BecTH 2-MUHYTHYIO 3anuch OKI Bo II
CTaHZAPTHOM OTBEIEHUU [IJIST OLICHKW PUTMa M 9ac-
TOTBI KeJTYI0YKOBOM 3KcTpacucTonuu [11].

[To maHHBIM B3JeKTpOKapaAHorpaduIeckoro uc-
CJICMOBAaHUS MOXHO TIPEAITONIOXHUTh CICIYIOIINe
amuonoeuteckue Gakmops TPexkaeBPEMEHHbBIX CO-
KpaIeH! KeTyT0IKOB:

— TUNEepPTPOdUS JEBOTO XKETYI0UKa;

— HaJn4Ire UIIeMUH MUoKapaa (IeTpeccust MIn

syieBauust cermenTa ST /Ui MHBepcus 3y0-
ua 7);

— y OONBHBIX ¢ MH(APKTOM MHMOKAap/aa B aHaM-
He3e — Hajauyue Iarojioruyeckoro 3youa Q,
CHIDKeHUE BoJIbTaXa 3yOma R, OJokama HO-
XKek myuka Iuca;

— TIpU3HAKW HapyIICHUS 3JIEKTPOJIUTHOTO 0Oa-
naHca (ocTpble paBHOOeapeHHbIe 3yOubl 7,
yaauHeHue uHtepBana Q—71);

— TIpU3HAKW BIWSHUS JIEGKAPCTBEHHBIX IIpeIa-
paToB (paciupeHue Komiiekca QRS, yuim-
HeHue uHtepBaia O0—171).

AKT-npusnaku Xeaya04KOBOM 9KCTPACUCTOINUM:

— mpexaeBpeMeHHoe TosiBieHue Ha DKI us-
MeHeHHoro KoMmruiekca QRS

— 3HauyuTeabHOe pacmmpeHue (o 0,12 ¢ u
Oosiblie) U aedopmalus IKCTPacuCToIMYeC-
Koro komruiekca QRS;

— pacnoyioxkeHue cermeHta RS—T u 3youa T
SKCTPACUCTOJNIBI TUCKOPIAHTHO HaIpaBie-
HUIO OCHOBHOTO 3y011a KoMIuiekca QRS;

— OTCYTCTBUE IMepe/ KeyT0UKOBOM 3KCTpacuc-
TOJIoM 3yO11a P;
— HaJIM4ue TMOocJe XeJyT0uKOBOM 9KCTpacucTo-
JIbI IOJTHOM KOMIIEHCATOPHOM may3sl [12].
KenynoukoBast 5KCTPACUCTOIUSI MOXET MPOsIB-
ssateest Ha OKT maTrepHaMu OUTeMUHUM, TPUTEMU -
HUU WU KBaJPUTEMUHUU, KOTAa SKCTPACUCTOJIM-
YECKUMU SBJISIIOTCS KaXIbIA BTOPOM, TPETUMA WU
YETBEPTbIlA KOMIUIEKChl COOTBETCTBEHHO.
KenynoukoBble 9KCTPACUCTOJIbI ¢ OAMHAKOBOM
MopdoJIoruell Ha3bIBalOTCSI MOHOMOP(HBIMU WU
onHodokycHbIMU. Eciu mpu mpexaeBpeMeHHBIX
cokpalleHusix xeaynoukoB Ha DKI peructpupy-
IOTCSI KCTPACUCTOIMYECKIE KOMIUIEKCHI IBYX WU
boJiee pa3IMYHBIX MOP(MOJOTUii, OHU HA3BIBAIOTCS
MOJIUTOTIHBIMU WM TTOJUMOPPHBIMU (pUC. 2).
g onucaHus XxapakTepa KeayIoYKOBOW 3KC-
TPaCUCTOJINU, CTETIEHU €€ BhIPa)KeHHOCTH U Orlac-
HOCTHU JIJ151 )KM3HU 00JIbHOTO OblJ1a CO3JJaHa CUCTEMa
rpagaiuu no Jlayny—Bonbdy. Yem Bbllle rpaganus
OIUCHIBAEMON SKCTPACUCTOJIMM, TEM 0oJiee ornaceH
M CEPbE3eH MPOrHO3 MpPU JAHHOM SKTOMUYECKON
aktuBHOCTH [13]:
— I — mo 30 sakcTpacucTo 3a 1r000i Yac MOHU-
TOPUPOBAHUS;
— II — cBbiie 30 akcTpacucTol 3a JII0OOM yac
MOHUTOPUPOBAHUS;
— Il — monumMopdHBIE 3KCTPACUCTOJIbI;
— IVa — mapHbIe 3KCTPaCUCTOJIBI;
— IVb — rpynmnoBble 3KCTPaCUCTOJIbI, TPUILIC-
ThI U 00Jiee KOPOTKHUE MTPOOEKKU KeTyT0UKO-
BOM TaXxUKapauu;
— V — paHHMe XeJyJ0UYKOBbIE IKCTPACUCTOJIbI
tuna R Ha T (puc. 3).
24-uacoesoe (uau 6osee daumenbHoe) MOHUMOPUPO-
sanue JDKI 1103BOJISIET OLIEHUTb XapaKTep Keaya0u-
KOBOW 3KCTPACUCTOJINU (KOJIMYECTBO, MOP(OIOrus
KOMILIEKCOB), a TAaKXe OMpeaeanuTb 3(PpHeKTUBHOCTD
KCTIOJIb3yEMBIX MPENapaToB U JPYIUX CIIOCOOOB Jie-
yenust [1CK Boicokux rpagaumii. Ho nHrubuposa-
HUE SKTONMUYECKOU aKTUBHOCTH, MOATBEPXKACHHOE
JIAaHHBIMU XOJTEPOBCKOTO MOHUTOPUPOBaHUsI, HE
BCeT/ia CBUJETEJILCTBYET O CHUXKEHUU PUCKA CMEPT-
Hoctu. Hanbosee BakHYIO poJib XOJITEPOBCKOE MO-
HUTOPUPOBAHUE WUTPAET B OINpEACIEHUU CTPaTU(DU-
Kalluy pUCcKa MallMEHTOB C HEIABHO MEPEHECEHHBIM
WH(papKTOM MUOKapJa Wiu ¢ HauuueM IUChyHK-
LIMM JIEBOTO Xeyno4ka. Bosee uem y 60% 310pOBBIX
MY>KUMH CPeHEro Bo3pacTta Mpu XOJITEPOBCKOM MO-
HUTOPUPOBAHUM PETUCTPUPYIOTCS MPEXKIEBPEMEH-
HbIE COKpallleH!s XKeTyIo4koB [14].
Cuenan-ycpeonennas IKI' (CY-DKI') ucronnsy-
eTCs1 JIs MPOTHO3UPOBAHUST PUCKA BOZHUKHOBEHMUS
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y TIALIMEHTOB JKETYI0YKOBOM SKTOIMMYECKON aKTHB-
HOCTW BBICOKOM rpajalyd M XKEeIyJOYKOBOM TaXu-
kapauu. [1pu BbISIBIEHUU OTKJIOHEHUU B pe3ysibra-
tax CY-OKI' maumeHTty TpeOyeTcs OoJiee ITy0oKoe
o0cJieloBaHNEe BILIOTh A0 MPOBEACHUSI BHYTpPUCEP-
JIEIHOTO BJIEKTPO(PUZHOIOTMIECKOTO UCCSTOBAHNS
JUTSI ICKJTIOYEH ST OTTACHBIX apUTMUI ¥ OTIpeAeIeHIUS
MoKa3aHUi K UMIUIAaHTAaLMU KapauoBepTepa-aeduo-
puutsgtopa. Co BpeMeHeM, MpY HAKOTUIEHUH T0CTa-
TOUYHBIX JaHHBIX, CY-OKI' mo3BoIUT onpeaciuTh
HOBYIO TPYIITY TTOKa3aHWN TSI BHITIOJTHEHWS] BHYT-
PUCEPIEUYHOTO 2JIEKTPODU3NOIOTMUECKOTO HCCIIe-
JIOBaHUSI Y MAIlMEHTOB C XeJyT0UYKOBOI 3KCTpacuc-
TOJMEN BBICOKMX rpamamnuii. OmHako B HacCTOSIIEe
BpeMsl JaHHbII METO/I UCTTOJIb3YeTCsI HE TaK IIUPOKO.

Dxoxapouoepapuueckoe uccaedosanue MOXET
OBITh TTOJIE3HBIM HE TOJIBKO ISl OLEHKU (hpaKLuu

Puc. 2. DaekrpokapauorpaMma Mnpu MOIUMOPOHOIM
SKCTPACHCTOIUU

BbIOpOCa, KOTOpasi UrpaeT BaxkKHYIO POJib B OIpese-
JICHUM TIPOTHO3a TpU TPEeXIEeBPEMEHHBIX COKpa-
LIEHUSIX XeJYyI0UKOB, HO 1 JIJII AMAarHOCTUKM Kja-
MaHHOI 00JIE3HU CepAlla WM TUNEPTPOPUM Kelry-
noukoB [15].

Jlpyrue 1uaraocTHYECKHE METOAUKH

ITpoBenenue cmpecc-mecma ydiie BCEro coye-
TaTh C XOJTEpOBCKUM MoHUTOpupoBanueM DKI. YV
MalKXEeHTOB CO CIOXHBIMU (POpMaMM SKCTPACUCTO-
JINYW TIOCJIE BBIMOJIHEHUS TTPOOBI C HArpy3KOW BO3-
MO>Ha MOCTaHOBKA JMarHo3a KaTrexoJaMUH-UHIY-
LHUPYEMOM U MHIYLIMPYEMOU UILIEMUEN HEYCTONYM -
BOW XETYI0YKOBOUN TaXUKApAUU.

Ponb eénympucepoeunoeo anexmpoghuzuonoeuuec-
K020 uccaedogarus IpyU CAOXHBIX (DopMax >Keaya04-

Puc. 3. DnekrpokaparorpaMMa Mpu paHHe XeayJ0uYKOBOM dKCTPACUCTOINU
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KOBOI 39KTOMUU SIBJISIETCSI aKTyaJlbHbIM BOMPOCOM
JUISI UHTEHCUBHBIX WCCJIEAOBAHUN U IUCKYCCUNA.
B coBMecTHBIX pekoMeHIalusIX AMepUKaHCKOM
accouuauuu cepaua (AHA) 1 AMepuKaHCKOro Koji-
nemxa kapauonorun (ACC) ykazaHo:

1. Iposenenne DM®U He MOKaA3aHO y TMAl[CH-
TOB TOCJIE MEePEeHECEeHHOro MH(apKTa MUOKapaa
HU3KKM YpoBHeM pucka. K rpyrmne Hu3Koro prucka
OTHOCSITCS TTALIMEHThl C MOHOMOP(HBIMU XKeJTy104-
KOBBIMM 3KCTPACUCTOJAMM, XOpOIllIed (yHKIUEH
sneoro xenynouka 1 XCH I—IIA ¢yHKunoHamb-
HbIX KJIACCOB.

2. D®U mokazaHo y O0IBHBIX M3 TPYITITHI BHICO-
KO0 PUCKA CO CJOXHBIMU (popMaMU Keaya0uKo-
BOU BKTONMMUYECKON aKTUBHOCTU.

3. [IpeamnonaraeTcsi, 4YTO I0Jib3a BBITTOJHEHMS
3J1eKTPO(U3UOJIOTMYECKOTO UCCIIENOBAHMS Y AL~
€HTOB C YCTOMYMBON XKETYI0YKOBOU TaXUKaApIUEHA,
BO3HUKIIEH mo3nHee 48 4 IMociie OCTpoil cTaauu
nHbapKTa MUOKapaa, MPeBbIllIaeT PUCK MPOBeIe-
HUSI JaHHOW MPOLIEAYPHbI.

Be;[elme manyeHTa Ha JOrOCIUTAJIbHOM dTalle

Mepsl, TIpUHUMaeMble TTPU BeICHUW TallMeHTa
Ha JOTOCTIMTAJIbHOM 3Tare, BKIIOYAOT:

— MOCTOSIHHBIN  amnmapaTHbIA MOHUTOPUHT
COCTOSTHMS TIAITUEHTA;

— obecreyeHUe TMOCTOSIHHOTO
JOCTYTIA;

— Ha3HauyeHMEe KUCJIOPOa;

— Ha3HayeHue JIMJoKauHa (MpUMeEHsIeTCs s
TTOAABJICHUS CIIOXHBIX (DOPM KEITyTOUKOBOI
9KTOMMWYECKON aKTUBHOCTU Yy T€MOAMHAMM-
YeCKM HECTAaOMJIbHBIX MALIMEHTOB C MIlleMUei
MHUOKapa).

BEHO3HOTO

Benenne manuenTa B 0TA€/I€HUN peaHHMAIN
¥ MHTEHCHBHOH Tepanuu

Pemenue o 1eyeHnM npekaeBpeMEeHHBIX COKpa-
1IeHU keaynoukoB B yciaoBusix OPUT uiu amOy-
JIATOPHO 3aBUMCUT OT KJIMHUYECKOU cutyauuu. [1pn
OTCYTCTBUM 3a00JIeBaHUI cepala OeCCMMIITOMHAs
JKeJTyJOUYKOBasl SKTOIMS, He3aBUCUMO OT KOH(UTY-
panuu Komruiekca QRS miay 4acToThl BOBHUKHOBE-
HUS 9KCTPACUCTOINYECKUX UMITYIbLCOB, HE TpeOyeT
cneuurduueckoro jgeyeHus. JledueHre HEOOXOIUMO
y IMALlMEHTOB C OPraHMYeCKUMMU 0OJIE3HSIMU CEPALIa,
C MPEeXICBPEMEHHBIMI COKPALLICHUSIMHU XKEJTya04-
KOB, BBI3BAHHBIMU 3JIEKTPOJIMTHBIM AUCOaIaHCOM
U TOKCUUYECKUMHU 3(PPeKTaMU HEKOTOPBIX JIeKapCT-
BEHHBIX ITpeIapaToB.

Mepbl, IpUHUMaeMble TTPY BEJCHUY TTallMeHTa B
OPMUT, Bxit09aroT:

— TIOCTOSIHHBIN anmapaTHblii MOHUTOPUHT CO-

CTOSTHUS TIallMeHTa;

— o0ecreyeHrne TMOCTOSIHHOTO BEHO3HOTO J0-
CTyIa;

— Ha3Ha4YeHUE KUCJIO0PO/a;

— peructpauuio DKI B 12 oTBeIeHUSIX.

ITpy TMMOKCHUYECKUX COCTOSIHUSIX HEOOXOAMMO
BBISIBUTb U YCTPAHUTDb MMPUYMHY HETOCTATKA KUCIIO-
pona; B KauecTBe CUMITTOMAaTUYECKOTO JIEUSHUST UC-
MOJIb3YETCS MHTAISLIMSL KUCJIOPO/ia Yepe3 HOCOBbIE
KaHIOJIH.

ITpu nepeno3upoBKe JIeKapCTBEHHBbIMU Tpemna-
patamu TpeOyeTcs Ha3HauyeHue crelupuyecKoin
aHTUIOTHOM Tepanuu: Fab-anturen npu repeno3u-
pPOBKe IUTOKCUHOM, OrKapOoHaTa Mpu OTpaBIeHUU
TPULIMKJIUYECKUMU aHTUAenpeccaHTamu. [1pu Tok-
CUYECKOM MOPaKeHUU, BHI3BAHHOM aMUHOMUILIU-
HOM, BO3MOXKHO MPOBENEHNE reMOIuaIn3a.

Heob6xonrmo BoccTaHOBIEHUE HAPYILIEHUH 21eKT-
pOJIMTHOTO OajaHca Mocjie OrpeaesieHus YpOBHeEl
crneuruIecKUX MOHOB (Kalauii, HaTpUid, MarHuii).

B cnyyasx octpoil mimemum u/uim mHMapKTa
MUOKapa:

1) PaHHsi1 AuarHocTMKa W JieUeHHE OCTPOTo
nHbapKTa MUOKapaa/MIIeMUN SBISIOTCS
KpaeyroJbHbIMU KaMHSIMU Teparuu.

2) He pexomenmyeTcs IpuMeHEeHNE aHTUAPUT-
Mmuyeckux mnpenaparoB I kiacca m3-3a ux
ToKcu4eckKux 3¢hHeKToB, a TaKXKe CEPbe3HO-
ro BJIUSIHWS HA TIPOBEJIEHUE JIEKTPUUYECKOTO
umiIyiabca nmo cucreme Iuca—IlypkuHbe (Ha
3-10 (pa3y moreHnuana aericteus). Ilocnen-
Hee CO3IaeT PUCK CHOHTAHHOTO Pa3BUTUS
SKM3HEYTPOXKAIOIIUX KEJYTOUKOBBIX Taxu-
ApPUTMMUIA.

3) YV mamueHToOB C OCTpOM WIeMHEN WU UH-
(hapkTOM MUOKapaa 4yacTo HaOI0IaITCs
CJIOXHBbIE (DOPMbI IKTOMMUYECKOMN KeTyaou-
KOBOI aKTUBHOCTU TIOCJie MpPUMEHEHMUSs
TPOMOOJIMTUYECKUX TPENAPATOB.

4) Tlpenapatbl MepBOro BbIOOpa MpHU MpeXie-
BPEMEHHBIX XETYIOYKOBBIX COKpalleHUSIX
0e3 reMoJMHaAMUYECKU 3HAYUMMBbIX HM3MEHe-
HUI y TalMEeHTOB, TepeHeclnx WHOapKT
Muokapaa, — 6era-0J0KaTopHhl.

5) JIugokauH cieayeT HCIOJb30BaTh TOJBKO
MPU CUMIITOMHBIX (popMax MpexaeBpeMeH -
HBIX COKPALIEHU XKeTyI0YKOB Y MALlUEHTOB,
nepeHecnx MHGapKT Muokapaa. JlugokauH
SIBJISIETCS MpernapaToM BbIOOpa B ciydasix,
korga cumnroMHbie [TCXK cBsizaHbl ¢ yaiu-
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HeHMeM uHTepBaia Q— T, Tak Kak OH He BJIu-
SIET Ha ero MPOJOJIKUTEIBHOCTD B OTJINYNME OT
JIPYTUX aHTUAPUTMUKOB.

6) AMMOZApOH TaKXe MOXET WCITOJIb30BaThCs
IJIST JIGYEHUS] CUMIITOMHBIX TMPEXIEBPEMEH-
HBIX XKeJyIOYKOBbIX COKpalleHuii. JlomoJ-
HUTEJIbHBIM MOJOXUTEIbHBIM 3((EKTOM UC-
MOJIb30BaHUs aMUOAAPOHA SIBJISIETCS YBEIU-
YeHHWE CEepAEeYHOro BHIOpPOCA BCIEICTBUE
CHUKEHMST 0oO0LIero mnepudepuyeckoro co-
MPOTUBJICHUSI.

]IeKapCTBeHHaSI Tepanuid

JleyeHue cnoxXHBIX (DOPM KeJTyT0UKOBOI IKTOMH -
YeCKOI aKTMBHOCTHY 3aBUCUT OT HATUYMS KITMHUIEC-
KUX MIPOSIBJICHUI 1 MPUYMHBI, JIeXKalllel B e OCHOBE.
CrnemyeT IpUMEHSTh CITEIM(PUIESCKYI0 aHTUIOTHYIO
Teparuio Mpy Mepeao3uPOBKe JEKAPCTBEHHBIX Mpe-
napatoB. [Ipu 371eKTpOIUTHOM AucOaaHCce KOppeK-
LM HApYIIIeHUH PYBEIET K JKeJJaeMOMY TeparieBTH -
yeckoMy a3 dekry. JIugokarH siBasieTcs mpenapaTroM
BBIOOpA TIPH CITOKHBIX (DOPMaX KETyI0YKOBOI SKTO-
MUYECKON aKTUBHOCTH Y CHMIITOMHBIX MaIlMEHTOB,
nepeHecnx MH(papKT MUOKapaa, HO yOeIUTeIbHBIX
JI0Ka3aTeIbecTB ero 3(h(EeKTUBHOCTY HA TaHHBIM MO-
MEHT He IpeacTaBieHo [16].

Aﬂmuapummultecxue npenapamol

AHTHapUTMHUUYECKUE JIEKapCTBEHHBIC IIperapa-
Tl (AAII) BAUSIIOT Ha 2J€KTPOPU3UOIOTUYECKUE
MEXaHM3MBbI, Jiexalllie B OCHOBE TpeXIeBpPeMeEH-
HBIX COKpAIIEHU KeJTyTI0UKOB.

Amuodapon

OtHocutrcs k III ximaccy aHTMapUTMUYECKHX
npenapaTtoB. MexaHU3M aHTUAPUTMUUYECKOTO JIeii-
CTBHSI aMMOJapoOHa coyeTaeT B cebe MeXaHU3MbI
BCEX YeThIpeX KJIAaCCOB aHTUAPUTMHUKOB MO KJIaCcCU-
¢ukauum Borana VYunbsamca. MoxeT yrHeraTb
AB-IpOBOAMMOCTb U aBTOMATU3M CHHYCHOTO y371a.
VYBennumnBaeT JUIMTEbHOCTb MOTeHLIMaa AeCTBUS
U pepakTepHOTo Iepuoaa B MUOKap/e, ocaadisieT
3¢ GheKThl aipeHEPTUYeCKO CTUMYISILUU. SIBseT-
C €MMHCTBECHHBIM JIEKAPCTBEHHBIM IIpeTiapaToM C
JIOKa3aHHBIM CHMXKEHUEM YacTOThl U pUCKa pa3BU-
THSI BHE3aITHOM CepIeUYHON CMepTU TPU OOCTPYK-
LIMM B BBIBOTHOM TPAKTE JIEBOTO KEIymOouKa WU
0e3 Hee. D deKkTuBeH MpU BOCCTAHOBJIEHUN CUHY-
COBOrO pUTMa Yy TALIMEHTOB ¢ (UOpWLISUMEd U
TperneTaHueM Mpeacepaunil, a TakKe MpU CHUKEHUU
JacTOTHI pelIMIUBOB. MIMeeT HM3KMi prCK BO3HUK-
HOBEHUSI TIPOapUTMUYECKUX I(DDEKTOB; MpPU 3TOM

MOSIBJIECHNE KaKUX-JIM0O TMPOapUTMUYECKUX peak-
Wi, Kak TpaBWIO, OTCpodeHO. Mcmomb3yercs y
MalMEeHTOB C OpPraHUYEeCKUMMM 3a00JIeBAHUSIMU
cepaua. bBoJblIMHCTBO Bpaveil MpuaepKUBaIOTCS
CJIEMyIONIeTo peKMMa HAaCBHIIIEHUS TpernapaToM B
CTallMOHAPHBIX WJIM aMOyJaTOPHBIX YCJIOBUSX: C
200 mr BHYTpH 4 pa3a B IeHb B TeueHHe | Hem n3-3a
HU3KOT'O PUCKAa apUTMOTEHHOTO AEMCTBUS C Moce-
JYIOIIMM €XeHeAeJbHbIM CHUXKEHUEM J03bl 10 MU-
HUMAaJbHOM, oOecIieuMBaloIIeil KeJlaeMblil Tepa-
neBTuueckuii 3¢dekT (oOblYHAsT TOAAECPKUBAIO-
mas 1o3a cocrapiisieT 200 Mr/cyT ¢ MepuoanYeCcKUM
KOHTPOJIEM ITUTEeIbHOCTU UHTepBasia O— 7' u nepe-
pbIBAMM TIO BBIXOAHBIM, OCOOEHHO Y TAalMEHTOB
cTaplero Bo3pacrta, u3-3a BbIpak€HHOTO HaKoTLIe-
HUS TIpeTiapaTa ¥ BO3MOXKHOTO Pa3BUTHSI TOKCUYEC-
Koro sddekTa 1 MoOOYHBIX AeicTBHit) [16].

Bo BpemsT HachIIIEHUST aMUOIapPOHOM JOJIKEH
OCYILECTBIISATHCS TTOCTOSTHHBIE MOHUTOPUHT CO-
CTOSIHUSI MallMeHTa Ha MpeaMeT BO3HUKHOBEHMS
Opammaputmuii. Ilepen HayagoM MCITOJIL30BaHUS
aMuoJapoHa OLIEHMBAIOTCS YacToTa CepIAeYHbBIX
cokpaueHuit (HCC), Hanmuue CUMNTOMOB 3a-
CTOMHOI CepAeYyHONl HEeZOCTaTOYHOCTHU, (aKT
npueMa IUTOKCHMHA U 0JIOKATOPOB KalblIMEBbIX
KaHaJOB.

HocTuxeHre He0OXOAMMOro TepaneBTUYECKOro
a¢dexTa Ipr opaTbHOM TIpHUEeMe MOXET 3aHATh He-
CKOJIbKO HeJlesib. AMMOJIApOH — IpenapaT Bblbopa
IUIST JIeYEHMST KU3HEYTPOXKAIOIIUX XKeJTyT0YKOBbIX
apuTMMii, pedpakTepHBIX K Tepanmuu OeTa-0JI0Ka-
Topamu. OTHAKO OH MPOTUBOIIOKA3aH MallMEHTaM C
3a00JI€BAaHUSIMM, COYETAIOIINMUCS C YIJTUHEHUEM
rnepuona penoyispuzauuvu (Harpumep, mpu CUHI-
poMe yaauHeHHoro nHTepBaia Q—1) [17].

Jludokaun

AHTHApUTMUYECKUI MTpenapat, OTHOCSIIUICS K
kyaccy I1B. CrabmimsupyeTr KJIeTOYHbIE MeMOpPaHHI,
BcaeacTBue 4yero ymiuHseT 0-10 ¢dasy moreHuuana
JIEVCTBUS U COKpAIIAET JJIMTEIbHOCTD PENOJISIpr3a-
uuu. Haubosiee 3HauuMblii 3(ppekT 3aKkitouaercs B
CHUKEHUU KTONMWYECKON aKTMBHOCTU IMATOJOTU-
YeCKMX OYaroB M BOCCTaHOBJEHUN HOPMAaJbHOTO
putMma.

Ilpoxaunamuo

OrtHocuTcd K kinacey IA. YBennunBaeT pedpak-
TepHBIN TIepuon Ipeacepaunii u keryaouykoB. Bos-
OyaIMMOCTh MUOKapia YMEHBIIIAETCS 32 CUET yBEJIU-
YeHUsI TTopora Bo30YKJACHUSI U TOPMOXKEHUSI MPexK-
JIeBPEMEHHOM TeiicMeKepHOU akTUBHOCTH [18].

IIpemnapat He goctyreH B Poccuu.
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Annanunun

JlanimakoHUTHHA TUAPOOPOMUI — JIEKAPCTBEH-
HOe CpeAcTBO, obJiagarollee aHTUAPUTMUUYECKUM
JIericTBUEeM. AJIKaTOU I, TTOJlydaeMblii U3 TUKOPACTY-
1LIETO0 MHOTOJIETHETO PACTEHMSI aKOHUTA OEJI0YCTOro
CeMEICTBa JIIOTUKOBBIX. BiokupyeT ObICTpble HAT-
pueBble KaHajabl MEMOpaH KapAUOMUOLIMTOB. BbI-
3pIBaeT 3amedyieHue AB- M BHYTpHXKeTya0uKOBOM
NPOBOAUMOCTHU, yKopauuBaeT 3(pGEeKTUBHBIA U
(byHKIIMOHANIbHBIN pedpakTepHble MePUObI Tpea-
cepouii, AB-y3na, myuka Iuca m BosiokoH Ilyp-
KWHBE, TEM CAMbIM YTHETasi IKTOMUYECKYIO aKTHB-
HOCTb XeJynoukoB. He yrHeraer aBToMaTusm cu-
HYCHOTO Yy3Jla, H€ OKa3blBaeT OTPMLATEIbHOIO
WHOTPOITHOTO U TUMOTEH3UBHOTO aelicTtBus. [lpu
npueMe BHYTpb 3(ddeKT pa3BuUBaeTCsI Yepes
40—60 MUH. AJUTaITMHAH a0COTIOTHO TTPOTUBOTIOKA-
3aH TMalMeHTaM C OPraHMYECKUM MOpakeHUeM
cepaua.

Ilponanopm

[MpomacdeHoH — aHTHAPUTMUYECKUI TIperapaT
kiacca IC, ookupyet ObICTpble HaTpHEBBIE KaHa-
Jbl. O0Jnagaer ciaboii 6eTa-aapeHOOI0KUPYIOIIEH
AKTUBHOCTBIO U M -XOTMHOOJOKUPYIOIINM IECT-
BUEM. AHTUapUTMUUECKU 3(P(PeKT OCHOBBIBACTCS
Ha MECTHO-aHEeCTe3UpPYIOLIeM U MPSIMOM MeMOpa-
HOCTaOMJIM3UPYIOIIeM MeWCTBMA Ha MHOKapIuO-
LIMTHI, a TaKxKe Ha OJiokaae OeTa-apeHOpelenTo-
POB U KaJblLMEBBIX KaHAIOB. Takke MPOTUBOIIOKA-
3aH TMalMEHTAM C OpPraHWYEeCKMM IopakKeHueM
cepaua.

bpemuauii

Antuaput™Muk III xiacca mo kmaccudpukauuu
Borana Yunbsimca. Ero He cienyet UCnoyib30BaTh B
KadyecTBe Mperapara IepBoit IMHUM W3-3a HaTIUsI
MoOOYHBIX 3(pPEeKTOB, TJTaBHBIM 00pPa30M U3-3a BbI-
CBOOOXKIECHMS KaTeXxoJaMUHOB. S BsieTcs mpenapa-
toM BbIOOpa mjia [TC2XK, HeBoCIpUMMUYMBLBIX K aH-
THAapUTMUYECKUM TIpenapaTaM | kiacca. YBeauum-
BaeT pedpaKkTepHBI TMepuoA 3a CYET CHUKEHUS
TIPOHUIIAEMOCTH MEMOPAHBI JJIsI HOHOB KaJHs.

bema-6a0xamopoi

JanHble penapaThl MOJABISIOT KeJIYI0UYKOBYIO
SKTOIMUYECKYIO aKTUBHOCTh, BOBHUKILIYIO BCIEACT-
BU€ MILIEMUU WU U30BITOYHOIO BIMSHUS KaTeXo-
nmamuHOB. [Ipu nmemnu mmokapaa 0era-0J10KaTo-
PBI CHMKAIOT IMMOTPEOHOCTh MMOKApIa B KMCJIOPOIE
Gsarogaps OTpMLATEIbHOMY XPOHOTPOITHOMY U OT-
pULATEILHOMY MHOTpOITHOMY 3ddekraMm [19].

Memonponon

SBasieTcst ceeKTUBHBIM OeTal-agpeHo010KaTo-
pPOM, BCJIEACTBUE YEro CHUKAET aBTOMATU3M I1aTO-
jnorndeckux ouaroB. [1pu BHyTpuBeHHOM BBEACHUM
HeOoOXOAMM TIIATEIbHBIN KOHTPOJIb apTepUaIbHOIO
nasinenus, YCC u mokazarenein DKI.

Comasnon

IIpencrasnsier coboit cMech TpaBO- U JieBOBpa-
maroriero crepeon3omepoB. Ha 60% cocrout u3 Jre-
BOBpallaolero usomepa (I-corajnona), KOTopblii Ha-
TTOJIOBUHY SIBJISIETCS OeTa-ampeHOOI0KAaTOPOM, a Ha-
MOJIOBMHY  YBEJMYMBAET  IPOAOKUTEbHOCTD
MOTeHIIMaIa IeHCTBUS KaparuoOMUOIIUMTOB. OcTaBIIun-
ecst 40% cotaiiosia — 3TO MPaBOBPALLIAMOILNI NU30MeP
(d-cotaso), ITOMHOCTHIO 00IaJaAIONINiA CBOMCTBAMM
AAII III knacca.

TakuMm o00Opa3zoM, cMmech IBYX CTEPEOM30MEpPOB
(d-, I-coTasou), KOTOPYIO U Ha3bIBAIOT COTAJIONIOM, Ha
30% obGnamaer GeTa-aapeHOOJIOKUPYIOIIE aKTUB-
Hoctbio (11 kimacc AAIT), a Ha 70% yBennuMBaeT Ipo-
JIOJDKUTENNBHOCTD TToTeHmana aeiicteust (111 xmacc
aHTUAPUTMUKOB).

[IpoTrBoONoOKa3zaHUSAMM K Ha3HAUEHUIO coTaloja
SIBJISTIOTCST: BEIpaXKeHHasI cepaeyHast HeIOCTaTOYHOCTh
11T u IV dyHKIIMOHAIBHBIX KJIACCOB IO KJlaccuduka-
i NYHA, KapnvoreHHbI 10K, aTpUOBEHTPUKY-
nsspHas onokana I1 u 111 crenenu, cuHapoM ciiabocTu
CHUHYCHOTO Y371, yiauHeHue Q— T-uHTepBaia, Bblpa-
JKeHHas1 apTepyalibHasi TUIIOTOHUSI, 00s1e3Hb PeiiHo u
obnuTepupyoole 3a00JeBaHUSI COCYIOB HIKHUX
KOHEUHOCTel, OpoHxMabHasi acTMa, MeTabouyec-
KUt ally103, MOBBIILIEHHAsT YyBCTBUTEILHOCTD K COTa-
JIONTY WU CyTb(haHWIaMUIaM.

Demonon

[Ipenapar BbIOOpa IIST MALIMEHTOB C BHICOKUM
PUCKOM OCJIOXKHEHU Mpu NMpUMeHeHuu 6eta-0J10-
KaTopoB (MpY HAJIMYUKU OOCTPYKTUBHBIX 3a00j1eBa-
HUU JbIXaTE€JIbHbIX MYyTEW, HE3HAYUTEIBHOW WJIU
YMEPEHHOM TUCOYHKIIMU JEBOTO XeJyaouKa u/uiu
3a00JieBaHUSIX Tepudepuyeckux cocymoB). Ma-
JIEHbKUI MEePUO TTOJYBBIBEACHUSI — 8§ MUH — I103-
BOJISIET TUTPOBATh 103y MpernapaTa A0 JOCTUXEHUS
xejaeMoro 3¢ dekta U ObICTPOTO MPEeKPaTUTh €ro
BBeJeHUEe IpUu Heobxoaumoctu [20].

IIpenapar He moctyreH B Poccum.

Ilponpanonon

OtHocuTtcs ko 11 xnaccy AAIL, HeceaeKTUBHBIN
Oera-agpeHO0JI0KATOP ¢ MEMOPAHOCTAOMIU3UPYIO-
LM JEVCTBUEM.
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Haexmpoaumnvie npenapamot

[MpenapaTbl JaHHOW TPYMIbl paccMaTPUBAIOTCS
Kak Tperaparhbl BEIOOpa MpY MPeKIeBPEMEHHBIX CO-
KpallleHUSIX >KeJTyA0YKOB, pe(ppaKTepHbIX K JCUCHUIO.
VYV NauyeHToB ¢ MOCTOSIHHBIMU WU TIEPUOIUYECKU
nosTopstornmucs ICXK nepen nmpumMeHeHUEM TIpe-
MapaToB JaHHOI IPYIIIbI CJIEAYET OLIEHUTh KOHLIEHT-
paLMI0 OCHOBHBIX MOHOB (KaJjIvsl, HATPUsI, MarHUsI).

YacTo runoMarHueMusi SIBASIETCS MPUYMHON
MpPeXIeBPEMEHHBIX XKeJTyJOYKOBBIX COKpAIEHUIA.

Cyavgham maenus

CHIXaeT 4yacTOTy BOBHMKHOBEHUSI MpeXkKIeBpe-
MEHHBIX XeJYIOYKOBBIX COKpalleHUl, 0COOEHHO
Ha (poHE OCTPOI UILIEMUU.

E/zoxamopbz Kaablyueevlx KaHaaioe

Kanbuuii BoBj€ueH B TMpolEecC CIIOHTAHHOM
JMACTOJINYECKOMN AETIONSAPU3ALIAN, TPUBOASIIIEH K
(opMupoBaHUIO MOTEeHIMAJa ACUCTBUS B Meic-
MEeWKEepHBIX KJIETKaX. bJIoKaTOpbhl KaJabIIMEBBIX
KaHaJIOB CIIOCOOHBI CHUMXAaTh MPOHULAEMOCTD
KJIETOUHON MeMOpaHbI AJIs MIOHOB KaJblUs. DTOT
3(hHEKT JeKUT B OCHOBE UHTMOWPOBAaHUSI aBTOMa-
TU3Ma U CHUXKEHMSI CKOPOCTHU mpoBeaeHus [21].

Bepanamua moxet yMeHblIaTh PUCK BOZHUKHO-
BEHMUSI TIPEXIEBPEMEHHBIX XKeJyTOUKOBBIX COKpa-
LLIEHW1, CBSI3aHHBIX C TTPOBeJAeHUEM pernepdy3UoH-
HOW Teparuu, a TakXe CHUXaTb PUCK (DUOPUILISI-
LIMU KEJTYA0UYKOB U XEJYyJ0UYKOBOU TaXMKapAUU.

JanbHelinee 1eyeHne

Karerepnas abnamust urpaeT BaxKHYIO pOJIb Y Ma-
LIMEHTOB C MPEeXAeBPEMEHHBbIMU COKpPAIEHUSIMU
JKeJTyI0YKOB, 0COOeHHO npu Bo3HUKHOBeHUU [TCK
M3 BBIBOAHOTO TpaKTa MPaBOrO WIM JIEBOTO XKeJy-
JIOYKOB y MallMeHTOB CO CTPYKTYPHO HOPMaIbHBIMU
cepalamMu. AGJanusi peKOMEHIOBaHA y CUMMTOM-
HbIX TMALMEHTOB C YaCTbIMU TPEXKIEBPEMEHHBIMU
KEJYIOYKOBBIMU COKPALLEHUAMHU, COXPaHSIOLIN-
MMCST HECMOTpSI Ha aIleKBaTHYIO MEIMKaMEHTO3HYIO
Tepanuio. PyKoBOACTBO MO UCIOJb30BAHUIO abJia-
LIUU B JICUCHUH KEITyTOYKOBOM apUTMUMN TOCTYITHO
B penakiiuu EBporeiickoii accolanyu cepaeuHoro
putMa (EHRA) B corpynHuyecTBe ¢ AMEpPUKAHCKOM
kojuierueir kapauosoroB (ACC) u AMepuKaHCKOK
accounanueii cepana (AHA) [22].

IIpornos

VY GeccuMIITOMHBIX OOJIBHBIX 0€3 3a00jeBaHUI
cepala JOJTOCPOYHBIN IIPOTHO3 HE OTINYAETCSI OT

001IEero MOIMYJISIIMOHHOTO MporHo3a. TakuM oOpa-
30M, y TALIMEHTOB C OTCYTCTBUEM CEPAEUYHO-COCY-
JUCTBIX 3a00JIeBaHUI 11eJ1eCO00Pa3HbIM SIBJISIETCSI
IMOCTOSIHHBIN KOHTPOJIb C IOMOIIbI0O HEWHBA3UB-
HBIX METONOB JUAarHOoCcTUKU. HemaBHO omyOiukKo-
BaHHbIE TaHHBIE CBUIETEJbCTBYIOT, UTO OYEHb Yac-
Tasl XKeJyao4ukoBasl akcTpacuctous (oosee 4000 3a
24 4) MOXeT ObITh aCCOUMMPOBAHA C KapAUOMMUO-
naTtveil, oOyCJIOBJIEHHOM aHOMAJIbHOI 3JIEKTPHU-
YeCcKOM akTUBalMell cepamna. DTOT MEXaHU3M, Kak
oJlaraloT, aHaJIOTWUYEH peaanu3yolieMycsl Tpu Kap-
JIMOMUOIIaTUX, KOTOpasi BOSHUKAET MPU XPOHUYEC-
KOW CTUMYJISILIMM TTPABOIo KeTya0uKa.

B ycnoBusix ocTpoit KOpoHApHOH MIIEMUMN WIN
nHdapKkTa MUOKapaa y MalueHTOB ¢ MOHOMOP(d-
HBIMU KeJIyTOYKOBBIMU 3KCTPACUCTOJAMU PEAKO
HaOJII01aeTCd Pa3BUTUE 3JI0KAYECTBEHHBIX apUT-
Muii. OIHAKO COXPaHSIIOLIASICS XKeJIyI0uKOoBast K-
TOINMUYECKast aKTUBHOCTD CJIOXKHBIX (DOPM TTOCTIE UH-
¢apkTa MuoKapa CBUAETEIbCTBYET O HATMYUU BbI-
COKOI0 pMCKa pa3BUTHSI BHE3AITHOM cepreuyHoi
CMEPTU U SBJSETCS MOKa3aHWeM K IPOBEIEHUIO
3JIEKTPO(PU3NOJIOrNYECKOTO UccaeaoBanus [23].

Posib aHTMapuTMUueckol Tepanmuu B TeUyeHUE
HECKOJIbBKMX MeCSlIeB Mociae MH(papKTa MUoKapaa
Ha HaCTOSIIMI MOMEHT OCTaeTcsl akKTyaJlbHbIM BO-
npocoM B kKapauoioruu. MccnegoBanue CAST
(Cardiac Arrhythmia Suppression Trial) mpoBo-
JNIWJIOCH JUISI OLIEHKU BJIMSIHAS aHTUAPUTMUUYECKUX
MpenapaToB Ha MoKa3aTejan BbKMBAEMOCTH Y 00JIb-
HBIX, MepeHeciuX MHGapKT MUoKapaa, Ha (oHe
9(HEKTUBHOIO yCTpaHEHUST KEJyJO0YKOBOI 3KC-
TpacuctoJiu Tipenaparamu kiacca IC (daexkau-
HUJ, 9HKAUHUJ 1 MOPULIM3UH, aJIJTAIIMHUH, Mpomna-
¢deHoH). BhIsIBIEHO DOCTOBEpHOE YBEIMYECHUE 00-
1Ieil CMEpPTHOCTH B 2,5 pa3a U 4acTOTbl BHE3aIHOM
cMeptd B 3,6 pasa IO CpaBHEHUIO C OOJIBHBIMMU,
MPUHUMABIIUMU T11a1ie60. Pe3ynbsratsl nccienoBa-
HUS 3aCTaBUJIM TEPECMOTPETh TAKTUKY JIEUEHMS
MaluKueHTOB ¢ HapymeHusmu putma. [lo pesynabra-
TaM JaHHOTO MCCJIeNOBaHUSI aMUOJAPOH SIBJISIETCS
€MHCTBEHHbIM MpPENnapaToM C JOKa3aHHbIM CBOM-
CTBOM CHUKaTb BO3MOXXHOCTb Pa3BUTUSI BHE3AITHOM
CepAeYHO CMEPTH.

AuchyHKIMS JIEBOTO XKeTyIouka KOPpPeJaupyeT ¢
BBICOKMM PUCKOM Pa3BUTHsI BHE3AMHOW CEpIeYHOM
CMEpTU CWJIbHEE, YeM (PaKT HaJIuuusl MpexaeBpe-
MEHHbIX COKpallleHUii keaynoukoB. IlomynsipHoii
SIBJISIETCSl TOUKA 3PEHUSI, UTO MPEXKIEBPEMEHHbIE CO-
KpaleHMSI XKEJTyTOYKOB OTPAXKAIOT TSXKECTh 3a00J1e-
BaHUS ceplilia, a HE apUTMUYECKYIO TOTOBHOCTD.

DneKTpo(U3N0IOTMUYECKOE UCCIeI0BaHNEe UMe-
€T MepPBOCTENEeHHYIO POJib B CTpaTU(hUKALIUU PUCKa
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y TMalMeHTOB C YacTbIMU TPEeXIeBPEeMEHHbIMU CO-
KpaIeHUSIMU KeTyT0UKOB WIM CIOXHBIMU (hopma-
MM XeJyJT0YKOBOI 3KTOMMYecKoi akTuBHOCTHU. [1a-
mueHThl ¢ [TC2K, y KOTOpbIX HEBO3MOXKHO MHAYLIM-
poOBaTh KEIYAOUKOBYIO TaXWKapaul0 BO BpeMs
CTUMYJISIIUU, UMEIOT HU3KUI PUCK BHE3aIlHOM
CMEpTH.

3axroyenue

XKenynoukoBasi 3KCTPacCUCTOIUS SBIISICTCSI THU-
MUYHBIM HapylLIEHUEM PUTMa cep/lia, KOTOPOe MO-
JKeT pa3BMBaThCs B JIlOOOM Bospacte. JIjist mocra-
HoBKM nuarHo3a ITCZK JacTo 10CTaTOYHO perucr-
paluy 3JIeKTPOKaApIMOTPaMMBI.

CJIOXXHOCTh 3aKJIIOUAETCS B YCTAHOBJIEHUM TIPU-
YH BO3HMKHOBEHMUSI XKeJIyI0YKOBOI 9KCTPACUCTO-
ymun. Jng BepuduKauuy apuar{os3a U cTpaTuguKa-
LMY pUCKA HEOOXOAUMO TIPOBEACHUE ACTATbHOIO
oo6cnenoBaHusi: MoHuTopupoBaHue DKI o Xonare-
py, TabopaTOpHBIE UCCIIeAOBAHMS, MATHUTHO-PE30-
HaHCHasg ToMorpadust cepiaua, 3JeKTpodu3noso-
ruyeckoe uccienoBaHue. PesynbraThl NMpoOBeneH-
HBIX 00CJIeIOBAaHUI MOTYT 3HAYUTEJIbHO U3MEHSITh
TaKTUKY JaJbHEHIIEero BeleH s MalueHTa.

ITocne ycraHOBIeHMSI TIPUYMHBI HEOOXOTUMO
MPUHSTH 00lyMaHHOE pellleHNe B TTOJIb3Y TOTO U
WHOTO MeToza jJedyeHus. B onpeneseHHbIX ciydasix
MPEACTaBISICTCS TIPEANOYTUTEILHBIM MPOBEICHUE
a0JJalIMOHHBIX Npoleayp (3KeayJ04KoBasi 3KTOMUS
M3 BBIBOJIHOIO TPaKTa IIPABOTO U JIEBOTO XEJTyI04-
KOB). Y NAallMEHTOB CO 3HAYUTEJbHBIMU OpraHU-
YEeCKMMM MOPaXKEHUSIMU cep/ilia U CIOXHBIMU JIO-
KaJU3alusIMU MOTYT BO3HUKHYTh TPYAHOCTHU TIPU
MPOBeICHNM abJIAIMOHHBIX TTpoleayp. PemeHnem
MPOOGJIEMBI TT0 XUPYPTUUECKOMY YCTPAHEHUIO TPYII-
HOJOCTYMHbBIX OUATOB XKeJIyJ0YKOBOI 3KTOIMUU SIB-
JISIETCSl METOAMKA BMNUKapAUaIbHOTO yCTpaHEHUs
0YaroB IPH OINEePaLUsIX HA «OTKPBITOM CEpALEe».

Takke ¢ OCTOPOXHOCTbIO HEOOXOIMMO OTHO-
CUTBCS K Ha3HAYCHUIO aHTUAPpUTMUUECKUX TTpera-
paToB, OCOOEHHO Y JIUIL C OPTAHWYECKUM TOpaxe-
HeMm cepaua (MBC, mopoxu cepana, pasiudHbIe
BUIbl KapauoMuoIaTuii u 1. a.). Hampumep, Ha-
3HaueHue npernapatoB rpynrbl [C y 60JbHBIX ¢ Op-
TaHUYECKUM TTOpaXKeHUEM cep/lia MOXKET BBI3BaTh
pa3BUTUE YCTOMUYMBOM KETyTOYKOBOM TaxUKapauu
U MIPUBECTU K BHE3AITHOW CMEPTHU, MO3TOMY B MO-
JOOHBIX CUTyalIUSIX CIEAYeT OTAATh MPearouTeHue
aMUOJapOHY.

Takum 0Opa3oM, HECMOTPST Ha BBICOKYIO YaCTOTY
BBISIBJICHUSI 1 MHOTOOOpa3ue MPUIMH pa3BUTUSI XKe-
JIyIOYKOBOW 3KCTPACUCTOJMU, YHUBEPCATbHOTO

MOAXOMa K ee JICYeHUIO He CyIecTByeT. B To ke Bpe-
M1 OTTBIT U TTPOheCCUOHATN3M, 3HAHUE MEXaHU3MOB
apUTMUM, OCOOEHHOCTEN (hapMaKOKMHETUKH, ap-
MaKOIMHAMUKN U OCHOBHBIX MPUHIIMIIOB ACHCTBUS
aHTUAPUTMUUECKUX TIpEeraparoB, yuyeT 3KCTpakap-
MUATbHBIX BIUSHUM B OOJBITMHCTBE CIIy4aeB rapaH-
TUPYIOT BHIOOP MPAaBUILHOIO aJITOPUTMa AMarHOC-
TUKWA W JICYCHUS TIPEKIEBPEMEHHBIX COKPAIICHUIA
KEJTyT0YKOB.
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Inekmpuueckas akmugnocms 6e3 nyavca (DABII) seasemcs 00604bHO YACMbIM MEXAHUIMOM OCMAHOBKU
cepdeunoil desmensvrocmu. [puuunst o3nukHosenus DABII kpaiine pazHooOpasHbl — COOMEEMCMEEHHO,
AeueHUe moeo UaU UHO20 COCMOSHUS NPedyCMampugeaem npedesbHo MOUHYK) OUACHOCMUKY, MAK Kak
HenpasunvbHoe NOHUMAHUE CUMYAuuy Mojcem nogiedb 3a coO0U nomepio 6peMeHu U A0eKeamHocmu
nooxoda K aeeHuro.

B cayuae noodospenus Ha uanuuue DABIT Heobxodumo uemko credogamv NPOMOKOAY NO OKA3AHUIO
cepoeuHo-1e204HOl peaHumMayuu U npogedeHuro oociedosanus (onpedeaenue pumma cepoua, pH-mempus,
nyavcoxcumempus, IxoKI y nocmeau 6oavroeo u m. 0.). B odanvueiliwmem mpebyemcs npoeederue
IMUOMPONHO20 Ne4eHUs (nepuKapouoyenmes, UHOMPONHAS, AHMUXOAUHEPSUMECKAs U OKCULCHUPYIOWAs
mepanusi, KOppeKyus KUCAOMHO-0CHOBHO20 COCMOSIHUS U M. 0.).

Ilocae 6vixoda 004bHO20 U3 COCMOAHUA INEKMPUUECKOU aAKMUGHOCMU 0e3 nyabca HeoOXooum Cmpoeuil
MOHUMOPUHE 8CeX JCUBHEHHO B8AJNCHbIX NOKasameneil opeanusma. B cayuae cmayuonaproeo nabaroodenus
001bHBIX € BbICOKUM pUCKOM 603HUKHO6eHUus DABII caedyem npunamv npogurakmuueckue mepbl
(KoHmpoawv b6aranca, npoguiakmuxa mpomobo3a eny00Kux eH, COOMEemcmeyruas MeouKameHmosHas
mepanusi).

Kawueswie caosa: SNeKmpu4ecKas aKkmueHocms be3 nyasca, auaeﬁocmulca, J1e4eHue.

PULSELESS ELECTRICAL ACTIVITY
O.L. Bockeria, T.N. Kanametov

A.N. Bakoulev Scientific Center for Cardiovascular Surgery; Rublevskoe shosse, 135, Moscow, 121552,
Russian Federation

Bockeria Ol'ga Leonidovna, MD, PhD, DSc, Professor, Chief Research Associate, Deputy Chief of Department;
Kanametov Teymuraz Nartshaovich, MD, Postgraduate, Cardiologist; e-mail: tima586@mail.ru

The pulseless electrical activity is one of the frequent mechanisms of cardiac arrest. The causes of pulseless
electrical activity are extremely diverse and therefore the treatment of particular condition requires a very
accurate diagnosis, for the wrong understanding of the situation may lead to the loss of time and to an inade-
quate treatment.

For the patients in whom the pulseless electrical activity is suspected the protocol for cardiopulmonary resus-
citation and examination should be strictly followed (determination of the heart rhythm, pH-metry,
pulseoximetry, bedside EchoCG, etc.). Further ethiotropic treatment should be initiated (pericardiocentesis,
inotropic, anticholinergic therapy and oxygenation, correction of acid-base status, etc.).

The patients require strict monitoring of all vital signs of an organism after recovery from the pulseless
electrical activity. For patients with a high risk of the pulseless electrical activity development appropriate
preventive measures should be taken (balance control, prevention of deep vein thrombosis, appropriate
drug therapy).

Key words: pulseless electrical activity, diagnosis, treatment.
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BBegenue

DnekTpuyeckas aKTUBHOCTb 0e3 IIyJibca
(DABII) sgBasgeTcsi KIMHUYECKUM COCTOSIHUEM,
KOTOPOE XapaKTEePU3YeTCSI OTCYTCTBUEM CO3HAHMUS
U MaJbIHUPYEMOTO MYJibca IPU COXPAaHEHUU PEery-
JIIPHOW CEPAECYHOMN DJIEKTPUYECKOW aKTUBHOCTH.
Hnst o0o3HAYEeHMsT 3JIEKTPUYECKON aKTUBHOCTU
0e3 MmyJbca paHee UCII0JIb30BaJICSI TEPMUH «3JIEKT-
poMexaHu4JecKast auccouunanus» [1].

B To BpeMsl Kak OTCYTCTBUE XKEIyI0YKOBOM
BJIEKTPUYECKO aKTUBHOCTH BCETAa MpearoaaractT
OTCYTCTBUE COKPAaTUTEJbHON aKTUBHOCTU XKEJy-
JIOYKOB (acucToius), oOpaTHOE YTBEPXKIECHUE He
SIBJISIETCS BEpHBIM. JIpyrMMu cIIOBaMU, 3IEKTPU-
YyecKash aKTUBHOCTb SIBJISICTCSI HEOOXOAMMbBIM, HO
HEJOCTAaTOYHBIM YCJIOBUEM JIJISI MEXaHUYECKOM pa-
00Thl. B cirygae octaHOBKU cepalia Halu4ue opra-
HU30BAaHHOM XEJIYIOYKOBOM 3JEKTPUYECKON aK-
TUBHOCTU He 00513aTeJIbHO COIIPOBOXIACTCS 3Ha-
YUMOM  KEJYOAOYKOBOW KOHTPAKTUIBHOCTBIO.
[ToHsATHE <«3HAYMMasl» IIPU DTOM MCIIOJIb3YyeTCs
JIJISI OTIMCAHUS CTEIIEHU COKPATUTEIbHOM IesTeIb-
HOCTHM XKeJIyJIo4Ka, MOCTaTOYHOW IS CO3MaHus
najJbpIIMpyeMoro Iyibca [2].

Hanuuue DABII He o3HayaeT COCTOSIHUS MO-
KOSI MBblIIIeYHO TKaHu. IlaliueHThl MOTYT MMETh
cJlabble COKpallleHUs XKeTyA0UKOB U (PUKCUPYyeMOe
JaBjieHUE B aopTe (MCEeBAOJIEKTpUYECKast aKTHUB-
HOCTb 0e3 myJibca). UcTuHHAS 31eKTpudecKas ak-
TUBHOCTb 0€3 ITyJibca — 3TO COCTOSIHUE, TP KOTO-
POM OTCYTCTBYIOT CepAcYHBbIE COKpalleHUs IpU
HaJIMYUU COTJIACOBAHHON B3JIEKTPUYECKOI aKTUB-
Hoctu. DABII BKIIIOYaeT B ce0s1 IpyIITy CKOOPAM-
HUPOBAHHBIX CEPACYHBIX PUTMOB, B TOM 4YHCIIE
HaJXKEIyIOUYKOBBIX (CHMHYCOBBIM IIO CpaBHEHMIO
C HECMHYCOBBIM) U XEJTYJI0UKOBBIX pPUTMOB (YCKO-
PEHHBIN MOMOBEHTPUKYISIPHBIA WJIN BbICKAJIb3bI-
Batoluii). OTcyTcTBUEe neprudepudecKoro myabca
He cienyeT oToxaecTBIsITh ¢ DABII, Tak Kak 31O
MOXKET OBITh IIPU3HAKOM CEPbEe3HOr0 3a00J1eBaHUS
nepudeprudeckKux cocyaos [3].

Atuosorus

DIeKTpuUecKast aKTUBHOCTH 0€3 Iy Ibca BO3HU-
KaeT, Korjia 3HaUMTeJbHbIE CEPIEYHO-COCYUCTHIE,
JbIXaTeJIbHbIE UM MeTa0O0JIMYeCKUe paccTpoiicTBa
MPUBOIAT K HECITOCOOHOCTU CEPIEYHOIN MBIIILIbI
COKpAllaThbCsd C JHOCTATOYHOM CWJIOW B OTBET Ha
BIIEKTpUUECKyI0 nmernossipusdanuio. DABII Bcerma
BbI3BaHA TTTYOOKMMM CEePACYHO-COCYIUCTBIMU T10-
BpeXIeHUsIMU (HapuMep, BCJIEICTBUE TSKEIOM

JJINTEJIbHOW TUIIOKCUM, alli103a, KpaHen TuIo-
BOJIEMUM WJIU JIETOYHOI 3MOOJIMU, OrpaHUYMBAIO-
el KpOBOTOK) [4].

BrormeonucanHble COCTOSIHMSI BHadajae MPUBO-
IST K 3HAYMMOMY CHMXKEHMIO CUJIBI COKpallleHUM
cep/ilia, YTO OOBIYHO YCYTIyOJIsieTCsl TIpU YCUJIEHU U
alnMm03a, TMIOKCUM U TOBBILIEHUM TOHYCA OJTyXK-
matrouiero HepBa. HapyimeHue MHOTPOMHBIX
CBOMCTB CEpACYHOI MBIIILBI IPUBOANUT K HEAOCTA-
TOYHOM MEXaHUYECKON aKTUBHOCTU MPU HAIUYUU
aJleKBaTHOM 3JeKTpuyeckoil. [JaHHoe coObITHE
MNPUBOAUT K 3aMBbIKAHMIO IOPOYHOTO Kpyra, 4To
SIBJISIETCS IIPUYMHOM KOHBEPCUM pUTMa M IOCJIE-
IyIOIIel cMepTH ImauueHTa [5].

IIpexoasinne OKKIIIO3UM KOPOHApPHBIX apTe-
puii, KaK IpaBUJIO, HE BBI3BIBAIOT 3JICKTPUUECKOI
aKTUBHOCTM 0O€3 IyJibca IIPpU YCJIOBUM, UTO IIpU
3TOM HE BO3HWKAaeT BbIPAaXXEHHOW TMIIOTECH3UU
U TSDKEJIbIX apUTMHUI.

Tunokcusi, BO3HUKaOIIAs BTOPUYHO BCIEACT-
BUE HapyLIeHWs IbIXaHUSI, BEPOSITHO, SIBJISICTCS
HauOoJee pacrpocTpaHeHHON mpuuuHoi DADBII,
MMOCKOJIbKY JbIXaTeJbHasl HEJOCTaTOYHOCTh BBHISIB-
nsetcst B 40—50% cnydyaeB TaHHOTO COCTOSIHUS.
Cutyanuu, KOTOpbIe BBI3BIBAIOT pe3KHUEe M3MEHE-
HUS TIpeIHarpy3Ku, MOCTHArPy3KM MM KOHTpaK-
TUJIBHOCTH, TAKXKE YaCTO MPUBOIAT K dJICKTPUUEC-
KOIi aKTMBHOCTHU 0€3 MyJibca.

bouto 00HapyXeHO, YTO MCIOJIb30BAHUE aHTU-
MCUXOTUYECKUX TIperapaToB SBISICTCS 3HAUYUMBIM
1 HE3aBUCUMBIM IIPEIUKTOPOM BJIEKTPUUECKOM
aKTUBHOCTHM 0e3 Imyjbca [5].

Cruorcenue npeonazpysku

Hns a2bdekTUBHOIO CoKpalleHUs: HeobxoauMa
OoNnTUMaJIbHAsl JUIMHA (TO €CThb MpeaBapUTeIbHOE
HaTsKeHUE) ceplieuHoro capkomepa. Ilpu HeBo3-
MOXHOCTU JOCTUYb JAHHOTO PaCTSIKEHUS BCIEA-
CTBHE IIOTepU OO0ObEeMa WM JIETOYHON >MOOJMU
(4TO MPUBOAUT K YMEHBIICHUIO BEHO3HOI'O BO3-
BpaTa B JieBO€ Mpeacepaune) JeBbIi KeayaoyeK He
B COCTOSTHUM TIPOU3BECTH NaBJIeHUE, TOCTATOUHOE
IS TIPeoJoJIeHUsI COOCTBEHHON MOCTHArpy3KHM.
ITotepst o0bema, npusopsias Kk DABII, Haubonee
4acTO BO3HUKAET B ClIyyasiX Cepbe3HOTO TpaBMaTH -
YeCcKOTo MopaxeHusi. B Takux cutyauusx ObicTpast
MoTepst KPOBU M TIOCEAYIONIAs TUTIOBOJIEMUS MO-
YT UCTOUIUTh CEPACYHO-COCYAUCThIE KOMIIeHCa-
TOPHBIE MEXaHU3MBI, YTO IIPUBEIET K DJIEKTpUUEC-
KO aKTMBHOCTHU 0e3 myjabca. TamMmoHama cepiaua
MOKET TaKKe MPUBECTH K CHIKEHUIO HATIOJTHEHUS
KeJyI0uKa KpOBbio [6].

AHHAJIBI APUTMOJIOMNN - 2015 « T. 12 + Ne 2
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Tlosevuuenue nocmmnacepysku
ITocTHarpyska o0paTHO MpOMOpIMOHAIbHA Cep-
J€YHOMY BBIOpOCY. 3HAUYUTEIbHOE YyBEJIMYEHUE
MOCTHArpy3KM BBI3BIBAET CHMXXEHUE CEPAEUHOrO
BBeIOpOca. TeM He MeHee 3TOT MeXaHU3M PEeIKO OT-
BETCTBEHEH 3a Pa3BUTHE 3JIEKTPUISCKOM aKTUBHOC-
™™ 0e3 mynbca [7].

CHuxcenue KOHmMpAaxkmuabHoCmu

OnTtuManbHas KOHTPAKTUIBHOCTH MHOKapma
3aBUCUT OT ONTUMAJIbHOTO NABJEHUS NPEAHArpy3-
KW, TIOCTHArpy3kKu, OT HAJW4YUs U TOCTYITHOCTHU
WHOTPOIHBIX BELIECTB (HANpuMep, aJpeHaluHa,
HopaJapeHaJMHa uau Kanblus). IlocTynieHue
KaJbIls B KJIETKY M €ro CBS3bIBAHHME C TPOIIOHU-
HoM C sBJIsIeTCSI OCHOBHBIM MOMEHTOM JUJIS1 OCYIIIe-
CTBJICHUSI CEPIEIHOTO CoKpalleHus. Eciu moctym-
JIeHWe KaJblys HEBO3MOXHO (Harpumep, Mpu Iie-
pPeno3upoBKe 0J0KATOPOB KaJbLIMEBBIX KaHAaJIOB)
WJIH €CJT YMEHBIIAeTCsT aMHHOCTD KaIbIINS K TPO-
noHuHy C (Kak B YCJIOBMSIX TMIIOKCUM), CTpagaeT
COKpaTUMocCTh |[8].

HcToleHre BHYTPUKIETOUYHBIX 3aI1aCOB aIeHO-
suaTpUdochata (ATD) BHI3BIBACT yBeIUUECHHUE
ageHosuHaudochara (AILD), KOTOPBIit MOXET CBSI-
3bIBaTh KaJblIMii, elle OOoJblle CHUXAsl SHepreTu-
yeckue pe3epBbl. M30BITOK BHYTPUKIECTOYHOTO
KaJblsl MOXKET TIPUBECTH K pernepdy3moHHOMY
MOBPEXIEHUIO, BbI3bIBasl CEPbE3HbIE MOPAXKEHMUS
BHYTPUKJIETOUHBIX CTPYKTYpP, MPEUMYIIECTBEHHO
MUTOXOHAPUIA [9].

ﬂonwmume/t bHble ImuoaocutecKue ¢al€m0pbl

DJeKTpuUecKass aKTUBHOCTb 0€3 ITyJIbca MOXKET
OBITh KJIaccU(ULIMPOBaHa Mo psiny KpuTtepues. B To
BpeMsI KaK OOJBIIMHCTBO KilacCHM(UKaIUil comep-
KUAT B cebe BCe BO3MOXHBIC TPUYMHBI, TTPUBOIS-
mue Kk DABII, Bce ke 3TOT MHCTPYMEHT He MOJIX0-
IIAT JUTS TIPAKTUIECKOTO UCITOb30BaHUS B JICUCHUM
MaleHTOoB.

AmepukaHckas accoumauus cepama (AHA)
u EBponetickuii coet o peanumanuu (ERC) [10]
PEKOMEH/IYIOT MCITOJb30BaHUE MHeMomnpasui 'Hs'
(B pycckom BapuaHTe — «I'») u "T8' (B pycCKOM Ba-
puaHTe — «T»):

— TUTIOBOJIEMHUS;

— TUIIOKCHSI;

— BOHOPOIHEIE MOHBI (MOHBI TMAPOTeHA) (alu-

103),

— TUIOKaJIMeMusl/TurepKaIueMusi;

— TUTOTJINKEMMUSI;

— TUIIOTEPMUSI;

— TOKCHWHBI;

TaMIIOHa/a Cepllia;
HaIpsXKeHHbIA MTHEBMOTOPAKC;

— TpoM003 (KOPOHAPHBIN MJIN JIETOYHBIN);

— TpaBMma.

Brllieyka3zaHHbBIM CIIMCOK MPUYUH HE HECceT Ka-
KHUX-JINOO MOJACKA30K OTHOCUTEIBHO YaCTOThI WU
00paTUMOCTHU KaXKJIOTO 3THUOJIOTMYECKOro (axkTo-
pa. IIpu 3TOM OH MOXET OBbITh MOJE3HbIM, KOTaa
peYb UAET 0 HEOOXOAMMOCTH OBICTPOrO IPUHSITUS
peleHus.

N.A. Desbiens [11] mpenoxui 0ojiee TpaKTUd-
HOe TpaBujIo «3 U 3» — OHO MO3BOJISIET JIETKO BOC-
MPOU3BECTU HauboJiee pacrpoCTpaHEHHbIE KOP-
peKTUpyeMble TPUUUHBI 2JIEKTPUUECKON aKTUBHOC-
TH 0e3 myjabca. ABTOpP pacripenesieT MPUYUHBI
B TPYU OCHOBHbIE TPYIIIIbI:

1) TsoKenast TMIIOBOJIEMUS;

2) HapyllleHMe HaCOCHOM (PYHKIIUU;

3) HapylleHue KpOBOOOpaIIeHUSI.

A IIaBHBIMU TIPUYMHAMMU, BbI3bIBAIOIIMMU Ha-
pyimeHue KpoBoobOpameHusi, N.A. Desbiens Ha3bI-
BaeT CJIEAYIOIINE TPU COCTOSTHUS:

1) HampsKeHHbIM MTHEBMOTOPAKC;

2) TaMIoHajaa cepala;

3) MaccuBHas JierouyHast 9MOOJIUSI.

HapyiieHue HacocHOl (hyHKILIMU SIBJISIETCS pe-
3yJITATOM MAaCCHMBHOIO MH(apKTa MUOKapaa ¢ pas-
PBIBOM CEPIEYHOUN MBILILBI U TSXKEIOU CEPACYHON
HEJAO0CTaTOYHOCTbIO MM 0e3 HuX. MaccuBHbIE
TpaBMaTUYECKME MOPaKEHUs MOTYT CTaTb MPUYU-
HOW TMIIOBOJIEMUU, HATIPSXKEHHOTO TTHEBMOTOpPAK-
ca WJIM TaMITOHalbl Cepala.

MeTabonnueckue HapylieHus: (auuao3, rurep-
KaJlMeMusi, TMIOKaJIMEMUST), XOTSI U HE UHULIUUPY-
0T BJIEKTPUYECKYI0 aKTUBHOCTh 0€3 MyJjibca, 4acTo
SIBJISIIOTCS (paKTOpamMu, CIIOCOOCTBYIOLIUMU €€ pa3-
BUTHIO. ITepeno3npoBKa JIeKapCTBEHHbIX Mpenapa-
TOB (TPULIMKINUYECKUX aHTUIEPECCAHTOB, CEpIey-
HBIX MIMKO3UIIOB, OJOKATOPOB KaJbLIMEBBIX KaHa-
JIOB M 0eTa-010KaTOPOB) WMJIM TOKCHUHBI TaKXe
uHoraa spisitorcs: npuunHoit DABII. Tunorepmuto
clieflyeT paccMaTpvBaThb B COOTBETCTBYIOLIMX KJIM-
HUYECKUX YCJIOBUSIX BHEOOJbHUYHOM 3eKTpUYeC-
KO aKTUBHOCTH 0€3 ITyJIbCa.

[TocTanepndpWLISILIMOHHAS 3JIEKTpUYECKasl aK-
TUBHOCTb 0€3 ITyJibca XapaKTepu3yeTcsl HaJlndrieM
OpPraHM30BAaHHOM BJIEKTPUUECKOU aKTMBHOCTU, BO3-
HUKaloIIEH cpasy e Moc/e JeKTPUIECKOM Kapauo-
BEpPCUU MPU OTCYTCTBUM OIILYTUMOTO WMMIIYJbCA.
[TocTtneuOpwIsILIMOHHAs 3JIeKTpUYecKasi aKTUB-
HOCTb 0e3 MyJibca MOXET UMETb JIYUILIUI TTPOrHO3,
YyeM IpojaosKarolascs GUOPWILISIIMS XKeJTyI04YKOB.
BeposiTHOCTb CITIOHTAHHOTO TIOSIBJICHUSI IMyJIbCa BbI-
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COKa, M CepJeyHO-JIerouHasl peaHumalus JI0JKHa
ObITH MPOJOJKEHA B TeueHUe | MUH, 4TOOBI o0Jier-
YUTh CIIOHTAaHHOE BOCCTAHOBJICHUE TTapaMeTpoB [12].

AUUAEeMI0IOT U

B Poccuu BKJag cepaeyHO-COCYIMCTHIX 3a00Je-
BaHUIl B CMEPTHOCTb OT BCEX MPUYMH COCTaBJISIET
57%, N3 HUX 001 UILIEMUYECKOM OOIE3HM Cepilia —
50,1%. CommacHO JaHHBIM OGULIMATBHON CTATUCTU-
k1, 40% mromeit yMuparoT B TPYIOCTIOCOOHOM BO3pa-
cre. B 85% cinydaeB MexaHU3MOM IpeKpalleHHs KPO-
BOOOpAaIeHUS SIBISIETCS (PUOPUILISILIUS XKETYT0UKOB
[13]. B ocraibHBIX Caydasix 3TO MOXET OBbITh 2JIEKT-
pryecKasi akTUBHOCTb 0€3 MyJibca WM aCUCTOMSL.

Yacrora DABII BappupyeTcs B 3aBUCUMOCTH OT
pPa3IMYHBIX TPYIN MalMeHTOB. [laHHOe coCTOsIHUE
BCTpevaeTcs puoan3uTebHo B 20% ciyyaeB ocTa-
HOBKM cepjilla, KOTOpbIE TPOMCXOAMIT 3a MpeaeaamMmu
OOJILHUIIBI.

G. Raizes et al. [14] oOHapyXmIHM, YTO JIEKTPU-
yecKkasli akTUBHOCTh 0e3 ITyJbca Obljla 3aperucTpu-
poBaHa B 68% ciiydaeB cMepTeil B cTal[iOHape y Ta-
LIMEHTOB C TOCTOSIHHBIM MOHUTOpPUHTOM U B 10%
cIyyaeB OT OOILero KOJIM4ecTBa TOCIUTAIbHOM Jie-
TaTbHOCTHU. B pe3ynbraTe HapacTaHHUS OCTPOTHI 3a-
OoJieBaHMsI, HAOJIOJAEMOTO Y MAlLMEHTOB, JOCTaB-
JICHHBIX B MPUEMHOE OTIeJeHME, dJeKTpuuecKas
aKTMBHOCTD 0€3 ITyJIbca MOXET ObITh 00Jiee BEpOsIT-
HOI y TOCTIUTAJIN3UPOBaHHBIX MallMeHToB. Kpome
TOTO, Y MAHHBIX MAIlMEHTOB Yallle BCTpeJaeTcs Jie-
royHast SMOOJIMS U TAaKUE COCTOSTHUST, KaK BEHTUJISI-
TOP-UHIYLIMPOBAHHOE MOBPEXAeHUE JIErKUX (aBTO-
PEEP — nonoxuTenbHOE AaBJI€HUE B KOHIIE BbIIO-
xa). DjekTpuyeckasi aKTUBHOCTb 0Oe3 Tyjabca —
TePBBIN IO YaCTOTEe perucTpamuu put™M y 32—37%
B3POCJIbIX C TOCMTUTAIBHOM OCTAHOBKOI cepalia.

Hcnonb3oBaHue Oera-00KaTOpoOB U OJOKATO-
POB KaJIbIIMEBBIX KaHATOB MOXET MOBBICUTD 4aCTO-
Ty 2JICKTPOMEXaHUUYECKOM aKTMBHOCTU 0e3 IyJibca
BCJICAICTBHUE BIMSHUS JaHHBIX JIEKAPCTBEHHBIX TIpe-
TapaToB Ha COKPATUTEbHYIO CIIOCOOHOCTh Cepley-
HOU MBILULIBI.

Jlemoepaghuneckue noxazameau

KeHIiuHbI 60Jiee CKIIOHHBI K Pa3BUTUIO JICKT-
PUUYECKOM aKTUBHOCTU 0€3 MyJIbca, YeM MYKUMHBI.
[TpuynHBI JaHHOW TEHAECHLIMUA OCTAIOTCSI HESCHBI-
MU, HO, BOBMOXHO, OTHOCSITCSI K Pa3JIMYHON 3THO-
JIOTUY OCTAHOBKU CEpAla.

CpeaHuii  BO3pacT TMalMEHTOB COCTaBJsIET
70 net. Y moxXuibIx 00JbHBIX 00Jiee BEPOSITHO pa3-
Bute DABIl Kak IpUYMHBI OCTAHOBKM cepila.

CBs13p BO3pacTta C MCXOAOM 3a00JIeBaHUSI TOYHO
He yctaHoBJieHa. OIHAaKO B MOXWJIOM Bo3pacTe 00-
Jiee OXKMAAeMBbIM SIBIISIETCS XyaIIui ucxon [15].

ITpornos

OO1Mii IPOTHO3 AJ1s MALMEHTOB C dJIEKTpUUEC-
KO aKTHMBHOCTbIO 0€3 Myjibca OCTaBJSIET XKeJaTb
JIy4IIIero — 3a UCKJIIOUEHUEM ClTy4aeB, Koraa ObICT-
po oOpaTuMble MPUYMHBI AMATHOCTUPOBAHBI
U CKOPPEKTUPOBaHKI. OTBIT MOKA3bIBAET, UTO 3JICK-
Tpokapauorpapuueckue (DKI) xapakTepucTUKH
CBSI3aHbI C MPOTHO30M MalueHTa. YeM cuiibHee OT-
JnmyaeTcs oT HopMbl matrepH DKI, TeM MeHee Bepo-
SITHO, YTO TMAallMEeHT BOCCTAHOBUTCS MOCJIE 3JEKTPU-
YeCKOM aKTUBHOCTU 0e3 MyJibca; O0JbHBIE C ITUPO-
KM KoMmruiekcoM QRS (6omee 0,2 ¢) UMEIOT OYeHb
IUI0OXOU MPOTrHO3.

Crenyer 3aMeTUTb, 4YTO Y ManueHToB ¢ DADBII,
pa3BUBIIElCS BO BHEOOJILHUYHBIX YCIOBUSIX, OoJiee
BEPOSITHO BOCCTAHOBJICHME OT JAHHOTO TATOJIOIM-
YECKOT0 COCTOSIHMSI, YEM Y TeX OOJIbHBIX, Y KOTOPBIX
SJIEKTpUYECKast aKTUBHOCTh 0e3 MyJIbca pa3BUBACT-
cs B cTralmoHape. B onHoM u3 ucciaenoBaHuii 98 us
503 (19,5%) manmeHTOB TiepesKMIN BHEOOTbHUIHYIO
DABII. DTa pazHuiia, BeposITHO, CBsI3aHa C pa3iny-
HOIT 3TUOJIOTUEN M TSKEeCThIo 3a0osieBaHus. [lanm-
EHTBI C NEKTPUUECKON aKTUBHOCThIO 0e3 Myjbca,
pa3BUBIIEiicsS BO BHEOOJIbHUYHBIX YCIIOBUSIX, Yallle
BCET0 MMEIOT 00OPATUMYIO STUOJIOTUIO TTaTOJIOTUYeC-
KOI'O COCTOSIHUS (HaIlpuMep, TUIIOTEPMUIO).

B 1ies10M 31eKTpUYecKast akTUBHOCTD 0e3 MmyJjibca
ocraeTcsl 3a00JeBaHUEM C IIJIOXO MOHUMAEMOU
CYIIIHOCTBIO, COMPOBOXIAIOIIUMCS TUIOXUM ITIPO-
rHO30M [16].

OperoHckoe MCcieloBaHNe BHE3AITHON cepaeyd-
HOI1 cMepTH, B KoTopoe Boluiu 6osiee 1000 marmeH-
ToB ¢ pa3BuBlieiicsa DABII (npotus ciayyaes ¢ u-
OpUJLISILIMEN JKeTyT0YKOB), CBUIETEIHLCTBYET O 3HA-
YUTEJIbHO 00Jiee BBICOKOW pacnmpoCTpaHEHHOCTU
CUHKOITAJIbHBIX COCTOSTHUI, OTJMYHBIX OT CJy4aeB
GubpuIsaM XenyaoukoB. [ToTeHIIMATbHBIE CBSI-
31 MEXIy 00OMOpoKaMM M MaHu(pecTaluein 3J1eKT-
puUYecKoil aKTMBHOCTM 0e3 IyJbca B OyaylleM
JIOJIKHBI OBbITh UCCJIEIOBAHBI.

CmepTHOCTD

OO0u1ast CMEPTHOCTD BbICOKA Y TeX OOJIbHBIX, Y KO-
TOPBIX BJIEKTpUYECKasi aKTUBHOCTb O€3 Myjibca ObLia
WCXOJHBIM PUTMOM IPU OCTAHOBKe cepala. B uc-
cnepoBanuu, mposegeHHoM V.M. Nadkarni et al.,
Bcero 11,2% malneHToB, Y KOTOPBIX ObLIa JUATHOC-
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tupoBaHa DABII B kauecTBe NIEpBUYHO JOKYMEHTH -
POBAHHOTO PUTMa, TOXKWJIU 10 BBITUCKU U3 CTAllMO-
Hapa [17]. B mpyrom ucciaenoBaHuu, TIPOBEACHHOM
PA. Meaney et al., maunentsl ¢ DABII B kauecTBe
MEPBUYHO JOKYMEHTMPOBAHHOIO PUTMa UMeJU 00-
Jiee HU3KYIO YaCTOTY BbIX)KMBa€MOCTH K MOMEHTY BbI-
MUCKU, YeM NalreHTbl ¢ (GUOPUIUISLIMEN XKeaynod-
KOB WJIM XeJIyIOYKOBOW TaxuKapaueil B KauyecTBe
MEePBOHAYAJIBHO 3aperucTpUpOBaHHOTO puTtMa [18].

YuurtsiBasi 3Ty MpauHylO NIEPCIEKTUBY, OBICTPOE
HayaJlo paCIIMPEHHOW NOIAEPXKKM CepAeYHOM aesi-
TEJbHOCTU U UAEHTU(DUKALIMS OOPATUMBIX TPUYUH
SBJISIIOTCS a0COJIIOTHO HeoOxoammbIMu. Hawano
paCIIMPEeHHON NOAACPKKHU CEPACUYHON AEITEIbHOC-
TU MOXET yJIYYIIUTh PE3YJIbTaThl JICUEHHS, €CJIU 00-
paTUMble TIPUUYMHBI 3JEKTPUUYECKON aKTMBHOCTHU
0e3 mysbca UACHTUGDULUPOBAHBI U OBICTPO CKOP-
PEKTHUPOBaHBI.

AnaMue3 ¥ 00bEKTHBHOE 00CIeJOBaHNE

3HaHue NpeAIeCTBYIONIEH MEAUIIMHCKON UCTO-
PUM TTO3BOJISIET ONIEPATUBHO BBISIBUTH U UCIIPABUTH
oOpaTuMble TIpMUYMHBI 3a0oJjieBaHus. Hampumep,
WCTOLIEHHBINA ITallMeHT, Y KOTOPOrO pPa3BUBAETCS
ocTpas AbIXaTeJdbHasl HEJOCTATOYHOCTh, a 3aTeM
MaHU(ECTUPYET 2JIEKTpUUECKasi aKTMBHOCTL 0e3
IyJIbCa, MOXET CTpagaTh OT TPOMOOAMOOIUU Jie-
rouHoit aprepuu (TOJIA). Ecin y noxunoit keH-
muHb pa3BuBaetrcst DABII yepe3 2—5 mHeit mmocie
nHdapKTa MUOKapaa, CcleiyeT paccMaTpuBaTh
MaTOJIOTUIO CEPAECYHO-COCYAUCTOM CHCTEMBl KakK
STUOJIOTUYECKUI (haKTOp (TO €CTh pa3phiB cepala,
MOBTOPHBIN MH(pAPKT MUOKapaa). Pelaroriee 3Ha-
YyeHUe MMeeT 3HaHWEe O IIPUHUMAEMbIX MAeHTOM
npernapaTax, ITOCKOJIbKY OHO IT03BOJISIET HAYaTh ObI-
CTpoe JiedeHe C MOJO03pEHUEM Ha Iepelo3UpPOBKY
MeauKamMeHTOB. [1py HaIMIUK JIEKTPUIECKOM aK-
TUBHOCTH 0€3 MyJIbca B YCIOBUSX TPAaBMaTUYECKOIO
nopaxeHHUsI KpOBOTeUeHME (TUIIOBOIEMMS ), HATIPSI-
JKeHHbBIM ITHEBMOTOPAKC M TaMIIOHAAa cepjlia cTa-
HOBSITCS HanOoJiee BEPOSITHBIMU MPUYMHAMU.

V mannenTos ¢ DABII o onpeneneHno He Maab-
MUPYETCSI TTyJbC TIPU COXPAHEHUM OPraHU30BaHHOM
3JIEKTPUUYECKOU aKTUBHOCTHU. [1pr 00BEeKTUBHOM 00-
CJeJ0BAaHUN HEOOXOAMMO COCPEIOTOYUTHCS Ha BbI-
SABJIEHUU OOpATUMBIX IPUYKUH — HAIpUMeEp, OPOHXM -
aJbHOE JbIXaHWE WM OJHOCTOPOHHEE OTCYTCTBUE
JIbIXaHWUSI YKa3bIBAIOT HA HaJMYME HAIpPSIKEHHOTO
MMHEBMOTOpaKCa, B TO BpeMsl KaK HOpMaJIbHbIE TaH-
HbIE MIPU ayCKYJIBTALIMU JIETKUX U PACTSIHYTHIC SIpeM-
HbI€ BEHBI CBUIETEILCTBYIOT O HATMUUU TAMITOHAIbI
cepaua [19].

Jnarmocruka

Ixoxapouoepaghus

VnbTpa3ByKoBasi IMarHOCTUKA, B YACTHOCTU 3XO-
Kapauorpadus y moctean 00JIbHOTO, TOMOTraeT ObI-
CTPO OMPEACTUTL OOpaTUMBbIE MPOOJIEMbI C CepALIEM
(HaTpuMep, yCTAaHOBUTH TAMITOHATY Cep/Ia, HaIps-
JKEHHBIA THEBMOTOPAKC, MACCUBHBIA WHOMaPKT
MHUOKapIa, TSKeayio rumoBosieMuio). IIporokodn,
npenioxeHHbIN A. Testa et al., UCITOIb3yeT aKpOHUM
PEA (pulseless electrical activity), KOTopbIii COOT-
BETCTBYET TaKKe HavaJIbHBIM OYKBaM OCHOBHBIX JIO-
Kajau3aluii ckaHupoBaHus — Jjerkue (Pulmonary),
snuractpuii (Epigastrium) u OpioliHas MoJoCTb
(Abdominal), — UCITOJIb3YyeMBIX JIJIsSI OLIEHKU ITPUYNH
3JIEKTPUYECKOIM aKTUBHOCTU O€3 MyJibca.

Dxokaparorpadust TakKe BBISBISICT TAllMEHTOB
CO cJabbIMU CepAeYHBIMM COKPAIICHUSIMU, ¥ KOTO-
pPbIX BO3MOXHa TOCTAaHOBKA AMarHo3a TMCeBIO-
DABII. Dta rpy1iia 60JbHBIX O0JIbIIE BCETO BHIUTPhI-
BaeT OT arpeCCUBHOI TAKTUKU TP TTPOBEACHUM pea-
HUMalmu. Y mnauueHtoB ¢ rceBno-ODADBIT takke
MOTYT OBITh OBICTPO 00paTUMBble NPUYMHBI (TUIIOBO-
JIeMMUST).

Oxokapauorpadus TakKe HeolleHUMa IIpU ycTa-
HOBJICHUMM pACIIMPEHMUsT TPaBOro XKeayaouyka
(c BO3MOXHOI BU3yalM3alueil TpomOa) — Jerod-
HOW TMIIEPTeH3UM, HABOMASILENH HA MBIC/b O JIErO4-
HO# MO0, KapAUOPEKCUCe U pa3pbiBe MeXXkKe-
JIynoukoBoii neperopoaku [20].

Jlugppepenuuavnasn ouaznocmura

HuddepeHUnaTIbHBIMU  IUATHO3AMU  MOTYT
OBITh:

— YCKOPEHHBI! UAMOBEHTPUKYJISIPHBINA PUTM;

— anuaos;

— TaMIIOHAaJa Cepala;

— Mepeao3upoBKa HAPKOTUKAMU;

— TUIIOKAJIUEMUS;

— TUIOTEepMUS;

— TUIIOBOJIEMMUS;

— TUIIOKCUS;

— UIIeMUS MMOKap/a;

— JieroyHasi SMOOJUS;

— 0OMOPOK;

— HaIpsDKeHHBI TTHEBMOTOPAKC;

— (pUOPUIIALINS XKETYT0YKOB.

Oco06eHHOCTH JTeYeHu T

Pa3Butne KIMHUYECKON KapTUHBI OOBIYHO CO-
JIepXKUT noJie3Hyto nHpopmaiuio. Hanpumep, y pa-
Hee MHTYOMPOBAHHBIX IMALMEHTOB HAIPSLKEHHBIN
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IMHEBMOTOPAKC M aBTOMATUUYECKOE TOJIOKUTEITLHOE
JaBJieHUe B KOHIIE BbIIoxa 0oJjiee BEPOSITHBI, B TO
BpeMsI KaK y OOJIbHBIX C TTIepEeHECEHHBIM MH(MapKTOM
MHOKapAa WJIM 3aCTOMHOM CeplIeyHON HeTOCTaTOu-
HOCTBIO, CKOpee, UMeeTCsl AUCPYHKIIMS MUOKap/a.
V naluuveHToB, HAXOAAIIUXCS HAa JUAJI3e, B KAUECT-
Be aTHosiorndyeckoit mpuunHbl DABIT paccmarpuBa-
€TCsI TUTIepKATUEMUSI.

Bcerna nomkHbI OBITH OJIyYEHBI PE3YJIbTaThl Tep-
MOMETPUHU, €CIM Y TIallMeHTa TIpearioaaraeTcs rnepe-
oxyiaxkaeHne. B Takux ciaydasgx peaHUMAallMOHHbIE
MEpOITPUSITUS TOJKHBI ObITH TTPOIOJIKEHBI 0 Kpaii-
Hell Mepe 10 TeX Mop, MoKa He MPOU3OMIET MOJTHOEe
corpeBaHue IallMeHTa, IOCKOIbKY BBIXKUBaHUE
0O0JILHOTO BO3MOXHO Jaxe Tocjie JUIMTEIbHON pea-
HUMALIUHU.

HeobOxonumo uaMepeHUe NpOAOLKUTETBHOCTU
koMIuiekca QRS BCIeacTBre ero IMpOrHOCTUIECKOTO
3HayeHwms1. ITaluueHTsl ¢ UIMTeNIbHOCTBIO QRS MeHee
0,2 ¢ umetoT 6oJ1ee O1aronMpPUSITHBIN MPOTHO3 /15T BbI-
KUBAHUS, TIO3TOMY UM MOTYT OBITh Ha3HAYEHHI BbI-
COKME JI03bI afipeHaNnHa. Pe3kuii moBOpoT 3/1eKTpU-
YECKOW OCM cep/lla BIpPaBO MO3BOJISIET MPEIIOJIO-
KUTb BO3MOXHYI0 TOJIA.

M3-3a ypreHTHOrO xapakrepa npoojeMbl Npume-
HeHUe JIAbOpaTOPHBIX TECTOB HE MPEACTABIISIETCS 1ie-
JIeCOOOpa3HbIM TIPU HEMOCPEJACTBEHHOM BEICHUU
nauueHTa ¢ DABII. Ecim ecth BO3MOXHOCTH OBICTPO
MOJIYYUTh JaHHBIE O TA30BOM COCTaBe apTepUabHOM
KPOBU U BJIEKTPOJIUTAX CBIBOPOTKU, CJIEAYET UCTIOJb-
30BaTh MH(OPMALIMIO OTHOCUTEILHO ypoBHS pH, oK-
CUTEHALIMM U KOHILIEHTPALIMM KaJIUs B CHIBOPOTKE
KpoBu. OLieHKa YPOBHSI ITTIOKO3bI TAKXKE MOXET ObITh
TI0JIE3HOM.

Bo3MOXXHO ycTaHOBJIEHHE WHBa3WBHOTO MOHU-
TOpPWHIa (Harpumep, apTepuaibHON JUHUM), eClu
3TO HE BbI3bIBAET 3a/I€PKKU B O0ECTIEUEHUU PACIIIU-
PEHHOI MoIepKKU cepeuHoi aesitebHOCTU. [1o-
CTaHOBKA apTepuaibHON TMHUU 00JieryaeT BbisBIe-
HUE TALMEHTOB C PETUCTPUPYEMBbIM (HO OYEHb HU3-
KMM) apTepHUabHbIM JaBJIeHUEeM. Y TaKuX OOJbHBIX
HaOJIIo1aeTcs Jy4Ylluii pe3yabraT Mpu OTHOCUTENb-
HO arpecCMBHOM IIPOBEJEHUU pPeaHUMAaIMOHHbBIX
MEPONPUSTHUIA.

OKI B 12 oTBeieHUsIX BO BpeMsI BBITIOJIHEHUS pe-
aHUMALMOHHBIX MEPONPUSTUIA 3aperucTpupoBaTh
TPYIHO, HO TIpY €€ 3allMCU BO3MOXHA JUArHOCTUKA
runepkajiieMun  (Hampumep, OCTPOKOHEUYHbIe
T-BOJIHBI, TIONEPEYHbIN CepAeUHbIN 00K, MPOOeX-
KU KeJIyTOYKOBOTO PMTMAa) WIM OCTPOro MHpapKra
muokapaa. [lepeoxnaxaeHue, ecm He TUATHOCTU-
poBaHo K MoMmeHTy 3anucu DKI, MoxeT OBITh 3aI10-
no3peHo npu Haauuuu BoJiH OcbopHa. Ipu nepeno-
3UPOBKE HEKOTOPBIX MpernapaTroB (Harpumep, TPU-
LIMKJIMYECKUX aHTUAECNPECCAHTOB) YBEJUUYUBAETCS
ITATEIbHOCTDL MHTepBaia O— T (CM. pUCYHOK).

Tepaneemuueckuii nooxoo

s ManeHToB ¢ TTOM03PEHNEeM Ha 3JIeKTPUYIeC-
KyI0 aKTUBHOCTb 0e3 mysibca nmpotokon AHA «Pac-
IIMpEeHHas ToAAepKKa CEPAECYHON AesITeIbHOCTU»
(Advanced Cardiovascular Life Support — ACLS), rie-
pecMmoTtpeHHbI B 2010 I, peKOMEHIYeET cieayrolee:

— HavaTb CepAeYHO-JIETOYHYIO peaHNMAIIHIO;

— obecreynuTb BHYTPUBEHHbBIN TOCTYII;

— 3aMHTYOMpPOBATH MAllUEHTA;
CKOPPEeKTUPOBATh TUIOKCUIO Ha3zHAYCHHEM
100% xuciopona.

50 mm/c

DIleKTpoKaparuorpaMMa Ipu
9JICKTPUYECKON aKTUBHOCTH
0e3 myJsibca
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ITocne Toro Kak OCHOBHBIE MapaMeTphl CTaOu-
JIM3UPOBAHbI, CIAEAYeT UCKaThb W KOPPEKTUPOBATh
obpatumble mpmunHbl DABII, Takue Kak:

— TUIIOBOJIEMUS,

— TUITOKCUS;

— auugos;

— TUIOKAJIMEMUS]/TUTIEPKATUEMMUSI,;

— TUIMOTJIUKEMMUS,;

— TUIIOTEPMUSL;

— TOKCHUYECKOe MopaxeHue (Hampumep, TpU-
LUKJINYECKUMU aHTUAEIIpeCCaHTaMM, JUTOK-
CUHOM, 0JIOKaTOpaMu KaJblIMEBBIX KaHAJIOB,
OeTra-610KaTopaMu);

— TaMIIOHAIa Cepla;

— HamnpsKEeHHBIM ITHEBMOTOPAKC;

— MacCHBHasI JIeToYHast SMOOINS;

— OCTpbIi MH(pAPKT MUOKap/a.

[Tocne onpeneneHus 0OpaTUMBbIX IIPUUYNH HEOO-
XoaouMa MX HeMemJIeHHas KOppeKIus. DTOT IIpo-
1IeCC BKJIIOYAeT B ce0s1 JEKOMIIPECCHUIO MTPU HAMpsI-
JKEHHOM ITHEBMOTOpPAaKCe C ITOMOIIbIO UIJI, Iepu-
KapauOlIeHTe3 IIpU TaMIIOHaAe cepialla, 00beMHbIE
WHGY3UU, KOPPEKLUIO TeMIepaTyphl Tejla, Ha3Ha-
YeHre TPOMOOJUTUKOB MJIN XUPYPTAYECKYIO SMOO0I-
SKTOMUIO MPU JIETOYHOI IMOOJIUN.

Koncyavmauuu

ITocne toro xak ompeaencHa npuunHa DADBII
U COCTOSIHME TTallMeHTa CTa0MJIM3MPOBAHO, OH MO-
KeT OBITh ITPOKOHCYJILTUPOBAH COOTBETCTBYIOIIN-
MU BpadyaMu-crienanuctamu. KoHcynsramus Kap-
JIUOXHpPYpra MOXET ITOHAaZOOUTBLCS IalMeHTaM
C MAaCCHMBHOI JIETOUHOM 3MOOJIMEN [JIs1 pelleHus
BoIpoca 00 amM0o3kTOMUU. [TalimeHTam ¢ nepeno-
31POBKOI1 JI€KapCTBEHHBIX IIPENapaToB IIOCJIE BOC-
CTaHOBJICHUSI CTAOMIBHOCTU FreMOINMHAMUKU HE00-
XOJIMMBbI KOHCYJIBTAIIUM B TOKCUKOJIOTUYECKOM OT-
IeJeHUN WIN MECTHOM TOKCUKOJOTUYECKOM
LIEHTPE.

Ilepesoo

Hekoroprie yupexneHuss MOTYT He UMETh BO3-
MOXHOCTEN I OKa3aHWs CHELMaTU3UPOBAHHOM
IMOMOILIM (HarpuMep, oliepalvy Ha cepaie, MO0~
sKTOMUM U3 Jerkux). Ilocne crabuinszanuu cocTo-
SIHUS B JAaHHBIX MEANLIMHCKUX YUPEKACHUSIX TTally-
€HTBI MOTYT OBITh IIepPEeBEAEHEI B LICHTPhI TPETHETO
YPOBHS JUUIsS1 OKOHYATEJIbHOI'O JICUEHUSI.

Ilpogpuraxmuxa

Crenymwoliyie Mepbl MOTYT NTPeAOTBPATUTh HEKO-
TOpBIE ClIydan BHYTPUOOJbHUYHOM 3JIEKTPUIECKOMN
aKTUBHOCTU 0e3 MyJibca:

— Yy HalMeHTOB, COOJIONABIIMX IJIUTEIbHBIN
MOCTEJIbHBIN pEeXUM, npoduaakTuka
TpoM003a rIIy0OKMX BeH HUXXKHUX KOHEYHO-
CTeH;

— y HallMeHTOB Ha UCKYCCTBEHHOW BEHTUJISILIMU
JITKMX — TINATEJIbHBIA KOHTPOJb IJIsS IIpe-
JnoTBpaleHus: pa3putusi aBTo-PEEP;

— y TAIMEeHTOB C TUITOBOJIEMHUEN — arpeccuB-
Has TaKTHUKa JIUCHUSI, OCOOCHHO y OOJBHBIX
C aKTMBHBIM KpoBoTeyeHueM [21].

Meouxamenmosnas mepanus

MenukamMeHTO3Hasl Tepanus, UCIoJIb3yeMasl IIpu
BOCCTAHOBJICHUM CEPACUYHOIN NeSTebHOCTH, BKIIIO-
yaeT B ceOd aIpeHaInH, Ba3OIIPECCUH M aTPOIMH
[19]. AnpeHasivuH ciiefyeT BBOAWUTD MO 1 MI BHYTpU-
BEHHO Kaxable 3—5 MUH B T€UeHUE BCEro BpeMEHU
HaxoxaeHus TauueHTta B coctostHuu DADBIIL. Beoto
M3y4YEHO MCIIOJb30BaHME 00Jiee BBICOKMX 03 aape-
HaJIMHA: JaHHas TaKTWKa He BeAeT K YBEJIMYCHUIO
BBDKMBAEMOCTH WM YIYYIICHUIO HEBPOJIOTMYECKUX
HWCXOJOB Yy OOJILIIMHCTBA MAlMEHTOB. Y OCOOBIX
TPYMII NAIMEHTOB, a UMEHHO C IEPeI03uPOBKOi Oe-
Ta-0JI0KaTOPOB U OJJOKATOPOB KaJIbIIMEBBIX KAHAJIOB,
MOJIYYEHHME XOPOIINX PE3YJIBTATOB IPU MCITOIb30Ba-
HUM BBICOKMX 103 aJpeHaJrMHa BO3MOXHO. Bazo-
MPEeCCUMHOM BHYTPUBEHHO,/BHYTPUKOCTHO MOXKHO 3a-
MEHUTH IIEPBYIO WM BTOPYIO HO3bI agpeHalInHa
y 6osbHBIX ¢ DABII.

Ecay oCHOBHBIM PUTMOM SBJISIETCS OpamuKap-
nus (TO eCTh 4acTOTa CepAeYHBIX COKpalleHU
He npeBbiaeT 60 ya/MUH), COMPOBOXKIAIOIIASICS
TUMOTOHMEH, TO HOKEH OBITh BBEAEH aTPOIMH
(1 Mr BHyTpuBeHHO 4epe3 3—5 MuH 10 3 Mr). OTo
MpUBEIET K JOCTVKEHUIO OOIIE BaroJUTUYECKON
JIO3bI, TIPU ITOBBIIIEHUN KOTOPOI JOIOJIHUTEIbHBIX
MOJIOXUTENbHBIX 3((heKToB He Habmomaercs. Cie-
IIyeT OTMETUTh, YTO aTPOIIMH MOXET BbI3BaTh pac-
IIMpEeHUe 3paykoB, ITOITOMY OTOT pedJeKc yxe
HE MOXKET OBITh MCITOIB30BaH JJIsT OLIEHKM HEBPOJIO-
TMYECKOro cTaTyca.

BBeneHue GrkapOoHaTa HaTpUsl BO3MOXKHO TOJIb-
KO y ITallMEHTOB C TSZKEJIbIM CUCTEMHBIM allI030M,
rurnepKkaaiieMuen uiu nepeao3rupoBKON TPULIMKIN-
YeCKMX aHTuAenpeccaHToB. PyTuHHOE Ha3HayeHME
OuKapOoHaTa HaTpUsl He pEKOMEHIYETCST BCIICACTBIE
YXYALICHUS BHYTPUKJIETOYHOIO ¥ BHYTPUMO3TOBOTO
almMao03a U OTCYTCTBUS AOKAa3aHHON 3(D(EeKTUBHOCTU
B CHIDKEHUU CMEPTHOCTH.

Taxkum 00pa3oM, ISt JICUSHUS DJICKTPUIECKOM aK-
TUBHOCTU O€3 MyjbCa MCIIOJb3YIOTCS MHOTPOIIHBIC,
AHTUXOJIMHEPTMYECKUE U TOJIIeauyrBalolIie Ipe-
rmaparsbl.
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Hromponubvie npenapamoi

MHoTpomHBle mperapaThl MOBBIIIAIOT IIEHT-
pajbHOE IaBlieHWE B aOpTe U MPOTMBOAEHCTBYIOT
YTHETEHUIO JEeATeTbHOCTH MUOKapaa. MX ocHOB-
Hble TepareBTUueckue 3(GGEKThl 3aKII0YaITCS
B CTUMYJISILUK Cep/lia, pejakcaluy TIagKoil Myc-
KyJaTypbl OpPOHXMAJIBHON CTEHKHW W PacCIIUpeHUM
COCY/IOB CKEJIETHBIX MBIIIILI.

Dnuneppur (adpenasun) siBAsieTCsl anbda-aro-
HHUCTOM, YTO TIPUBOAUT K YBEJUUYEHUIO TTepudepu-
YECKOro COCYIMCTOrO COMPOTUBIECHUS M 0OPaTHOM
nepudepruyuecKkoii BazoauaaTalu, CUCTEMHON TU-
MMOTEH3MM M TIOBBLIIIEHUIO TTPOHULIAEMOCTU COCY-
IoB. DddexTsl ampeHaJMHa Kak OeTa-aroHucTa
BKJIIOYAIOT OPOHXOIMIATALIMIO, TOJOXUTETHLHOE
XPOHOTPOITHOE BJIUSHUE Ha CEPACYHYIO IesTelb-
HOCTb U TIOJIOXKUTETbHBI MHOTPOITHBIN 3P (EKT.

Anmuxoaunepeuueckue cpeocmea

AHTUXOJIMHEPIUYEeCKUE CPEACTBA YIYUIIaIoT IPOo-
BOJAMMOCTh UY€pe3 aTPUOBEHTPUKYISIPHBINA y3ea 3a
CYET CHIDKEHMSI TOHyca OJIy>KAAIOIIero HepBa IyTeM
0JI0Kabl MyCKapUMHOYYBCTBUTEIbHBIX PELICTITOPOB.

Amponun MCTIONb3yeTcsT IS JeYeHUsT Opamgu-
aputMuii. Ero neiicTBue mpuBOAUT K YBEIUYECHUIO
YacTOThI CepJAeYHbIX COKpallleHUI BCJIENCTBUE Ba-
roJIMTUYecKoro addekra, onocpeaoBaHHO BbI3bI-
Basl yBeJIMUYEHME cepAeyHoro Beiopoca. Ob6mias Ba-
TOJIMTUYECKAs J03a COCTaBIsIET 2—3 MT; O3Bl Me-
Hee 0,5 MTI MOTYT YyCYyryouTh OpaauKapauio.

Hlenounvie npenapamoi

[Tone3Hbl AJIsI TTOAIICIauMBaHUSI MOYM.

bukapbonam Hampus WCIOIAB3YETCS TOJBKO
B C/lyyasiX, KOrja y TalMeHTa AUarHOCTUPOBAHbI
OMKapOOHATOUYBCTBUTEbHBINA allMI03, TUIlepKa-
JIMeMusl, TIepea03UPOBKa TPUITUKINIECKUMU aHTH -
JernpeccaHTaMu uiau eHodapouTtaioMm. PyTuHHOe
HCTIONIb30BaHNE HE PEKOMEHIYETCSI.

Xupypeuueckoe aeuenue

[MepukapauonieHTe3 M 9KCTPEHHBbIE KapauOXu-
PYpriUecKre BMEIIaTeTbCTBA MOTYT OKA3aThCs JKMU3-
HECOXPaHSIONIMMU TIpOoLeAypaMy MPU TPaBUILHOM
onpeeJIeHNN TToKa3aHMii. B TsoKembIX cydasx, eciiu
MMaIMEeHT ITOCTPanai OT TPaBMBbI TPYIHOM KJIETKI, MO-
5KET OBbITh BBITTOJIHEHA TOPAKOTOMMS — TIPU YCTIOBUM
HaJTMIMS COOTBETCTBYIOIIETO OTTBITA.

HeszamemmurensHoe Havyaslo cepaeyHO-IETOYHOM
peaHMMAaI MOXKET CHITpaTh OMNpeaeIeHHYIO POJib
Y TIIATeTbHO OTOOPAHHBIX IMAIIMEHTOB. DTOT MaHEBP
TpeOyeT HaJIMuMsl OIbITa U BCIIOMOTaTeIbHbIX MaTe-
puasnos. OrpezesieHre MMOKa3aHWii UMeeT TIepBOCTe-

MEeHHOE 3HaueHUe, MOTOMY UTO CepAeUHO-JIeroyHast
peaHuMalus IOJKHA ObITh MCIOJIb30BaHA TOJBKO
y MalMeHTOB, KOTOPble MMEIOT JIETKO O0paTHUMYIO
3TUOJIOTUIO cepaieuHol AucdyHkumu. B Monenu Ha xxu-
BOTHBIX MPOBENEHUE CBOEBPEMEHHON CepleyHO-Jie-
TOYHOM peaHUuMalMM ¢ OOoJibllieil BepOSITHOCTHIO
MPUBOJMIIO K YCIIEXy B BOCCTAHOBJIEHUMU KPOBOOOpa-
LLIEHMSI, YeM Ha3HAUYEeHUE BBICOKMX MU CTaHIAPTHBIX
1103 agpeHainHa. KapnuoctumMysitiyst MOXeT IpuBe-
CTM K HAHECEHMIO BJIEKTPUYECKOIO CTHUMYJIa, YTO
He 00s13aTeJIbHO YBEJIMYUT YacTOTy MeXaHUYECKUX
cokpaneHuii. Takum o6pa3zoM, 3Ta Ipolieaypa He SIB-
JISIeTCsl PEKOMEHIOBAHHOM, TTOCKOJIbKY 3JIeKTpUYeC-
Kasi aKTUBHOCTb UMEETCSI B IOCTATOYHOM O0BbEME.

I1pu HaMMYNUKM COCTOSTHUM 3JEKTPUUYSCKON aKTUB-
HoCTHU O€3 MyJibca WIM CUHIPOMa HU3KOTO CepIeUHO-
ro BbIOpOCa MOTYT ObITh MCITOJIb30BaHbI Pa3IYHbIC
BUJIbI BDEMEHHOM CepIeYHO-COCYIUCTON MOMIEPXKKU
(HampuMep, BHyTpuaopTaibHasi Oa/sIOHHasi KOHTP-
MyJIbCallMsl, IKCTPAKOpIIOpajibHas MeMOpaHHas OK-
CUTeHalMsl, KeJTyTOYKOBbII arnrmapar BCrioMoraTe/ib-
HOT'O KpOBOOOpAILIEHNS).

3axiouenue

DIieKTpuyecKask akTUBHOCTb 0€3 MyJibca SIBJSIETCS
JIOBOJIbHO YaCTbIM MEXaHW3MOM OCTAaHOBKU Cepjeu-
HO nesTeabHOCTU. I[IpUYMHBI BO3HUKHOBEHMS
DABII kpaiiHe pa3HOOOpa3Hbl — COOTBETCTBEHHO,
MOAXO/ K JISUEHUIO TOTO WJIM UHOTO COCTOSIHUSI TIpe-
JlyCMaTpUBAET MPEeIbHO TOYHYIO TUArHOCTUKY, TaK
KakK HenpaBWIbHOE TOHMMAaHMWE CUTyalldM MOXET
MOBJIEYb 32 COOOI MOTEPIO0 BpEMEHU U aIeKBATHOCTHU
MOAX0AA K JISYEHUIO.

B ciryyae nonospenusi Ha Hanuune DABIT HeoO-
XOAUMO YETKO CJIe0BaTh MPOTOKOJY MO OKa3aHUIO
CepIeYHO-JIETOYHOI peaHUMallMi U TPOBEIECHUIO
o0OcnenoBaHus (orpeneaeHre putMa cepana, pH-mer-
pus, yJascokcumerpust, DKoKI' y moctenu 60J1bHOTO
u T. 1.). B nanbHeiem tpedyeTcsi 3STUOTPOITHOE Jie-
yeHue (MepuKapaIuoLEHTe3, UHOTPOITHAS, aHTUXO-
JIMHEpruveckasi 1 OKCUTeHUpYIollasi Teparusi, Kop-
PeKILMS KUCIOTHO-OCHOBHOTO COCTOSIHUS U T. 11.).

[Tocne BbIxoga GonbHOTO U3 coctosiHus DABII
HEOOXOJMM CTPOTMM MOHUTOPWHI BCEX KM3HEHHO
BaXXKHBIX MOKa3aresieil opraHusma. B ciyyae cranmo-
HapHOTO HAOIOIEHUST OOJbHBIX, Y KOTOPBIX CYILIECT-
BYET BBICOKUI PUCK pa3BUTHUSI JAHHOTO COCTOSIHMS,
cieayeT MPUHSITHL Mepbl MPOMUIAKTUKU (KOHTPOJIb
OasiaHca, npoduiakTuka Tpomb03a TIyOOKMX BEH,
COOTBETCTBYIOIIAsA MEAMKAMEHTO3HAS Teparnus).

[TockonbKy B OOJBIIMHCTBE CAy4aeB IpUUYMHA
Bo3HUKHOBeHUS DABIl moHsITHA U BBISIBICHBI
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TIpeIpacIToiaraBIIve K 3TOMY (PaKTOPHBI, CYIIECTBYET
BO3MOXKHOCTh MPOBEACHUS TTPOMPUIAKTUYECKUX MEP
Y MalMEHTOB C BHICOKMM PUCKOM Pa3BUTHSI TaHHOTO
cocrosHUsI. KpoMe Toro, Takme marueHTsl TOJKHBI
HaxOIUThCS MO TMHAMUYECKUM HaOJI0IeHUEM Kap-
JINOJIOTOB.
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Apummoeennas oucnaazus npagoeo Jceayoouxa — 3mo HAcAe0CM8eHHAs KapouoMUonamus, XapaKkmepusy-
oujasaca cmpyKmypHoiMU U (YYHKYUOHANBHOIMU HAPYUIEHUAMU 8 NPABOM Jiceay0oHKe, Ymo 6 pe3yivmame
npuBooUm K Hceayo0oUK08bIM HAPYUEHUAM PUMMA. APUMMOCeHHAsT OUCHAG3USI NPABO20 HCeAYOOUKA 651~

emcsi 00HOI U3 8AJICHBIX NPUYUH BHE3ANHOU cepOeuHOll cMepmu Yy M0A00bIX AI00ell U CHOPMCMEHO08.

CmpykmypHble HapywleHus: npu apummoceHHOl OUCHAA3UU NPAB020 MCeay004KA CE53aHbI C ICUPOBOLL
uH@uabmpayuetl u ubpo3omM MUOKAPOa npasoeo JiceayodouKa. Imu usmeHeHus nNPUGoOsm K NpoepeccugHoll
dunamayuu u OUCHYHKUUU NPAB020 JHceny0oUKa, a maKdice K 603HUKHOBEHUIO JICUSHEY2PONCAIOUUX dceny-

004K08bIX APUMMULL.

s 6oaree mounoil duaenocmuku u nocmarnosku ouaerosa 6 2010 e. paboueii epynnoii 6viau cKOppeKmupo-
6aHbl duazHocmu4eckue Kpumepuu 3a001e6aHUs, KOMOPble BKAOHAIOM 6 ce0s 60abluUe U Maable Kpumepuu

U3 6 pazauMHbIX KAme2opuil.

Baxchyio poav 6 duaenocmuke 3abonesanus ueparom IKI, IxoKI, MPT cepoya, a maxice 6uoncus

Muokapoa.

TIpoeros 3abonesanus uacmo 3a8UcUm om c60espemMeHHOl NPOYUAGKIMUKU 8He3ANHOL cepOeUuHOll crmepmi,
a UMeHHO UMnAaGHmayuy Kapouosepmepa-oeguopunismopa. Ipu nasuuuu cumnmomamu4eckoll cepoeuHoll

HedoCcmamoyHoCmu Heodxo0UMo ee MeOUKaAMEeHMO3Hoe NeHeHue.

Kawuesvre cnoea: xapouomuonamus; 6He3ANHAS cepOevHAss CMEPMb, XPOHUUECKAs cepoexHas

Hedocmamowiocmb, J1e4enue.

ARRHYTHMOGENIC RIGHT VENTRICULAR DYSPLASIA
O.L. Bockeria, T.G. Le

A.N. Bakoulev Scientific Center for Cardiovascular Surgery; Rublevskoe shosse, 135, Moscow, 121552,
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Arrhythmogenic right ventricular dysplasia is a hereditary cardiomyopathy characterized by structural
and functional disorders in the right ventricle, which results in ventricular arrhythmias. Arrhythmogenic
right ventricular dysplasia is one of the important causes of sudden cardiac death in young people and

athletes.

Structural disorders in arrhythmogenic right ventricular dysplasia are associated with fibrosis and fatty infil-
tration of the right ventricular myocardium. These changes lead to progressive dilatation and dysfunction of

the right ventricle, as well as the occurrence of life-threatening ventricular arrhythmias.

In 2010 The Task Force corrected the diagnostic criteria of the condition, which include large and small cri-

teria from 6 different categories to make the diagnosis more accurate.
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ECG, EchoCG, MRI of the heart as well as myocardial biopsy play an important role in the diagnosis

of the disease.

Prognosis of the disease often depends on the timely prevention of sudden cardiac death — the implantation of
a cardioverter-defibrillator and optimal drug therapy of the symptomatic heart failure.

Key words: cardiomyopathy; sudden cardiac death; chronic heart failure, treatment.

Beenenne

PUTMOTEHHAs JUCTUIA3UsI/KapauOMUOIIaTUs
npasoro xenaynouka (AITTPK/AKITK) sasns-
€TCsl HaCJIEACTBEHHOW KapIMOMUOIIaTUEN, Xapak-
TEPUBYIOIIEHCA CTPYKTYPHBIMU U (YHKIIMOHAJb-
HBIMU HapyIIeHUSIMHA B TIPAaBOM KeJyIOYKE, UTO
B pe3yJIbTaTe MPUBOIUT K XKeJTyTOUYKOBBIM HapyIlle-
HUSIM pUTMa. DTO OJHA U3 BaXKHbIX NMPUYMH BHE-
3anHoit cepaeunoit cmeptu (BCC) y MosioabIx Jro-
neit — 11% Beex ciydaeB u 22% ciaydaes BCC cpe-
IV CIOPTCMEHOB [1].
AJITTK BmepBoie Oblla omucaHa B 1977 T
W BKJIOYEHa B KjaccubuKalUio KapauOMHUO-
natuii BcemupHO# opraHuzauuMuy 3apaBoOXpaHe-
Hust B 1996 . C Tex mop ObLIM JOCTUTHYTHI 3HAYM-
TeJbHbIC YCIIeX B TOHUMAaHUM €€ 3TUOIaTOreHesa,
IUArHOCTUKHU U JedeHus [2].

ITarodusnonorus

CrpykrtypHble HapyiieHus ipu AJITT2K cBsizaHbl
C >XKMpPOBOU MHGWIbTpaLneil 1 (pudpPo30M MUOKAp-
na [12K. Dti u3aMeHeHUsI IPUBOIAT K TTPOTPECCUB-
Ho#t nunatauuu u auchynkuuu [TK. JIeBblii xxemy-
JoYeK, KakK MpaBuJio, MeHee BOBJICUEH B MATOJIOTH-
yeckuit mpouecc [3]. Omnako S. Sen-Chowdhry et al.
o0HapyxuIM, Habmonas koropty u3 200 npobdaH-
JIOB, UTO BOBJICUCHHOCTD JIEBOTO XKeJIyJI0uKa MOXKET
Jaxke TIPEIIIeCTBOBATh HAYally 3HAYUTEIbHOM MIC-
(byHKIIMM MTPaBOro Kejayaodyka. ¥ MalyeHTOB ¢ Mo-
paxkeHUEM JISBOTO JKeJTyI0uKa IMPOrHo3 Xyxe [4].
MexaHu3Mbl MUOKapaWaaIbHOTO TOBPEKICHUS
BKJIFOYAIOT:
— amomnTo3 (3amporpaMMHPOBAHHYIO THOEThb
KJIETOK);
— BocIajieHue, OOUIMPHBIN (HUOPO3 U CHUXKe-
HUe (YHKIIUK;
— 3KMPOBOE 3aMellleHUe MUOKap/a.

ATHosorug

AIITK gBnsieTcsd HacJieICTBEHHBIM 3a00JieBa-
HueMm. CeMeiiHble ciaydan coctaBisiioT 30—90%
Bcex cinydyaeB. Kpome Toro, AJITT2K MoxxeTt ObITh pe-
3yJIbTaTOM TMPUOOPETEHHON BUPYCHOW MHQEKIUU
(MUOKapJWT) UJIM HEYCTAaHOBJIEHHOMN HAaCIeICTBEeH-
HOCTU. BriojHe BEpOSITHO TakXke, YTO TallMeHThI

C TEHETHUYECKON TpeapacIioIoKEHHOCThIO 0OoJliee
CKJIOHHBI K pa3BUTHIO MUOKapauTa [5].

3abojieBaHNE TPOSIBIISCTCS 4Yallle Y aKTUBHBIX
JIIOJIEeH, KOoraa MeXaHU4eCcKoe HallpsoKeHUe MOKET
BBI3BATh MOBPEXKAEHUE KJIETOYHON MeMOpaHBbI,
BocmajeHue U GruOpPo3 B MPeapaciIoOKEHHOM MU~
OoKap/ie IpaBoro XeJyIouka.

Ieneruxa

ANITXK cuutaeTcss TeHETMYECKM OOYCIOBJICH-
HbIM 3a00JiIeBaHUEM, TaK KaK OOJBIIMHCTBO CJIydya-
eB SIBJISIIOTCSI ceMeiHbIMU. Takke umeeTcsl reorpa-
¢duyeckast o0coOeHHOCTb BcTpeuaemoct. Hauboree
pacmpocTpaHeHHasl cxeMa HacJieOBaHUsI — ayTo-
COMHO-TOMWHAHTHAs, ¢ TIEPEeMEHHON TIeHeTpaHT-
HOCThIO B Tipeaeniax 20—35% uneHoB cembu [6, 7].
Jlionu, xuBymne B peruoHe Beneto (Mrtanus),
UMEIOT 0oJiee BBICOKYIO CTeTIeHb TeHETPAHTHOCTH.
AyTOCOMHO-PEeLIECCUBHbBIN TUM HacieaoBaHus (60-
Je3Hb Hakcoca) BcTpedaeTcsl Ha TpedecKoM OCTPO-
Be Hakcoc, oH accolluMpoBaH ¢ KepaTo30M Jano-
Hel U MOJO0IIB U BbIOLIUMUCS BoJlocaMu. [eHeTnye-
cKasl MyTalusl MPOMCXOIUT B Xpomocome 17q21,
1 TIEHETPAHTHOCTh cocTaBisieT moutu 100%.

Ienetnueckue Hapymenus npu AITTXK nokanm-
3yloTcs B xpoMocomax 1, 2, 3,6, 7, 10, 12 u 14. Yya-
CTBYIOT T€HbI, OTBETCTBEHHbIC 3a KOJAUPOBAHUE
mwiakorjgoouHa (JUP), necmomnakuna (DSP), mna-
kopununa-2 (PKP2), necmorneuna-2 (DSG2), ne-
cmokosumHa-2 (DSC2) u apyrux 6enkos [8—10].

B 2011 r. O6mecTBo cepaeuHoro putma (Heart
Rhythm Society) u EBponefickasi accouuanus cep-
neuynoro purma (European Heart Rhythm Asso-
ciation) onmyOJIMKOBaId KOHCEHCYC T€HETUYECKOIO
TeCTUPOBaHUSI TIpU KapauomuonaTusx [11].

MU IEeMUOIOT U

B cBsA3M ¢ MHOXXECTBOM IMAarHOCTHUECKHUX 3aMad
TOYHasi 3a00JIeBa€MOCTh M PacIpOCTPAHEHHOCTh
AJITTK ocTaeTcst HeM3BECTHOM, TaK KaK KJIMHUYEC-
K1 OECCUMIITOMHBIE CTy4al MOTYT OBITh HE BBISB-
JieHbl. BeTpeyaeMocCTh y Ul rpeyecKoro u uTasb-
stHCKoro TpoucxoxaeHus — 1 Ha 1000—5000 Ha-
ceJieHus.

B CIIA B xoropre u3 100 maiueHTOB cpel-
HUI BO3pacT Ha MOMEHT TOCTAHOBKM JuarHosa
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coctaBuia 26 jet, 1 51% m3 HUX OBITM MYXXUYUHBI.
Menuana BpeMeHHU A0 TMOCTAaHOBKM AUArHo3a co-
craBuia | roia, a MeauMaHa BbIKMBAeMOCTH BCel
KOropthl — 60 JieT.

IIpornos

AJITTXK gBisieTcs BaXXHOW MPUYMHON BHE3AITHOMU
CepIeyHOl cMepTH y MoJIombIx Jiomeit: 11% Bcex
ciydaeB M 22% ciiydaeB cpelu CIIOPTCMEHOB.

Y GOoJIbHBIX C MOpPaXXEHUEM JIEBOTO KEIya0uKa
MPOTHO3 XYXeE.

AnamHe3

IMaumnentsr ¢ AATTK uMeroT MUPOKU CEKTp
KJIMHUYECKUX MPOSIBIIEHUI — OT 0€CCUMITOMHOTO
TEYEHUST 10 OMBEHTPUKYISIPHON HEIOCTaTOYHOCTU
/WA BHE3aITHOU cepaedyHoit cmeptu [12, 13].

OO61IMe CMMITOMBI 3a00JIeBaHUST BKJIFOYAIOT:

— cepauebuenne (27—67%);

— obmopoku (26—32%);

— BHe3aITHyIo cepaedHyo cMepTh (10—26%);

— aTUIUYHYIO 60b B Tpynu (27%);

— oapiky (11%).

CepauebueHue siBaseTcsl Hauboliee YacTbIM
CUMIITOMOM U BBI3BAHO XEJIyTOYKOBBIMU aPUTMUSI-
MU. B 3aBUCHMMOCTM OT TSDKECTU 3a00JIeBaHUs XKe-
JIyIOYKOBBIE SKTOITUU MOTYT OBITh U30JIMPOBAHHBI-
MM WJIM TIPUBECTH K HEYCTONYMBOM/yCTOMUMBOI
JKeJTyTOUYKOBOU TaXxuKapAauu, (pUOpUIUISLIUU XeTy-
JIOYKOB M BHE3AITHOUN CEpIEeYHON CMEPTH.

[IporpeccuBHasi TUCOYHKUMST TPABOTO KEJy-
JIOUKA MPOSIBIISIETCS OABIIIKONM U OTeKAMU HMXKHUX
KOHEUHocTel. B Gojiee TsSKenbIX ciydasx ¢ BOBJIE-
YeHHEeM JIEBOTO KeJyJouyka y TalMeHTOB MOXET
pa3BUBATbCS OWMBEHTPUKYJISIpHASl 3acTOMHas cep-
Jie4Hast HEI0CTATOYHOCTh, YTO MOXKET UMUTUPOBATh
JUIaTAlMOHHYI0 KapauomuormnaTtuio. CymnpaBeHT-
PUKYJISIDHBIE apUTMMU, B TOM 4YHUCJIE TpereTaHue
u GUOPUIIALUIO TIpeACcepaAnii, MOXHO YBUIETD
B 25% cnyuaes.

®Dusunyeckre Harpy3ku MOTYT CIPOBOLIMPOBATH
JKeJTyJOUYKOBbIE HApYILICHUs] PUTMA U BHE3AITHYIO
cepaeunyio cMepthb. C ALK cBszanbl 22% ciy4da-
eB BCC cpenn Mojtogbix cnopTcMeHOB B CeBepHOI
Wranun [14]. B Coennnennnix LlTatax B 286 ciy-
yasgx BCC y cnopTcMeHOB HanboJiee pacipocTpa-
HEHHOI MPUYMHON SIBUJIACh TUIEpTpoduuecKast
kapauomuornatusi, a AITTK BcTpeyanach TOJIBKO
B 4% ciyJacs.

DKcTpakapauajabHble TIPOSBICHUST BKIIOYAIOT
JIaIOHHO-MOJOLIBEHHBIN KEPaTO3 U BBIOIIUECS BO-
JIOCHI, HAOJII0JaeMbI€ Y JIFOJICH ¢ HAC/IeJOBaHUEM IO
ayTOCOMHO-PELIECCUBHOMY TUITY.

Mnddepennuanbaas AMarH0CTHKA

Houonamuueckas npasosceayoouxosasn
maxukapous

DTO OTHOCUTEJBHO AOOPOKAYECTBEHHAs] apuT-
Mus1, KoTopasi MoxeT nuMmutuposath AIITT2K Giaro-
napsl XKeayoJoyKOBOUM TaxuKapIuu ¢ Mopdosoruei
Mo TUIy OJ0Kaabl JeBOK HOXKM Tyuka [iica, Bo3-
HUKalolei mpu pusndeckoir Harpyske. I1lpu aTom
cepAle CTPYKTYPHO He M3MEHEHO M HeT HUKAKUX
maHHbIX 00 AITK mim BHe3amHOI cepaedHO
CMEPTU B CEMEMHOM aHaMHE3e.

Ha DKI npu npaBoxeayaoukoBOi TaxukKapauu
BepTUKaJbHbIE T-BOJHBI B OTBeAeHUSIX V2—V5
U SIICWJIOH-BOJIHBI OTCYTCTBYIOT [15, 16].

Anomaaus Yasa

D10 penkoe 3a0ojieBaHUE, XapaKTepU3yIoIlleecs
MOJHBIM OTCYTCTBUEM MHOKapjaa IpaBoOro Kemy-
I0YKa, YTO TIPUBOIMT K PE3KOMY HMCTOHUYCHUIO
CTEHKHU TPaBOTO XeJayao4yka (mepraMeHTHOMY Tpa-
Bomy xenyaouky). [Tpu AITI2K muokapa 3aMeHs -
ercsl (MOPO3HOM TKAHBIO PA3HOM CTEIEHU BbIpa-
>KEHHOCTH.

Jusamauuonnasn xapouomuonamus

buBeHTpuKyIsipHass AuiaTalvs M 3acTOHas
cepleyHass HeIOCTaTOYHOCTb KJIIMHUYECKU MOTYT
nMuTpoBaTh cumiTombl AJITI2K ¢ BoBieueHneM
sneBoro xejiyanouka. DKI'- m MPT-nipusHaku npu
AJITTK momMoryT pa3inuuTh 3TH JBa BUa Mopaxe-
HUS cepala.

JIaGoparopHble ncciie[0BaHAS

Huarnoz AJITTZK mpencraBiseT coOoii cepbes-
HyI0 mpo0JieMy M3-3a CBOEi pa3HOOOpa3HOU KIIM-
HUKA W TpeOyeT OOJBIINEro BHUMAHUSA Yy TPYIII
BBICOKOTO pUCKa. B mpoIiioM nuarHo3bl ycTaHaB-
JIMBAJINCh Ha OCHOBE ITOCMEPTHBIX 3aKJIOUYEHUI
WJIN THUCTOJOTMYECKOTO TIMONTBEPXKACHUS ITyTEM
9HJIOMUOKapAUaIbHON Ouorncun. TeM He MeHee
SHIAOMUOKApAMaIbHAsg OWOIICUS WMeeT OTpaHM-
YEHHYI0O YYBCTBUTEJbHOCTb M3-32 YaCTUYHOIO
BOBJICUEHMS] B MATOJOTUUECKUIA MPOLIECC MPaBOro
KeJTyIouKa.

B 1994 r. MexngyHapomHasi pabouyasl rpyiia
BIIEPBBIC MPETOXKIIA UCITOIB30BATh IS TUAaTrHOC-
THKU OOJIbILINE U MaJTbIe TUaTHOCTUYECKIE KPUTEPUU
AJNITTK Ha ocHOBe ceMeitHOTO aHaMHe3a, apUTMUU,
OKI, xapakTepuUCTHMK MHUOKapiaa, CTPYKTYPHBIX
U (pyHKUMOHAIbHBIX U3MeHeHui [12K. DTu kpute-
puM OBTM BeCchbMa CIeIM(HWYHBI, HO HE XBaTallo
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Puc. 1. DnexrpokapauorpaMmma npy apuTMOI€HHOM AUCIUIa3UX MPaBOro XXeJyaouyKa

YYBCTBUTEJIBbHOCTH, TO3BOJISIIOIIEH OOHApYKUBATh
3a00JieBAaHUE HAa PAHHUX CTAUSIX, a TaKXKe ceMei-
Hy10 (popMy OOJIe3HMU.

B 2010 r. xpurepuu paboueil rpyrmnbl ObLIU
CKOPPEKTUPOBAHBI C YYETOM KOJUYECTBEHHBIX
KpUTEpUEB U OTKJIIOHEHUI HA OCHOBE HOPMaJbHbBIX
nokaszareneid. [lpenjgoxeHHass TEPMUHOJOTUS [JIs1
nuarHoctuku AJITTK BxiirouaeT OosblIve U Majble
KPUTEpUH M3 6 pa3TUIHBIX KaTeropuii [17]:

— m1o0aJibHasl WIM peruoHajbHash TUChYHKIINS

U CTPYKTYpPHblE U3MEHEHHUSI IO JaHHBIM
OxoKI, MPT u/wnmm anruorpaduu ImpaBoro
JKeJIy10uKa;

— XapaKTepucTUKa CTEHKU MO JaHHBIM 3HIO-
MUOKapIuaIbHOI OUOIICUU;

— HapyllIeHUs] pernojisipu3aluy MO JaHHBIM
OKT;

— HapylIeHUsT Ienoasipyu3alu,/IpoBOIUMOCTU
o gaHHbIM OKI u/unm curHaiam ycpeaHeH-
Hoit DKT;

— apUTMMU TI0 JTaHHBIM XOJTEPOBCKOTO MOHMU-
TopupoBaHust DKI;

— ceMelHbIl aHaMHe3 (CM. HUXe).

TouHblil AUMarHo3 omnpeneseTcss Kak MpUCyT-
cTBUE 2 OONBIIUX KpUTepUeB, WJIM | OOJIBIIOrO
U 2 MaJIbIX KpUTEPUEB, WU 4 MaJIbIX KpUTEPUEB.

ITorpaHuYHbBI AMArHO3 OMpenesieTcsl Kak Ha-
Jimaue 1 0oabLIoro u 1 Majoro KpurepueB Wi 3 Ma-
JIBIX KpUTEPUEB.

B03MOXHBIM JMarHo3 MOXHO CYMTATh MPU Ha-
JUYUK 1 U3 OCHOBHBIX KPUTEPUEB WJIN 2 MaJbIX
KpUTEpUEB.

bosbliivie KpuTepuu BKIIIOYAIOT: TaHHbIE CeMei-
Horo aHaMHe3a (1), moaTBepXkIarollMe AUArHO3
ANITK Ha ocHOBe KpuUTepuUeB pabodeil TIpyIl-
Ibl/ayTOTICUU, WU OTepalvIo Y POICTBEHHUKA Mep-
BOIi cTerneHu poacTsa (2), Wik UaeHTU(UKaLIUIO Ta-
TOTE€HHBIX MYTallUi, KIacCUUIIMPOBAHHBIX KakK
WMEIOIIME CBSI3b WX BEPOSITHO CBsI3aHHbIe ¢ AJITTK.
Manble Kputepun BKIIOUaoT: (1) aHaMHeCTHIeCKue
nanHble o AJITTXK (He moaTBepKaaeTCs HA OCHOBA-
HUW KpUTepUeB pabouell IpyIinbl), WJIK BHE3AMHYIO
cepaeuHylo cMepTh (1o 35 JieT) ¢ MOoJo3peHueM Ha
AJITTK v poacTBEeHHUKOB MEPBOl CTENIEHU POACTBA,
win (2) noarBepxaeHHbIN auarHo3 ALK y poact-
BEHHUKOB BTOPOI CTENEHU PONICTBA.

Bce npyrue kaTeropuu TpeOyOT A1MarHOCTUYEC-
KOTO MOMCKa, YTO 00CYKAaeTCsl HUXKE.

Busyanuszanmsa

Pesynpratet DKI' Moryr OBITb HOpMajbHBIMU
B siateHTHOM (haze AITTK, HO OoTKIOHEHUS (Iemno-
JISIpU3alMu/pernoasipu3alu U/Uid IpoBOIMMOC-
TH) BUIHBI Y OOJBIIMHCTBA MALIMEHTOB TIPU TIPO-
rpeccupoBaHuu 3aboneBanus [12, 18].

CoriacHO TIepecCMOTPEHHBIM KPUTEpHUsSIM pado-
yeil rpynmnsbl, boavuiue K -Kpumepuu BKIIOYAIOT:

— HHBEPTUPOBaHHBIN T-3y0ell B MpaBbIX IPyI-
HbIX oTBeAeHUsIX VI—V3 (3Ta 0COOEHHOCTh BUIHA
y 87% naumentos ¢ AAITXK) [19];

— BICUJIOH-BOJIHBI (MaJIOAMITIUTYAHbIC CUTHA-
JIBI MeXAy KOHLIOM KoMmiuiekca QRS u Hayajiom
syoua 7) B orBenenusix V1—V3 (Bugnel y 33% na-
uueHToB ¢ AJITTXK) (puc. 1).
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Manvie kpumepuu IKI:

— HWHBepPTUPOBaHHLIE 3yO1Ibl 7' B OTBeAeHUSIX V1
u V2 y nuu crapiie 14 et npu oTCyTCTBUM TOJTHOM
OJ10Kaabl IIpaBOii HOXKM my4Ka [iica uim B oTBene-
Husix V4, V5 nin V6,

— KOHeuHas akTuBauus Komruiekca QRS paBHa
55 Mc, u3MepeHHas OT Hadayia S-3yOLia JO KOHIa
ORS, B ToM uncie R’ B orBenenusx V1, V2 wim V3,
MpY OTCYTCTBUM IIOJIHOM OJIOKAIbl MPaBOil HOXKU
nyuka [uca.

KeaymnoukoBble SKCTPACUCTOJIUM, TIPU UX HAJIU-
YUMU, MMEIOT KOHGUTYypaluio OJ0KaIbl IMpaBOi
HOXKU Tyuka luca.

Cuenan-ycpeounennas
Anexmporkapouozpagus

Hapyirenunst Ha cuTHaNI-yCpeZHEHHOMN JIeKTPO-
Kapauorpamme SIBJISTFOTCSI OOLIMMU ¥ UMEIOT BBICO-
KYI0 YYBCTBUTEJIBHOCTb U CIIELMMPUIHOCTh, HO HE-
TOYHO TIPEACKA3bIBAIOT CIIOHTAHHBIC WU WHIYLIU-
pyeMble KeIyIoYKOBble TaxukKapAauu. HapyiieHust
Ha CHUTHaJ-YCPEeIHEHHON 3JIeKTpoKapaAuoTrpamMMe
BKJIIOYAIOT MaJible KPUTEPUU U TOKHBI UMETh I10
KpaiiHeit Mepe 1 u3 3 mapaMeTpoB MpU OTCYTCTBUU
mmTtenbHocT QRS-KoMmrmekca 110 mc 1 Gonee Ha
crangaptHoii OKI. DTu mapaMeTpbl BKIIOYAIOT
B cebs [20]:
— mmTeabHocTh QRS-xoMIuiekca paBHa 114 Mc;
— JUIUTEIbHOCTh KOHE4YHOU Yactu QRS-KoM-
miekca MeHble 40 MkB (1IMTeIbHOCTh CUT-
HaJjla ¢ MaJIoil aMIJINTyno#) paBHa 38 Mc;

— cpelHeKBagpaTUIHOE HanpskeHue 40 Mmc Tep-
MUHaJIbHOI YacTu cocraisieT 20 MKB.

Ilpoba c ¢usuueckoii nazpysxoii

Crpecc-MHIYLIMPOBAHHAS KEIYI0YKOBas TaXU-
Kapaust ¢ MopdoJIoOTUEH TI0 TUITY OJ0Kaabl JIEBOM
HOXKU my4yka [i1ca MoXeT OBITh 3aperucTprupoBaHa
S5TUM METOOM.

Cymounoe monumopuposeanue IKI
no Xoamepy

OTO MOJIE3HbIA METOJ AMAarHOCTUKM Hapyllie-
HU puTMa (Hampumep, NpexkaeBPpeMEHHbIX XeJy-
JIOYKOBBIX COKpalleHUIl, HEYCTOMYUBOU WU
CTOMKOM Xeaymo4YKOBOM TaxuKapanuu ¢ MopdoJio-
ruei mo Tuy 6JoKaabl JIEBOM HOXKM TyukKa [iica).

KenynoukoBast Taxukapausi ¢ Mopgosoruei
0JI0KaJIbl JIEBOI HOXKY MyvKa [ca ¢ BepTUuKaibHOMI
OCBIO SIBJISIETCSI OOJIBILIUM KPUTEPUEM, B TO BpeMs
KaK XeJyJOYKOBas TaXMKapaus ¢ TOPU30HTAIbHOM
WJIM HeolpeaeaeHHO ocbio u/unu 6onee 500 xe-
JIyIOYKOBBIX 3KCTPACUCTOJ B TeueHue 24 4 cuuta-

Puc. 2. YBennueHue mpaBoro Kejayaouka IpU apuTMO-
TFeHHO JUCIUIa3UK IPABOTO XeIyI04uKa

JOTCSI MaJIBIMU KPUTEPUSIMU COTLJIACHO TIEPECMOTPY
paboueii rpyIImbl.

Dxoxapouoepapus

Oxokapauorpadust CIy>KUT B KauyeCTBE CKpHU-
HUHTOBOTO METO/a JIJIs1 OLIEHKH TMAallMeHTOB C MO0~
3penuem Ha AITLXK [14, 21].

[Aunatanys mpaBoro KeJayaouyka WM HapylleHHe
JIBUKEHUSI CTEHKU COCTaBJSIIOT AMAarHOCTUYECKUE
kputepuu miasg AITTK. M3mMeHeHus 3aaHel cTeHKU
MPaBOTo KeJylo4yKa, paclojIOXKEHHON IMOJ TpeX-
CTBOPYATHIM KJIaTIaHOM, SIBIITIOTCSI HamboJiee pac-
MpOCTpaHeHHBIMU. PaciimpeHre BBIBOIHOTO TpaK-
Ta MPaBOro XKeJIYyI0uKa yaule MpocaekKuBaeTcsl Mpu
MporpeccupoBaHuM 3ab0oieBaHusI. BoBiaeueHue ne-
BOTO XeJIyTouka oTMedaeTcst B 16% ciydaes [22, 23]
(puc. 2).

Huxe mpuBeaeHbI MepecMOTPeHHbIE KPUTEPUU
paboueil rpynrbl ¢ MCIOJIb30BAHUEM JIBYMEPHON
axoKapauorpaguu.

K GoNbIIMM KPUTEPUSIM OTHOCSITCSI PErMOHANb-
HBIA aKWHE3 MO0 AMCKUHE3 IPaBOTO XeTymTodKa
WM aHeBpU3Ma U OIWH U3 CJIEAYIOIIMX MPU3HAKOB
(KoHell 11acToIbl):

— MapacTepHaJIbHbIA AOCTYIl MO IJIMHHOM OCHU
(PLAX — Parasternal Long-Axis) B BEIBOAHOI
otaen mpasoro xkeiaymouka (BOILXK) paBen
32 mMm; PLAX/BSA = 19 mm/M2; BSA (Body
Surface Area) — moiiaab NOBEPXHOCTH TeJa;

— TapacTepHaJIbHBIN ITOCTYMN MO KOPOTKOW OCHU
(PSAX — Parasternal Short-Axis) B BEIBOTHOI
OTHEJI MPaBOro Keaymodka Ooibiie 36 MM;
PLAX/BSA = 21 mm/m2;
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— OTHOCHTEIbHOE M3MEHEHHE TIIOIIAaIN COCTaB-
nser 33%.

K MaJIbIM KpUTEpUSIM OTHOCSITCS PETHOHATBHBINA
aKMHe3 1100 TMCKUHE3 IMPAaBOTo XKeTynoyKa U OTUH
U3 CJAEAYIOLINUX MTPU3HAKOB:

— PLAX BOIIX paBeH 29 MM u 0oJibllie, HO

Mmenbie 32 mm; PLAX/BSA > 16 <19 mm/M2;

— PSAX BOILX paseH 32 MM u OoJjblie, HO

MmenbIire 36 mm; PLAX/BSA > 18 <21 mM/M2);
— OTHOCHUTEJIbHOE UBMEHEHME TUIoIaau — OT 33
110 44% BKIIIOYUTEIBHO.

Maenummno-pesonancnas momoepagus cepoua

[TpaBblii >keaymouek Jydllle BU3yaau3upyercs Ha
MPT, yem Ha sxokapauorpaguu, uyro aeaaer MPT
METOJIOM BbIOOpA JUIsI OLIEHKU MPABOTo XKeJaya04Ka.
MPT ucnonb3yeTcs misi OLIEHKM pa3Mepa IpaBoro
Keaynouka, (YHKIWU, HapyIIeHUs IBUXCHUS
CTEHKM, OLIEHKU XXUPOBOTO 3aMelleHUs MUoKapaa
¥ olieHK1 o0beMa pudpo3sa [24]. I1pu AITTK mox-
HO YBMJETb YTOJIIEHWE CTEHKU WJIM €€ MCTOHYEe-
HUE, a TAKKe TTOBBILIEHHYIO TpaOeKyJISIpHOCTH [18,
25-28] (puc. 3).

Cpenn ocHOBHBIX HegocTtaTkoB MPT ormeTtnm
OrpaHNYCHHBIN OIBIT UCCEA0BATENeH, YTO IIPUBO-
JUT K YacTbhIM JIOXKHOMOJOXUTEIbHBIM pe3yJibTa-
tam. ZKrpoBasi UH(pUIBTpalKs TPaBOro XeJayaouka
0oJIbllIe HE CYMTAETCSI HATOrHOMOHUYHBIM IIpU3HA-
koM AITT2K, Tak KaK MOXET paccMaTpuBaThCsl KakK
HOPMAaJIbHBIII BapUaHT, OCOOEHHO Y JIIOACH ITOXKM-
Joro Bo3pacTta. KupoBass MHGUIBTpALUS MeHee
creudUIHa MO CPaBHEHUIO C HAPYIIEHUSIMU KU-
HETUKU MPaBOro Keaymouka [29].

B uccnenoBaHuM, TPOBOAMMOM C UCIIOJIb30Ba-
HueM MPT, pernonanpHast AUCOYHKLMS JIEBOTO
KeJlyaouka ObLia 3amedeHa B 37,5% ciiydaes ¢ TOY-
Hoit AITTK v 18,7% ciyuaeB ¢ BeposiTHOM AJITTK
Ha OCHOBE KpuTepueB padoueii rpymiisl [30].

Huxe OyayT nmpuBeaeHbI TepecMOTPEHHbIE KpH-
Tepuu pabodeil TPYMIIbI 110 HApYIISHUSIM IIPaBOrO
JKeJlyiouka.

BonbmiMu KpUTepusIMU CUMTAIOTCST HaIuvue
peruoHajJbHOro akKmHe3a JIM0O JUCKUHEe3a IPaBoro
>KeJyI0uKa WM JUCCUHXPOHUSI COKpallleHUs Tpa-
BOTO KeJTyI04YKa U OJUH U3 CJIEIYIOIINX:

— COOTHOIIIEHWE KOHEYHOTO IMACTOJUYECKOIO
o0bema IpaBoro xejaynouka u BSA y My>kuuH
cocrasnger 110 mui/m? (umu BSA pasHa
100 Mu/M2 y XKEHIINH);

— (pakuyst BeIOpoca MPaBOro XKeayaouka Cco-
crasiser 40%.

ManbiMM KpUTEPUSIMU CUYUTAIOTCS HAJIMYUE pe-

TMOHAJIbHOTO akuHe3a U0 IMCKUHEe3a MpaBoro

Puc. 3. MPT cepauia npu apuTMOTEHHON IUCIIA3UU
MPaBOTO XKeJIyI0UYKa: BUTHBI MICTOHYEHHUE CTEHOK MPaBO-
TO JXeJIyJI04YKa, pacIIMpeHre BEIBOIHOTO OT/ea TIPaBOroO
JKeTyI04uKa, XXUPOBOE MEPepOXICHUE

JKeTyIouKa Uan AUCCUHXPOHUST COKpAIlleHUs Mmpa-
BOTO XeJTyAo4YKa 1 OIWH U3 CICAYIOIINX:

— COOTHOIIICHWE KOHEYHOTO MHUAaCTOJMYECKOTO
o0beMa IpaBoro xeayaouka u BSA y MmyxxuuH
pasHo 100 mi/M?2 11 6onee, Ho MeHee 110 mir/m2
(mmu BSA cocrasisger 90 mi/M2 u Goee,
HO MeHee 100 My1/M? y XKEHIINH);

— ¢pakiys BbIOpoca MpaBoOro XKeayaoyka Cco-
crasisteT ot 40 mo 45%.

Benmpuxynoepaghus
npaesozo xceayoouxa

BeHTpukynorpadgust mpaBoro Keayaodka MOXeT
MOKa3aTh paclIMpeHUe IIPaBOro XKeJyaI04uKa, ITOBbI-
LLIEHHYIO TpaOeKyJSIPHOCTb M HapyILLIEHUsT JIBUXE-
HUs cTeHKN. OIHAKO, MOCKOJIBKY 3TOT METOI SIBJISI-
€TCSl MHBAa3MBHBIM, OH MUCIIOJIb3YeTCS PEIKO.

bonpmmMu KpUTEpUSIMHU CUYUTAIOT HaJIM4uue
pEerMoHaJIbHOIO aKWHe3a JIM0O AMCKMHE3a IIpa-
BOTIO 3KeJydo4yka U HaJlMyuhe aHEeBPU3MBbI IO NaH-
HBEIM BeHTpuKynorpadumu. IlomepeuyHo pacmoo-
JKEHHBbIC TUIepTpohUpOBaHHbIE TPAOEKYJIbl acco-
LUMPOBaHbI C HanOOJIbIIEH BeposiTHOCTRIO ALITTK
(puc. 4).

Aaexmpogusuoaocuneckoe ucciedosanue

DeKTpOo(PU3NOIOTUIECKOE UCCIASAOBAHUE MO-
KeT UMeTh 3HaYeHUE TIPU BOCIIPOU3BEICHUN XETy-
JIIOYKOBOM TaxuKapAauu. B M3MeHeHHBIX y4yacTKax
MUOKap/a, BesIBIeHHBIX HA MPT nnm axoxkapano-
rpacun (puc. 3, 4), perUCTPUPYETCS IEKTPOrpaM-
Ma aHOMAaJIbHO MaJioit amIuTynsl [31, 32].
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(10,4

Puc. 4. Bentpukynorpadus mpaBoro xeaynodyka rnpu ero
apUTMOTEHHON AMCIUIa3UU: BUIHO pacIIMpeHue TpaBo-
TO XeJTyIouka

Dudomuoxapouaavnasn obuoncus

DHIoOMUOKapaIualbHas OUOIICUS HE SBJsSETCS
PYTUHHBIM METOAOM OOCeq0oBaHuUsI M3-3a YacTUY-
HOTO TIOBpPEXIEHUS MHOKapaa, 4YTO IPUBOIUT
K TUIOXOWM JMarHOCTUYECKOI LIeHHOCTU. buorcus
CTEHKHU TIPaBOTO KeJTyJouKa TakXKe CBsSI3aHa C He-
OOJIBIIINM PUCKOM Mepdopaliu.

Hanuune ¢hubpo3HO-XKUpoBOi HUHOUIBTpALIUN
TIPY TUCTOJIOTMYECKOM MCCIICAOBAHUM HE SIBJISIETCS
naTorHoMoHMYHBIM AJITT2K, Tak Kak >krupoBast MH-
(unbTpalysi MoXeT ObITh B HOPME Y MOXWIbIX JII0-
neii. B HegaBHeM ucciegoBaHUM OBIIO JOKa3aHO,
YTO CHUXKEHHME YPOBHSI TIJIaKOTJI00MHA 1O pe3yJibTa-
TaM UMMYHOTUCTOXUMHWYECKOTO aHaI13a SHIOMHUO-
KapAuaJbHOro OMoITaTa UMEET BHICOKYIO UyBCTBU-
TEJIbHOCTh M CIEeIU(PUIHOCTD IJIST TUaTHOCTUKH
AITTX [33].

Kputepuu, ncrnosb3yeMble A5 OnpeacieHus xa-
PaKTepUCTUK TKaHU ((prOPO3HO-KMPOBOE 3aMEILIEHIE
MMOKap/ia) MpaBoOro Xeayl104uka PaCCMOTPEHBI HUXeE.

Bonbiive kKputepun BKIIOYAIOT HajlW4yude OcCTa-
TOYHBIX MUOLIMTOB MeHee 60%, omnpenereHHOE
¢ MoMOUIbl0 MOPHOMETPUYECKOTO aHaiu3a (Uau
MeHee 50% 110 olieHKe), ¢ (PUOPO3HBIM 3aMEIICHN -
€M CBOOOJIHOI CTeHKM MHUOKapja IMpaBoOro Xemy-
JIOYKa B OJHOM 00pa3iie, ¢ XKMPOBBIM 3aMeIICHIEM
TKaHU UJu 0e3 Hero.

MaJible KpUTepUuH BKJIIOUAIOT HAJTUYMe OCTaTOu-
HbIX MUOLUTOB 60—75% 1o MophoMeTpUIeCKOMY
aHamusy (i 50—65% 1o oreHKe) ¢ GUOPO3HBIM
3aMelIeHeM CBOOOTHOM CTEHKI MUOKap/Ia IpaBo-
rO KeJyJ04Ka B OAHOM 00paslie, ¢ KMPOBbIM 3aMe-
1IeHMeM TKaHU WK 6e3 Hero.

Anamomus u eucmoaoaus

Kitaccuueckoii ocobernHocThio AIITXK saBnster-
cs kMpoBasi MHQWIBTpaLUs CBOOOJHON CTEHKU
MpaBoOro XeJiyaouka. DTO MPUBOAUT K (DUOpo3y
U pyOlLIeBaHUIO, KOTOPbIe 00YCIOBIUBAIOT Pa3BUTHE
AHEBPM3Mbl WJIM AWJIATAllMM TPAaBOTO XKeJyaoukKa,
CHIDKEHUE WU TIOTepIo (PYHKIIHIA.

TunuyHble yJyacTKM BOBJEYEHHUS B IATOJOTM-
YEeCKU Mpolecc — BTO BepXyllKa, MPUTOYHBIK
1 BBIBOJTHOM OTHAEJBI IMPABOTO Xeaymoyka, HO Cy0-
9HAOKAPAUAIbHBIN CJI0I HEe BOBJEKAECTCs. DIUKap-
IVATBLHBINA ¥ CPETHUI CJTIOM NMEIOT Pa3HYyIO CTETTeHb
¢ubpo3a ¢ BKpalUICHUSIMU HUTEH KapAUOMHOIIU-
ToB. [IpumepHO B 2/3 Bcex ciiyyaeB HaOJIOAAOTCS
npu3HaKu Muokapauta. 2KupoBasi MH(OUIBTPALUS
BEPXYIIKM BBIBOJIHOTO OT/eja MPaBOro Xeayaouka
He SABJISIETCS PEIKOCTHIO I MOXET MPEACTABISITh CO-
001 HOpMaJbHBIN Mpolecc crapeHust. Tem He Me-
Hee TaM HeT (ubpo3a U pPUCK BHE3AIHON CMEpTHU
SIBJISIETCSI MUHUMAJTBbHBIM.

[Tpu BOBJIeUEHUHU B MPOIIECC JIEBOTO Keaya04uKa
TpabeKyIbl BepXyIlIKa M Teperopoaka oObBIIHO TH-
nepTpoPUpyIoTCS.

B HeboubII01 rpymre nauydeHToB u3 21 yeaoBe-
Ka C IMarHO30M, BBICTaBJIEHHBIM Ha OCHOBAHUM
KpUTepUeB paboyeli rpyIIibl, 3JIEKTPOHHAsT MUKPO-
CKOTIMS TI0Ka3aja pa3TnyHble aHOMAaJIUU B JECMO-
comax (D) y 75% naiueHTOB M IOJIOXUTEIbHBIMI
pe3yabrat ckpuHuHra D 6e10K-Koaupyollero reHa
Y IIOJIOBUHBI TTP00aHa0B. JIeCMOCOMBI HECYT OTBET-
CTBEHHOCTh 3a CBSI3bIBAHUE KJIETOK U (DyHKIIMIO
1IeJIeBbIX KOHTAKTOB [34].

Ienemuueckoe mecmupoeanue

ANITXK gBnsercss TeHEeTMYECKUM 3a00JIeBaHU-
€M, U MyTalMs TeHa JAeCMOCOM HaOJmogaeTcs
B 40—50% ciyyaeB. KinmHudeckoe MpUMEHEHHE
TEHETUYECKOTO TECTUPOBAHMS OTPAHUYEHO B CBS3U
C HECKOJIbKMMM THUIIAMU TeHHBIX MyTallWii, Iiepe-
MEHHOI ITI€HETPAaHTHOCTHIO M CPOKAMU BBIpaXKEH-
HOCTH 3a00JyieBaHUSI, TPEOYIOIIUMU JOJATOCPOYHOTO
HabmogeHus [35—37].

[eHeTHUecKoe TeCcTMpOBaHME TTOKA3aHO IS Ta-
nueHToB ¢ cumnToMaMu AJITTXK u yneHoB cemeit
MALMEHTOB C MOJIOXUTEIbHOM MyTallle.

PoncTBeHHUKM ¢ Oojiee YyeM OTHMM I'e€HEeTUYec-
KMM BapMaHTOM OTHOCSTCS K TpYIIIE ITOBBIIICH-
HOI'O pUCKa Pa3BUTHUS KJIIMHUYECKUX IPOSBICHUIA,
MOTeHIIMAJIBLHO BaxKHasl oIpeaesionas — (heHOTH-
nuYeckasi TeTEPOreHHOCTh — BO3MOXHA BHYTPU
cembu ¢ AIIT2K. B HacTosiiiee BpeMsl reHeTuJec-
KO€ TeCTUpOBaHUE JOCTYIHO IJid 7 TUIIOB Hapy-
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mennit (DSC2, DSG2, DSP, JUP, PKP2, RyR2,
TMEM43) [38, 39].

IIpodnnakTuka
BHE3aIHOH cep/iedyHol CMepTH

ITpodunakruka BCC sBisieTcs1 OCHOBHOM LI€JIbIO
sneuenust AJITTK.

Mmrmantanmst KapamoBepTepoB-aehruopuiLIs-
topoB (MKJI) pekomeHayeTcst 1Jis1 BTOPUUHOI TTPO-
unaktukn BCC y GOJIbHBIX ¢ YCTONYMBOM XKely-
JIOYKOBOI TaxuKapauei niu ¢puopuuisiiuein xKemy-
JIOYKOB, a Takxke IJIs1 MePBUYHON MPOPUIaKTUKU
y MalMeHTOB BbICOKOTO pucka. CoriacHO mpocIek-
TUBHBIM UCCJIEIOBAHUSM, CYILIIECTBYET HEAOCTATOY-
HO JNaHHBIX JJIsI OIpenesieHus] MapKepoB Tpemy-
MIpexXaeHs BHE3AITHOM cepaeyHoi cMepTu. Tem He
MeHee eCTb HEKOTOpble KIMHUYECKUE XapaKTepucC-
TUKU, CBSI3aHHBIE C BBICOKUM puckom [40, 41]:

— WHAYLUMPOBaHHAs BO BpeMs 3JIEKTpOdU3nO-
JIOTUYECKOTO MCCJIEeNOBAaHUS KeJyIl04KoBasi
Taxukapaus;

— HeyCTOWuYMBas KeJyJouyKoBasi TaXuKapaus,
3a(pukcUpoBaHHasl BO BpeMsl HEMHBa3UMBHOM
OLIEHKW/MOHUTOPUHTA;

— MYXCKOW T0JI;

— paHHee Hayasio 3a0ojieBaHus (paHee 5 JieT);

— 3HAUMTEbHAs AWJIaTallMsI [IPABOTO XKeJy104Ka;

— 0OIIMpPHOE BOBJIEUEHUE MTPABOTO XKeJIy10uKa;

— BOBJICYEHME JIEBOTO XKEJIyI0UKa;

— MpPeaUIECTBYIOLIAs OCTAHOBKA Cep/la B aHAM-
Hese;

— HEOOBSICHUMbIE OOMOPOKHU.

IMTaumeHTbl ¢ ayTOCOMHO-TOMMHAHTHBIM T€HO-
tunnoMm AJITT2K moaBepraioTcsi BBICOKOMY PUCKY
BCC, ux cinemgyer paccMaTpuBaTh B KaueCTBE KaH-
JIUJATOB Ha TEPAIUIO C UMILIAHTUPYEMBIM Kapanuo-
BepTepoM-aeduodpmisitopoM [42, 43].

Jleuenne
CHMIITOMAaTHIeCKOH apUTMHHU

Ienbto Tepanuu sBIAsSIETCS CHUXKEHUE YaCTOThI
U TSKECTU TIPUCTYNIOB apUTMUM IS OOJIETYEHMS
CUMIITOMOB.

IlepBoit nMHMENR NeKapCTBEHHOM Tepanuu, Kak
MpaBUJIO0, CUUTAIOTCS OeTa-0JI0KaToOpbl. AHTUAPUT-
MMUecKasl Teparnusi BKJIIOUaeT cieayloliue Iperna-
pathl: npornadeHoH, COTalIo] U aMUOJApOH — KakK
B OTAEJbHOCTHU, TaK U B coueTaHuu. CoTayion — Ha-
uboJsiee 3(HEKTUBHBIN MpenapaT A1 UHIYLUPYe-
MbIX WJIM HEUHAYLUUPYEMbIX KETYTOUKOBBIX TaXU-
Kapauii. AMUOIapOH He Bceraa MOXeT ObIThb MOJIe3-
HBIM U3-32 TOO0O0YHBIX 3(DDEKTOB, CBI3AHHBIX
C JUTUTEbHBIM NMIPUMEHEHUEM Y MOJIOJIbIX TTallMeH-

ToB. MapmakoTepans TakKe MCIONb3yeTcsl B Ka-
YECTBE JOTOJTHEHMUS K UMIITAHTUPYEMOMY KapIro-
BepTepy-AebUOPUIIISITOPY Y OTAEIbHBIX OOJbHBIX
C YaCTBIMU YTPOKAIOIINMU UX XXU3HU apUTMHUSIMMU.

Jleuenue
cep/ledHOi HeOCTATOYHOCTH

JomKHa TPUMEHITBCI OOBIYHAS Teparus IO
MOBOJY CEPAEYHOI HEJO0CTaTOYHOCTU, OCOOEHHO
y TIALIMEHTOB C OWBEHTPUKYJSIPHOW HEZ0CTaTOY-
HOCTBIO.

PagnoyacroTHas aGaanus

PaguouacTtorHast abjanuyst B JICUCHUM apUTMO-
reHHbIX oyaroB npu AJIIT2K nmeeT He3HAYUTEIbHYIO
3P GEKTUBHOCTD M3-3a YACTUYHOI'O XapaKTepa rmopa-
JKEHUsI MUOKap/a 1 IIPOrpecCUBHOIO TeUEHUST 3a00-
neBaHus. TeM He MeHee B psiie ciaydyaeB OHa ObLIa
HCIIOJIb30BaHA C HEKOTOPHIM YCIIEXOM B KadecTBe
ajnpTepHaTUBbl WM gonoiaHeHus K MK/, 4ToObl
YMEHBIINTD IIPUCTYITBI 3KETYT0YKOBOIM TaXUKaPAUN.

H3smenenne o0pa3a :Ku3HH

B nenom mannentam ¢ AJAILK cienyer nzoerathb
aKTUBHOM (DU3MUYECKON NeATeIbHOCTHU, TaK KaK 3TO
MOXET CITPOBOIIMPOBATH XKM3HEYTPOKAIOIINE aPUT-
muu. [TaiieHTaM He cliefyeT yJyacTBOBaTh B CIIOP-
TUBHBIX COpeBHOBaHMSIX. Takxke Jydlne M30eratb
MnpueMa BeLIECTB, CTUMYJIMPYIOLINX paboTy cepaeyd-
HO-COCYAMCTON CHUCTEMbI, TaKUX KakK KO(euH,
TiceBnO3(enprH M T. T1.

3axiaoueHue

Takum o6pa3oM, Mpu AMArHOCTUKE apPUTMOTEH -
HO¥ TUCITIa3UM TIPABOTO XETyI0UKa CIeayeT YIu-
ThIBaTh, YTO 3a00JIeBAHUE MOXKET BCTPEYAThCS KaK
y MYXUMH, TaK M Yy XEHIIUH Pa3HOro Bo3pacra.
JAnarHoCTUYECKUX KPUTEPUEB JTAHHOTO TeHeTHYe-
CKOro 3a0o0jieBaHMSI MHOTO, MO3TOMY OOHapyxe-
HHUE XMPOBOro 3amelnieHus Tkanu npu MPT-uc-
C/IeIOBAaHUM He SIBJSIETCS 00sI3aTeIbHBIM U TEM
0osiee OHO3HAYHBIM TPU3HAKOM [IJIsI TTOCTaHOB-
KU IuarHo3a. BaxkHoe 3HaueHMe HMMEIOT OIleHKa
COCTOSIHMSI TIPABOTO KeJIyJlouka M aHaIu3 DJIeKT-
pokaparorpaMMbl. 2KeTyTouKoBbIe apUTMUH, KaK
MpaBUIo, MPUCYTCTBYIOT BCErga, M yallle BCEro
WHULMUPYIOT TMAarHOCTUYECKUIA TTOUCK, HO MOTYT
YXOIUTh Ha BTOPOM IJIaH B KJIMHUYECKON KapTU-
He, €ClM BeAyLIUM KIUHUYECKUM IMPOSIBICHUEM
BBICTYTIAET «HEOOBSICHUMAS» TTPABOXKEIYI0IKOBAS
HEeOCTaTOYHOCTb.

BbicokonH(pOpMaTUBHBIM METOIOM BepuUKa-
muu AIITXK sBisieTcs 6uoncust Muoxkapa.
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Jleuenne AJITT2K, ocobeHHO ¢ cUMIITOMATUYEC-

KO MpaBOXeTy10UYKOBOM MM OMBEHTPUKYISIPHOMK
HEAOCTAaTOYHOCTBIO, JOJKHO OBITh KOMIUIEKCHBIM:
MeIMKaMEHTO3Hasl Tepamnus [Jsi KOPPeKIUU cep-
JIEYHOU HEIOCTATOYHOCTH, a TAKXKE WMIUIAHTALIUS
KapauoBepTepa-nedubdpuisaTopa s JedeHus
JKU3HEYIpOoXalolle apuTMUU.
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Multifocal atrial tachycardia (MAT) is an arrhythmia of the heart, which is caused by multiple foci of atrial
activity. It is characterized by irregular atrial rate greater than 100 beats per minute. Multifocal atrial tachy-
cardia is generally associated with decompensation of concomitant pathology. Mainly, the treatment of the
underlying cause and existing conservative and surgical treatment methods allow to manage this arrhythmia

effectively.
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Beenenne

MyJILTI/I(bOKaJILHa;{ mnpeacepaHasl TaXuKapaus
(MIIT) — aTO apuTMMUSI cepilia, KOTopasl Bbl-
3bIBA€TCSI MHOXKECTBEHHBIMM OuyaraMu IIpeacep-
HoOl akTUBHOCTU. OHa XapaKTepu3yeTcsl HepaBHO-
MEPHOM YacCTOTOM COKpallleHU TIPEeACEepAnii, mpe-
Boimaromeit 100 yu/MuH.

Hug MIIT xapakrepHo npucyrctBue Ha DKI
Tpex MOp(OJIOrMYeCK pa3IUdHbIX P-BOJIH, Hepe-
TYJISIPHBIX MHTEPBajloB P—P 1 M303JeKTPUUECKOM
JIMHUKA MexXay P-BomHamu. OmnpenenleHue MYIbTH-

okarbHON TIpeACcepmIHON TaxXWKapAUU BIIEPBBIC
obu10 TipemoxeHo B 1968 . K.1. Shine, 1.A. Kastor
u P.M. Yurchak [1]. MIIT paHee onuckiBaiach Ta-
KMMM TePMUHAMU, KaK «XaoTUUYecKas MpeacepaHast
TaxuKapaus», «[IOBTOPSIOIIASICS TTApOKCHU3MaJIbHAs
MyIbT(OKAIbHAS IIpeAcepaHas Taxukapaus» [ 1, 2].

INHUIEeMUAOIOT U

MynsTudoKanbHasi TpeacepaHasi TaxuKapaus
BCTpPEYaeTCss OTHOCUTEIHHO PEIKO M BBISBIISIETCS
B0,05—0,32% ciydaeB 13 BCeX TOCITUTATU3UPOBAHHBIX
nauyeHToB. MIIT HabM0HaeTCSI MPEUMYILIECTBEHHO
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Y MYXUMH W TIOXWJIbIX MALMEHTOB, B YaCTHOCTH
y TALMEHTOB IMOXMUIOrO BO3pacTa ¢ MHOXECTBEH-
HBIMU COMYTCTBYIOIIUMU 3abonmeBanussMu. Cpen-
HUI1 BO3pacCT MAalMEeHTOB, M0 JaHHBIM ITPOBEICHHbBIX
HCcaeNoBaHU, cocTaBui 72 roja [2].

ITatodpuznonorus

MexaHu3M apUTMHUU HEIOCTATOYHO OIpPEIeJICH.
B xauectBe nmpuuunHbl pazsutust MIIT moctyaupyer-
Csl TPUITEPHbII aBTOMAaTU3M, BOBHUKAIOIIUIA BCE-
CTBUME 3a/IePXKaHHON moctaenosipusaluu. JlaHHeie
B MOJIb3y ONMUCAHHOIO MeXaHW3Ma OCHOBBIBAIOTCS
Ha BHYTPUKJIETOUHON KaJIbLIMEBOU Meperpy3ke, Ko-
TOpasi BO3HMKAET B Pe3yJIbTaTe NeUCTBUS Pa3IMUHbBIX
(hakTOpOB (M30BITOK KAaTeXOJIAMUHOB, MHTMOMPOBa-
Hue ¢ocdoaracrepasbl, aluI03, TUIOKCEMMS).
DJIEKTPOJIMTHBIN ArcOalaHC, BO3HUKAIOIINUI BCIEI-
CTBHE OCHOBOIO 3a00JIeBaHMSI, MOXKET IOITOJHU-
TeJIbHO YCKOPUTh pa3BUTHUE JaHHOI apuTMuH |3].

[TpuunHbl pa3BUTUST MYJBTU(OKAIBHON TMpen-
CepAHOM TaXMKapAuKU B OCHOBHOM CBSI3aHbI C HaJld-
yrieM ocHOBHOTO 3aboneBanust. MIIT Hanbonee yac-
TO BCTpeYaeTCs y IMOXWUJIBIX MALlMEHTOB C IEKOM-
MEHCUPOBAaHHBIMU XPOHMYECKUMU 3a00JI€BAaHUSIMU
JIETKUX U pacCMaTPUBAETCs KaK MOCTTUIOKCUUECKOe
ocjoXxHeHue. Jpyrve marojoruyeckue COCTOSIHUS,
KOTOPBIE MOTYT MPUBECTU K PA3BUTUIO aPUTMUMU:

— uIIeMHuYecKasi 00JIe3Hb Cepla;

— cepiaevHasl He10CTaTOYHOCTh;

— MOPOKMU KJIallaHOB Cep/lia;

— caxapHbIi 11a0eT;

— TUMOKAJIMEMUSI;

— TUIIOMarHueMus;

— a30TeMUsl;

— MocJyieonepaluoHHOE COCTOSTHUE;

— TpoM0O03MOO0JIMS JIETOYHON apTepuiu;

— TIHEBMOHMUS;

— CeIICuC;

— MHTOKCHUKALIUS METUJIKCAHTHUHOM.

HanbGonee pacnpocTpaHEeHHBIM 3a00JEBaHUEM,
KOTOpPOE MPUBOAUT K Bo3HUKHOBeHU10 MIIT (mpu-
om3uTebHO B 60% citydaeB), SIBISICTCSI XPOHUYEC-
Kasg oOcTpykTuBHas Oone3Hb Jjerkux (XOBJI).
MIIT 0OBIYHO MPOSIBISIOTCS IPU OOOCTPEHUU
XObJI, nHorna mpuYyuMHON SIBAsIeTCS MH(MEKUMS
WIN JEKOMIIEHCAlMsI CEpPAeYHOM NesTeIbHOCTH.
VYBeauueHue TMnoKceMun U pa3BUTHE peciupaTop-
HOTIO allMI03a IPUBOAUT K YBEJIMYEHUIO UCIIOIb30-
BaHMsI OPOHXOAMIATaTOPOB, B pe3yJIbTaTe YBEJIUIN-
BaeTCsl YPOBEHb KaTeXOJIAMUHOB, KOTOpPbIE MOTYT
cnocobctBoBath pazputuio MIIT [4].

Y nauuyeHToB ¢ MyabTM(OKAIbHOU Ipeacep-
HOM TaxvKapAueil MOXKET BBISIBIISATHCS MATOJIOTUS

KOPOHAPHBIX apTepuil, KialmaHHas TaTOJIOTHS
cepaua, Hepeako B couetannu ¢ XOBJI. IIpu nep-
BUYHOI ycTtaHoBKe nuarHo3a MIIT gacro mpucyt-
CTBYeT ceplaeyHas HeIOoCTaTOYHOCTb. PasznuuHbie
HUCCIIETOBaHUS TTOKa3aau, 4to y 24% mNaluueHTOB
¢ MIIT BrIsiBIIeH caxapHblii quabet, y 14% — ruro-
Kanuemus, ny 14% — asoremus. Y 28% GONbHBIX
MIIT Bo3HMKAJIA B HEOCIOXKEHHOM ITOCJIeonepaL-
OHHOM TEepPHOJIE, B TO BpeMsI KaK y IPYIUX MalueH-
TOB BO3HMKaJIW pa3jM4YHbIe OCJIOXHEHMUS: Tocse-
orepalMoHHas UHGEeKIUs, Cercuc, TpoMmooaM00-
nust serouHoit aptepuu (TDJIA), cepaeuHas
HEIOCTaTOYHOCTb.

Cas3pb Mexay TOJIA u MIIT HegocTaTOYHO U3Y-
yeHa. Cunraercs, yto y 6—14% mnalueHToB, Iepe-
Hecmmx TOJIA, ormevaercs MIIT. DkcnepumeH-
TaJibHbIe TaHHbIC MOKAa3bIBAIOT, YTO YIOTpeOIeHUE
KOKarHa MOXeT MpuBecTr K pa3Bututo MIIT.

Knuandeckune npossienns

Hauboee pacnpocTpaHeHHBIMU Kajlo0aMu TIpu
MIIT sBasitorest:

— cepauebueHue;

— OJbIIIKA;

— 0O0JIb B TpyIH;

— TOJIOBOKpPYXEHUE;

— OOMOPOYHBIE COCTOSIHUSI.

IMamuentsr ¢ MIIT yacTo cTpagalOT COMyTCTBY-
IOIIMMU XPOHUYECKUMU 3a00JIeBaHUSIMU, OCOOEH-
HO XPOHMYECKMMM OOCTPYKTMBHBIMU OOJIE3HIMU
JIETKMX 1 pa3BUBIICHCS IbIXaTeJbHON HEAOCTATOU-
HocTblo. Yacto nokTop umeer neino ¢ MIIT yxe
B OTAEJIEHUU MHTEHCUBHOM Tepanuu. [loTeHIab-
HbIe ocTpbie ocioxkxHeHuss MIIT:

— TpoM003 mpeAcepanii ¢ aMO0IU3aueil U Mo~

CJIEYIOIIMM UHCYJIBTOM;

— MH(DAPKT MUOKAP/A;

— TOJIA.

[1pu pa3BUTUM apUTMUU Y TaKOK KaTeropyuu ma-
LIMEHTOB CMEPTHOCTH gocTturaet 45%, HeCcMOTpsI Ha
TO YTO apUTMMUSI HE SIBJISIETCSI MPSIMbIM (DaKTOPOM,
MPUBOAAILIMM K cMepTu [5]. OOliee KIMHUYECKOE
COCTOSTHME YJydIlIaeTcsl OOBIYHO TP M3JAEeYeHUU
OCHOBHOTO 3a00JIeBaHUSI, KOTOPOE MPUBEJIO K pas-
BUTHIO apUTMUU.

JdnarsHocTuka

Dusuraavroe oo6caedosanue

PesynbraThl hu3uKaibHOTO 00CIEI0BaHUS, KaK
MpaBuUJI0, CBsI3aHbl C OCHOBHBIM 3a00JieBaHUEM
u He gBistores cnetuduuabiMu aist MITT. TTynabe
OBICTPBLI UM HeMpaBUJIbHBIN, | TOH cepalla MoOXeT
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DeKTpoKapauorpaMma npu MyabThuhOKaIbHOM MpeACcepAHON TaXuKapauu

OBITh MepeMeHHbIM. OTHaKO (hU3UKaAJIBLHOTO 00CIe-
JOBaHUS HE HOCTATOYHO M1 AuddepeHIUPOBKU
MyJIBTU(OKATBHON MpPeNcepAHON Taxukapauu OT
(pubpwiisiuumn npeacepauii. B 3aBucumMoctu ot
MPOSIBJIEHUS COIMYTCTBYIOLIETO 3a00JieBaHUST WU
OOI11eT0 COCTOSIHUS MAllMeHT MOXET ObITh TeMOIU-
HaMuyecku HecrabwieH. TemM He MeHee ompene-
JIUTh, SIBJISIETCS JIA IPUYMHOU HECTAOUIBHOM reMo-
JUHAMUKHA OCHOBHOE 3a0ojieBaHue, WHOTIA Mpel-
CTaBJISIETCS TPYAHOM 3a1a4yeid.

Daexmpokapouozpaghus

Hwuarno3z MIIT ycranaBnuBaetcs 1o OKI,
Ha KOTOpOI OTOOpakeHbI CleAyIolue MpU3HAKU
(CM. PUCYHOK):

— HeperyisipHas 4acToTa XeJIyJTOYKOBBIX CO-
KpaleHuii 6onee 100 ya/MuH;

— OpraHM30BaHHbBIE W OTHEJbHBIC BOJHHEI P,
M0 KpaiiHel Mepe TpU pasInyHbIe 0 MOPGhOJIOTUN
Ha ogHoi1 1 Toit Xe DKI}

— HeperyJsipHbie uHTepBajibl P—P, P—Ru R—R.

HekoTopblie aBTOpHI MoJaraloT, 4To €CJIv y Ta-
LMeHTa YacToTa CepAEeYHBIX COKpaIlleHUil MeHee
100 ya/MuH, HO TIPUCYTCTBYIOT OCTaJbHbIE KpUTE-
pun (KIMHUYECKUI TpOdWIb, XapaKTEPHBIA IS
nauueHToB ¢ MIIT), TO MOXHO cuuTaTh, YTO OH
MMeeT MYJIBTU(MOKAIBHBINA TIpeACepaHBIN PUTM,
WIM MYJIBTU(hOKATIBHYIO MpelcepaHylo Opaaukap-
IUI0, Haxe ecin put™M MeHee 60 yu/muH. Cyliect-
BYeT OUCKYCCHS O TOM, MOXHO JIM TaHHOE YCIIOBHUE
otHecTu K MIIT, win 310 MUrpauust BOIUTENST pUT-

Ma 10 TIPeACepANI0, OIHAKO AJIsI TTALIMEHTOB C MUT-
pauueii puTMa, Kak IpaBujIo, He XapaKTePHHBI TsKe-
JIbIE COIYTCTBYIOIIIME 3a00J1€BaHus, Jexaliue B oc-
HOBE TaHHOU apUTMUMU.

HuzkoBonaHoBble curHansl Ha DKI Moryt umu-
TUPOBaTh (UOPWISILIMIO TIPEACEPAUN U CKPBITh
paznauuusi B mopdooruu 3youos. M Haobopor,
KPYIHOBOJIHOBas (pUOPWJUISILIUS MPeACepanii mpu
kopoTkux 3anucsax OKI mMoxeT UMUTUpPOBATh OT-
nenbHy1o P-BosHy. Takum oOpa3oM, ToJIe3HbI Ooiee
mHHBIE 3ammucu DKI.

JlabopamopHnbvle uccaedosanus

JIabopaTopHbIE TECThI BBISIBIISIOT:

— OMOXMMUYECKUU TTPOdUIb KPOBHY, TTOKA3bIBA-
IO HApYILIEHMS JIEKTPOJIUMTHOTO COCTABA;

— YpPOBEHb IreMOIJIO0OMHA U KOJIMYECTBO 3PUTPO-
LIMTOB JJIsI UCKIIFOYEHUSI aHEMUU;

— ra30BbIi COCTaB apTepUaIbHON KPOBU AJIsI OIl-

pezaesieHus JJIeTOYHOro crartyca.

JI1000e nmanpHeiilee uccienoBaHue 3aBUCUT OT
OCHOBHOTIO Ipoliecca — 3a00JeBaHusl, ¢ KOTOPbIM
acconuupoBaHa MIIT (Hampumep, Kapauomapke-
Pbl Y HALIMEHTOB ¢ UILIEMUYECKOM 00JIE3HbIO cepalia
WJIM YPOBEHb TeOMDUIIIMHA, €C/IU MALMEeHT ero Mpu-
HUMaJ).

Mnddepennuanbaas AMArHOCTHKA

HuddepenumnanbHbie nuarHo3sl MITT Britoua-
0T GUOPWLISILNIO IIpeAcepAuil U TpeleTaHue
npeacepauii. OueHb BaXKHO YETKO pa3rpaHUYUTD
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MYJbTU(OKAIIBHYIO TIpEeICepAHYI0 TaxuKapIuio
U GUOpWLISLIMIO TIpeacepauii, TaK Kak JiedyeHue
(ubpunIsiuM npeacepauii OTIMYAETCS OT Jede-
Hust MIIT. MIIT ¢ abGeppauueii mpoBeaeHUS WU
npesk3uTanueit nmydyka Iica MoXeT ObITb HeBEp-
HO MCTOJIKOBAaHA B CTOPOHY XeJyJTOYKOBOW Taxu-
kapauu. MIIT takxke Heobxoaumo auddepeH-
LIMpOBaTh OT JPYrMX TaxMapUTMHUM, TaKuUX Kak
Y3KOKOMIUIEKCHAsI U IIUPOKOKOMIUIEKCHAs TaXu-
Kapausi, B TOM YMCJIe CHHYCOBas TaxXMKapIus ¢ yac-
TBIMU 3KCTPACHUCTOJIMUYECKUMU COKpallleHUsIMU
npeacepaui.

ITpornos

VY GONBHBIX C MpeacepaHON TaXUKapAauei Mmpo-
THO3, KaK MTPaBUJIO, OTIPEAEIISICTCS OCHOBHBIM 3200~
sneBaHueM. CMepTHOCTh CpeaU HUX IIPU OTCYTCTBUU
JpPYTOil MATOJOTUU, KpOMe HapyLIeHUs pUTMa
cepala, oyeHb HU3Ka. OQHAKO eClIM apUTMMUSI ITPO-
TEKAeT C BBICOKOI YaCcTOTOM, IJIUTEIBHO, TO JaxKe
y 0OJIBHBIX 0€3 OpraHMYecKoro MopaxkKeHUus cepala
pa3BUBAETCS KapAuOMeraiusl, CHIKAeTCsl (PPaKLIMs
BBIOpOCA U TOSIBIISICTCST 3aCTOMHAsI cepiaeyHasl He-
JOCTaTOUHOCTD.

Jleuenue

OcnosHble npunuunoL

BosibHBIE C acMMNTOMAaTUYECKUMU, PEAKUMU,
HEMPOIOJKUTEIbHBIMUA Tapokcu3dmMamu MIIT He
HYyXIaloTcs B JiedeHun. MIx HeoOXoouMo o0ceno-
BaTh B LIEJISIX BBISIBJIEHUSI OCHOBHOI MPUUYMHBI Ha-
pYILIEHUST pUTMa M yCTpaHUTh ee. DapmakoTepanust
WIM HEMEIUKAMEHTO3HOE JIeYEHUE HEeOOXOAMMBbI
TOJIBKO OOJIBHBIM C TSDKEJIBIMUA TTPUCTYaMU apUT-
MUU, a TaKXKe MPU €€ XPOHUUYECKOM TeUEHUU Jaxe
MPpU OTCYTCTBUM HAPYIICHU FTeMOAMHAMUKU U XO-
polleil IepeHOCUMOCTHY HapyIlIeHUs] pUTMa — U3-3a
pUCKa pa3BUTHUS PA3IMYHBIX OCTOXHEHUM.

NHorna neyeHre TOJIBKO OCHOBHOWM MATOJOTUNA
MOXET ObITb 1OCTaTOYHbBIM /151 MALIMEHTOB C MYJIb-
TU(hOKAJIbHOM TIpecepaAHOi Taxukapaueii. OagHako
apUTMUS MOXKET IMTOBTOPUTHCS, €CJIM OCHOBHOE 3200~
JieBaHUe JeKomIieHcupyeTtcs. Kpome Toro, JedyeHue
OCHOBHOTrO 3a00JieBaHUsI MOXET JaThb OOpaTHBIN
addekT ctumyasuuu aputMuu. Hanpumep, Teo-
(punaMHBL U GeTa-arOHUCTHI, UCITOJb3YeMble Y Ta-
ueHToB ¢ XOBJI, mpuBoasT K yBEJIMUYEHUIO YPOBHS
KaTexoJaMMHOB, YTO MOXET CIIOCOOCTBOBaTh pas-
BUTHIO apUTMUM.

IIpu paszsutum mpucrtyna MIIT Ha morocnm-
TaJIbHOM 3Tare HEeOOXOAWMO IMPUHSITH CIAEAYIOIIE
Mepbl:

— OLIEHUTb COCTOSIHME JIETOYHOM CUCTEMBI;

— CTaOMIM3UPOBATh OCTPYIO CUTYaLIMIO TI0 Mepe
HEOOXOIMMOCTH;

— 00ecnevnTh Iogavyy K1Mcjaopoaa, MOHUTOPUHT
CeplIeYHBIX MOKa3aTesIeii U MyJIbCOKCUMETPUIO;

— Cco37aTh UHTPABEHO3HbII TOCTYII;

— BBISICHUTB, KaKWe JeKapcTBa IMpUHMMAI I1a-
LIMEHT JIM00 K KaKUM MOT UMETh JOCTYIL.

Heomuaoxcnaa nomouib

[Tpu okazaHUM HEOTIOXKHOM IMOMOIIY MALUEHTY
¢ MIIT namnboJiee TOOXOASIINM, KaK IIPaBUIo, SIB-
JIIeTCs TIONTyCHIsTIee TIOJTOXKEeHUE.

Heobxonrmo obecrieyruTh MHTPABEHO3HBIN HO-
cTyn (IIOCTaHOBKOI KaTteTepa) U MH(QY3UIO M30TO-
HUYECKOTO pacTBOpa HaTPUs XJIOpUIA.

[Tomaua kucnopona ajisl NOAIEPXKaHUSI HAChIILIEe-
Hus — 6osee yeM 90%, Ho cienyeT n3deraTh M30bITKA
KHCJI0pOo/a Y TTAallMEHTOB C TSKEJION XpOHUUECKOM 00-
CTPYKTMBHOM 0O0JI€3HBIO JIETKHUX. TeopeTUIecKH, 3TO
MO3BOJIUT M30eXaThb KMCIOPOAWHIAYLMPOBAHHOMN
runepkanHuu. [ToTpeGHOCTb B MUHTYOALIMM TpaXeu AUK-
TYeTCsI CTaHAAPTHBIMM KITMHUYECKUMU TIOKa3aHUSIMMU.

CrnenyeT o0ecreunuTh MOHUTOPUHT CepAcYHON
JEeATeTLHOCTH, MOHUTOPUHT KPOBSTHOTO JaBICHUS
1 MyJIbCOKCUMETPHUIO.

BakHO OlLIeHUTh HaJMYKMe OCHOBHBIX (PAaKTOPOB,
MPUBEIIINX K YXYAIIEHUIO COCTOSTHUS: TEKOMITCH-
calus cepaeyHO-JIETOYHOM MaToJIOrMu, MHTOKCUKA-
s TeOPUIUTMHOM, METab0IMIeCKIe pacCTPOICTRA.

HeoOxonumo o0ecrieyuTh KCIOJb30BaHUE
OPOHXOJUTUKOB M KUCIOPOIA ISl TeUeHUS! 1eKOM-
neHcupoBaHHoil XOBJI; mpy MHTOKCUKAILIMU TE€O-
dunHoM 3¢h¢GEeKTUBHO MPUMEHEHUE aKTUBUPO-
BaHHOTO /WM IpeBecHOTo Y. s KoppeKiu
TUITOKAJIMEMUHN OCYIIECTBIISIOT BBeIeHUE CyabdaTa
MarHusi — y OOJIbILIMHCTBA TMallMeHTOB BOCCTaHAaB-
JIMBAeTCsSI HOPMaJIbHbII CUHYCOBBII putM. CremayeT
u30erath ceJaTUBHbBIX MPenapaToB.

Ilpunuunot hapmaroaocuneckoii mepanuu
brokamoput kanvuuessix Kananos

AuntraszeM W BepamaMMWJI YMEHbIIAIOT TMpes-
CEepPAHYI0 aKTUBHOCTb U 3aMEJISIIOT TTPOBOAUMOCTD
10 aTPUOBEHTPUKYIsIpHOMY (AB) y3i1y, TeM cambiM
CHUKasl 4acToTy cepaeuHbiXx cokpaiieHuit (HCC),
HO OHM HE BO3BpaIllalOT HOPMaJIbHBIN CUHYCOBBIN
putM. HaubGojiee 4yacThiM TMOOOYHBIM 3(PhEeKTOM
SIBJISIETCSI TPAH3UTOPHAsi TUITOTOHMSI, KOTOPOI
MOXHO M30eKaTh IyTeM TIPeIBapUTEILHOTO BBEIE-
HUS BHYTprBeHHO 10% rmokoHaTa Kanbiust (10 mor).
JwnntrazeM MCIONB3YIOT B H03UpoBKe 20—45 mr
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BHYTPMBEHHO 00J10CHO, a 3areM 10—25 Mr/4 He-
npepbiBHOM MHQpY3uKU. BepanmaMuia MOXeET ycyry-
OUTb TMIMOKCEMUIO MyTeM KYIMUPOBaHUSI TMITOKCU-
YECKOU JIETOYHOW Ba30KOHCTPUKIINUA B HEBEHTUJIN -
pYIOILIMXCS albBeojiaX; HO 3TO, KaK IpaBuio,
He SABJISIeTCS KIMHUYECKU 3HAaYMMBIM [6—10].

bema-o6a0xamopsi

Y MHOTHX NallMEHTOB CUHYCOBBIA PUTM BOCCTa-
HaBJIMBaeTCsl NIpU IpueMme Oeta-610KaTopoB. Tem
He MeHee WX MCITOJIb3YIOT JIUIIb MPU BO3HUKHOBE-
HUM TaKuX MOOOYHBIX 3(D(HEKTOB, KaK TPaH3UTOP-
Has TUIIOTEH3MS M OPOHXOCITa3M.

Hnst cHkenust YCC mpuMeHsIeTcs MEeTOIpo-
JIOJ — Kak TabJjieTupoBaHHbIe (DOPMbI, TaK U pac-
TBOPHI. ZKesaemblii 2peKT 1aet rnepopaabHas 103a
25 MT, a Takxke BHYTPUBEHHOE OOJIIOCHOE BBEIEHUE
He O6onee 15 mr B reuenue 10 mun [11—13].

Taxke 115t KoHTPOJIsE YCC MOXKET OBITH UCITOJIb-
30BaH 3CMOJIOJ B BMJI€ BHYTPUBEHHOU WH(OY3UU.
OH mMeeT OYeHb KOPOTKMI TEepHOJ MOJYBBIBEIC-
HUSI, U ero AefCTBUE MOXKET ObICTPO MpeKpalaThes
B CiIy4yae HeOnaronpusTHOH peakuuu [14].

Ilpenapamer maenus

¥V yacTu malueHTOB BBICOKHE 103bI MTpernapaToB
MarHus MpUBOIUT K 3HAUUTEIIbHOMY YMEHBIIEHUIO
YaCTOThI CepAeYHbIX COKpAIllEHW U BOCCTaHOBJIE-
HUIO HOPMaJTbHOTO CMHYCOBOTO pruTMa. Mcronmb3y-
€TCs1 IO3UPOBKa 2 I BHYTPUBEHHO B TeUeHUe 1 MUH,
a 3aTeM 2 r/4 uHdy3uu B TeueHue 59 [15—18].

Aumuapummuueckue npenapamol

7151 BOCCTaHOBJIEHUSI HOPMAJIbHOTO CUHYCOBOTO
putMma ucnosbdyercss amuonapoH (300 Mr BHYTpb
3 paza B neHb uian 450—1500 mr B TeueHue 24 ).
[To naHHBIM HccneaoBaHUi, 3 GhHEKTUBHOCTh BOC-
CTaHOBJICHUS TTAIIMEHTOB ITPU UCTIOTb30BaHUM Ta0-
JIETUPOBaHHBIX ¢GopM amuomapoHa Obuia 40%
K 3-My JHIO, a Tocjie BHYTPMBEHHOTO BBEIEHUS —
75% K 1-my nHio. OIHAKO OLIEHKA OCYILIECTBIISLIACH
Ha HeOoJIbIIIOM Ynciie mauueHToB. [locnenHue naH-
HBbIe TIOATBEPXKIAIOT MHEHUE O IIeJIeCO00pPa3HOCTH
MCMOJb30BaHUS aMMOJapoHa B MPOMUIaKTUUECKUX
LIeJISIX Iociie onepanuii y namueHToB ¢ XOBJI. Tak-
Ke cooOlraercss 00 HMCIOJb30BaHUM HOYyTWIMIA
u (aekauHuAa ¢ LEJbl0 MEIUKAMEHTO3HOM Kap-
auoBepcun [19—21].

Ilpenapamor dueumanuca

[aHHble, KOTOpbIE MOKa3bIBaJIU Obl, YTO JUTOK-
cvH 3(PHEKTUBHO ypexKaeT pUTM WJIM BOCCTAaHABIIN-
BaeT HOPMaJIbHbINI CUHYCOBBIN PUTM, OTCYTCTBYIOT.

JAMTrOoKCHH crIocOOCTBYET BOSHUKHOBEHUIO MOCT/IE-
MOJISIPU3aLMii, YTO MOXET NMPUBECTH K Pa3BUTHUIO
apuTMuu. bbUIO OTMEUYeHO pa3BUTHE KETYI0YKO-
BBIX apuTMuii, AB-0610Kan 1 cMepTu IIpU BBEICHUU
OOJIBIIMX 103 AUTOKCUHA Y MALUEHTOB, ¥ KOTOPBIX
OblTIa HeMpaBWJIbHO JAMArHOCTUpOBaHa (hUOPUILISI-
LS OPeICeparid.

Kapouoesepcus

Kapauosepcuss nmpu MIIT mnpoTuBomnokasaHa.
M3-3a2 HECKOJIbKMX OYaroB MpeACcepAuid MOCTOSIH-
HBI TOK MPU KapauoBepcuu He 3(h(EeKTUBEH s
BOCCTaHOBJIEHUSI HOPMAJIbHOTO CUHYCOBOTO pUTMa
U MOXET YCKOPUTb PAa3BUTHE XU3HEYIPOXKAIOIIUX
APUTMUM.

Xupypeuueckoe aeuenue

OCHOBHBIM ITOKa3aHUEM K paauo4acTOTHOM Ka-
TETEPHOU AECTPYKLUMU SIBJIsIeTCSI HeA((HEKTUBHOCTh
¢apmakoTepanuu Win HexXejlaHUue OO0JbHOIO JJIM-
TeJIbHO MPUHUMATh aHTUAPUTMUUECKHUE TTPerapaThl.

V nanueHToB, y KOTOPBIX HAOII0IAaI0TCS IOCTO-
siHHas1 ¢hopMa apuUTMUU WIM HENPEepbIBHbIE pely-
muBbl MITT, a Takke y KOTOPBIX HEBO3MOXHO KOH-
tposupoBath YCC, BbIMOIHIETCS paarodacTOTHasI
abmamust AB-y3ma ¢ mocienyomeil nMmaHTanuen
3JIEKTPOKAPIANOCTUMYJIITOPA. DTOT ITOAXO CICITyeT
paccMaTpuBaTh Kak sl YIyJlIEHUs] TeMOAMHAMM -
KU U KJIMHUYECKOTO COCTOSIHUSI, TaK U C LEJbIO
MPeAOTBPAILEHUST PA3BUTUSI apUTMOTEHHON Kap-
nuoMmorniaTuu [22, 23].

3axiroueHue

Jlyamium cpeactBoM npodunaktuku MIIT gB-
JISIETCSl KOMITeHCAlMsl AbIXaTeJIbHOW HeI0CTaTOu-
HOCTH, TIIATEJIbHbIA MOHUTOPUHT BCEX HAPYLLIEHUN
3JIEKTPOJIMTHOIO OajlaHca (TMMOKAJIMEMUU, TUIIO-
MarHueMuu), pallMoHabHasl JieKapCTBEHHasl Tepa-
nus (aHTUAOT AUTOKCHHA). Y TMalueHTOB, TojyJa-
OIIMX TeO(PUIMH, BaXKeH THIATEIbHbI KOHTPOJIb
3a KOHIUEHTpalMeil mpenaparta JJisi UCKIIOUEHUS
TOKCcHYecKoro addeKTa.
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CUHAPOM KAPOTHUJIHOI'O CUHYCA

Tun cmamovu: JAexuusn

0.JI. boxepus, A.B. Cepzees

®rBHY «HayyHbIn LLEHTP cepaevHo-cocyaucTon xmpypri um. A.H. Bakynesa»
(anpekTop — akagemuk PAH 1 PAMH J1.A. Bokepus); Pybnesckoe wocce, 135, Mocksa, 121552,
Poccuitickas depepauns

Bokepus Onbra JleoHMaoBHa, LOKTOP MeA,. Hayk, Npodeccop, M. Hayy. COTP., 3aM. 3aBEYIOLLEro OTAENEHNEM;
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Cunopom KapomuoHo20 CUHYCA AGAACMCS YCMPAHUMOU NPUMUHOU HEOOOCHOBAHHLIX NAOCHUIl
U HelipoKapouo2eHHO20 CUHKONE Y NOJICUAbIX AH00el, O0HAKO e20 He 4YaAcmo GKA4Am 68 CHUCOK
Jugphepernyuanvroil duacHocmuku npuuux cunkone. JluacHocmuueckum mMemooom 6vloopa cayicum
maceaxc KapomuoHoeo CuHycda, 00HAKO NPOCHOCMUHECKAs UEHHOCMb HOA0ICUMENbHORO De3YAbmama
6 uccaredosanusx 0o cux nop He ycmawoéaena. I[loasmomy epau, KOmopvlil 6bisAsem NOBbIUEHHYIO
YYECMBUMENLHOCMb KAPOMUOH020 CUHYCA, O0AJNCEH YHUMbeams oOpyeue NpPoSHOCMUYECKU 3HAYUMble
NPUMUHbL CUHKONE U HAAUYUe CONYMCMEYIuUX 3a001eeanuil. Dppexmusnocms 1eKkapcmeenHoil mepanuu
CUHOpOMA KApPOMUOHO020 CUHYCA He umeem 00KA3amMeAbHOU 0a3bl. DieKmpokapouocmumyisayus
NPAKmMu4ecKu He 6AuAem Ha a300enPeccoPHbLil MUn CUHOPOMA U He YMEHbUldem Yacmomy nAa0eHui y Smux
nauuenmos. Ilocmosinnas 54eKmMpoKapouOCMUMYAAYUS MONCem YMEHbUW UMb CUMNMOMbl, HO He
HUBEAUPOBAMb UX NOSHOCMIBIO.

Karwueswie crosa: CuHapOM icapomm)noeo curnyca, namoqbu3u0/loemz, Jfnevernue, CUHKone.

CAROTID SINUS HYPERSENSITIVITY
O.L. Bockeria, A.V. Sergeev

A.N. Bakoulev Scientific Center for Cardiovascular Surgery; Rublevskoe shosse, 135, Moscow, 121552,
Russian Federation

Bockeria Ol'ga Leonidovna, MD, PhD, DSc, Professor, Chief Research Associate, Deputy Chief of Department;
Sergeev Aleksey Viktorovich, MD, PhD, Research Associate; e-mail: sergeev_av@list.ru

Carotid sinus syndrome is a potentially treatable cause of unexplained falls and neurocardiogenic syncope in
elderly people, but it is often overlooked in the differential diagnosis of syncope. The diagnostic method of
choice is carotid sinus massage, although the prognostic value of positive result has not yet been established.
That's why it is important to consider other causes of syncope and associated conditions. The efficiency of the
drug therapy of carotid sinus syndrome is not evident. Cardiac pacing is of little value in patients with vasode-
pressor type of the syndrome and does not influence on the incidence of falls. Permanent cardiac pacing may
reduce but not eliminate ones.

Key words: carotid sinus syndrome, pathophysiology, treatment, syncope.
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Beenenne

CI/IHI[pOM kaporugHoro cunyca (CKC) — 3rto
CHUMIITOMOKOMIUJIEKC, Pa3BMBAIOLINAICS B pe-
3yJIbTaTe MOBBILIEHHON YyBCTBUTEIBHOCTU Oapope-
LIeTITOPOB KapOTHIHOTO CHUHYcCa TPU WX CTUMYJISI-
LIUY ¥ BKJIIOYAIOIIM I TOJIOBOKPYKEHUE U/WJIN CUH-
Kome B pe3yjbraTe CHUXEHMS liepeOpalbHO
nepdys3un [1].

Hecmotpst Ha To uyTo byHKIIMSI GapopeLienTOpoB
C BO3pPACTOM CHITKAETCS, Y HEKOTOPHIX JIIOIEH TTpO-
SIBJISIETCSl TUIIEPYYBCTBUTEIBHOCTL OapopelenTo-
POB KapoTUIHOTO CHUHyca. B Takux ciydasix maxe
HeOOJIbIIAs CTUMYJISILUS B 00JIaCTU PACIIOIOXKEHMS
JaHHBIX PELENITOPOB MPUBOAMUT K Pa3BUTHUIO BbIpa-
JKEHHOM OpaauKapaIuy U CHIDKEHUIO apTepHralibHO-
TO AaBJICHUS.

CUHIPOM KapOTUIHOTO CHHYCa BCTpedaeTcs
MPEVMYIIECTBEHHO Y MY>KUYMH B TIOXXUJIOM BO3pacTe.
OH sBisgeTCsl YCTPAaHUMOM TMPUYMHON HEOOOCHO-
BaHHBIX TAJICHUI M HEHPOKapANOTEHHOTO CUHKOTIE
y IOXKWJIBIX JTioeii. HecMoTpst Ha 3T0, CHHIPOM Ka-
POTUAHOIO CMHYCA YacTO He paccMaTpuBaeTCs Mpu
IuddepeHInaIbHON AUAarHOCTUKE IIPECUHKOIIE
U CUHKoIIE [2].

Y MalmMeHTOB ¢ CHHKOITE M HEOOBhSICHIMBIMU T1a-
JEeHUSIMM HanboJiee 4acTO BCTPEYalOTCsl CMHIPOM
KapOTUIHOTO CUHYyCa, OpTOCTaTUYecKasi TUITOTEH-
31 ¥ Ba30BaraJibHOe CUHKOTIE.

ITatodpusnonorus

Pedriekc kapoTUaHOTO CUHYca MrpaeT OaHY U3
KJTIOUYEBBIX POJieii B KOHTPOJIE apTepUaibHOTO JaBjie-
HUs. MI3MeHeHUs pacTsoKeHUsI CTEHKM U TpaHCMY-
paJbHOIO HAIpsDKEHUST Paco3HAKOTCsl Oapopelier-
TOpaMu cepjila, KapoTUIHOTO CUHYca, IyTU aopThl
1 IpYTUX KPYIHBIX cOcynoB. [lanee curHasbl oT pe-
LIENITOPOB TepeJaloTcsl MO0 KapoTUIHOMY CUHYCY,
SI3BIKOTJIOTOYHOMY UM OJTyKIarolieMy HepBaM B simpa
COJIMTApHOrO TpakTa (fractus solitarius) n mapaMenn-
aHHBIC S7pa CTBOJIA Mo3ra. D depeHTHbIE CUTHAJIBI
MepenaloTcs Yepe3 CUMITaTUIeCKe HepBBI 1 OJTyK-
TAIOIINIT HEPB K CepAITy U KPOBEHOCHBIM COCYIIaM.

[Ipu cuHApOoMe KapOTHIHOIO CHMHYyca MEXaHU-
yeckasi necopMalivsi KapoTUIHOTO CUHYca, KOTO-
PBIii pacmojiaraeTcs B 00jacTu ougypKauuy ooIein
COHHOW apTepuH, PUBOIUT K YpE3MEPHOMY OTBETY
C pa3BUTHEM OpanwKapAauy, BadoauiaaTanuu. B pe-
3yJIbTaTe pPa3BUBAIOTCSl TUITOTEH3MS, MPECUHKOIIE
Y CUHKOIIE.

N3meHeHnst TeMOIMHAMMKM TTOCTIE CTUMYJISIIIAN
KapOTUIHOTO CUHYCA HEe 3aBUCST OT MOJIOKEHUS Te-

sa. CHayvajla TIPOMCXOIUT CHUKEHUE CEpAeYHOTO
BBIOpOCA 32 CYET YMEHBIIIEHUST YaCTOThI CePACUHBIX
cokpaueHuii (YCC), a 3aTeM MPOUCXOIUT CHUXKE-
HHUE OOIIero meprdepudecKoro COCYIUCTOrO CO-
npoTuBieHus [3].

CUHAPOM KapOTUIHOTO CUHYCa MOXET OBbITb
YaCThIO TeHEPAIM30BAaHHOTO HapyIIeHUs DYHKIIMT
ABTOHOMHOI HEPBHOI CUCTEMBI MIPU €€ AUCPETyJIs-
uuu [4].

OmHako TOYHBIN MEXaHM3M U MECTO HapylleH-
HO# 4YYBCTBUTEJBbHOCTU O CHUX IMOP HE M3BECTHBI.
YpesMepHbIi OTBET MOXKET OBITh CJIEACTBUEM U3ME-
HEHMI1 B 1100011 yacTu pepJIeKTOPHOM AYTY WU Op-
raHOB-MUIIIeHe. BO3MOXHBIM MeXaHM3MOM pa3-
BUTHST CUMIITOMOB, TAKMX KaK CUHKOIIE, CHUKEHHE
aptepuaibHoro gasieHus win YCC, siBisieTcs Ha-
pylIeHne nepedparbHOM ayTOPeTryIIsIIIig.

KiuHuyecku u MICTOPUYECKU BBIACISIIOT TPU TH -
Ta CMHApPOMa KapOTUIHOTO CUHYCA:

1) Kapououneubumophuviii mun  COCTaBISIET
70—75% cnyyaeB. OCHOBHBIMM CUMIITOMAaMU
SIBJISIIOTCSI CMHYCOBasl OpaauKapausi, aTpuo-
BeHTpuKyJsipHas (AB) 01okaga win acucTo-
JIMSl BBULY BAWSIHUS OJTy>KIalo1iero Hepsa Ha
GyHKIUIO CUHYCHOTO y371a u AB-y3na. Dtu
3¢ HEKTb MOTYT OBITH HUBEJIMPOBAHbI aTPO-
nuHOM [5].

2) Basodenpeccopnuiii mun coctasusier 5—10%
ciydaeB. OCHOBHbIE MPOSIBIIEHUS] — CHUXKEHME
ToHyca cocynoB 0e3 maMeHeHust YCC. Bripa-
>KEHHOE CHIKEHME apTepUaJbHOTO JaBICHUS
BO3HUMKAET BCJENCTBUE AucOataHca rmapacum-
MaTUYECKNX W CHUMITATUICCKUX BIMSIHUN Ha
nepudepuueckue cocyabl. JlaHHbie 3 deKThI
HE YCTPaHSIIOTCI aTpOIrHOM [6, 7].

3) Cmewannwiii mun coctasisiet 20—25% ciyda-
eB. Haomonatorcst cHuxkeHue YCC u cocy-
JIMCTOTO COTIPOTUBJICHMS.

[pynmna MexXayHapOAHbBIX SKCIIEPTOB MPEIT0XKM -

JIa TIepeCMOTPETh BBHIIICTIPUBEICHHYIO KiIacCUbU-
kauuto. [1o MHEHMIO McciienoBaTeeit, Bce MalueH-
TBl C CHHIPOMOM KapOTHUIHOTO CUHYyCa IOJIKHBI
OBbITh OTHECEHBI K CMEIIIAaHHOMY TUITY. DTO CBSI3aHO
C T€M, YTO UCKJIHOUYUTETbHO KApAUOUHIMOUTOPHBII
tun CKC (acucronus 6e3 CHUXKEHUSI apTepuaabHO-
r'o JaBJICHUsSI) He BcTpevaercd [6, 8].

Jns xapakTepuCTUKHY TMalMeHTOB B ONpeaeeH-
HBIX CUTYallMsIX ObUIM BBEIEHBI CTIeLIaTbHbBIC TEP-
MWHBI:

— TepMuH «cnowmaHmblil CUHOPOM KAPOMUOHO20

cunyca» OTHOCUTCS K KIIMHHYECKON CHUTya-
IIUU, TIPU KOTOPOH CHMIITOMBI MOTYT OBITBH
YETKO OOBSICHEHBI COCTOSIHUEM HelpeaHame-
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PEHHOTO MEXaHMYECKOTO pa3apakeHUsT Kapo-
TUIHOTO CHHYyca (Tpy OIpelneeHUM MyJibca
B 00J1acTH cOCya0B 11ieu, Oputhe). [1pu aToM
knuHndeckue npossiaeHus: CKC Bocnpous-
BOJSITCS TPU €ro MaHyaJlbHOM Maccaxke.
Cnonrannsiii CKC BcTpeuaercst peko u co-
cTaBisieT mpuMepHo 1% oT BceX MPUUMH CUH-
KoTIE.

— TepMuH «uHOyUuposanmwiii CUHOPOM KAPOMUO-
H020 CcuHyca» OTHOCUTCS K KIMHUYECKON CH-
Tyalnu, IIPA KOTOPOI B aHaAMHe3¢e Y TallieH-
Ta HeT YeTKMX JaHHBIX O HeMpenHaMepeHHOM
CTUMYJISILIMU KapoTUAHOTO cuHyca. Oocieno-
BaHWE HE BBISBISICT MPUYMH Pa3BUTHUS CHUH-
KOITe, acCMMIITOMaTHKa IO3BOJISICT CBS3aTh
CHMIITOMBI C THIIEPUYYBCTBUTEIBHOCTBIO Ka-
POTUIHOTO CHMHYyca Ipu ero maccaxe. MHmy-
uupoBaHHbili CKC 6ojiee pacrpocTpaHeH I1o
CPaBHEHUIO CO CITOHTAaHHBIM.

IANHUIeMUOIOT U

Yacmoma passeumus

B CILA cuHapoM KapoTUIHOTO CHHYCa BCTpe-
qaeTcay 0,5—9,0% manreHTOB C TIOBTOPSIOIIIMMUCS
cuHkore [9].

[Mo MexxmyHAapOIHBIM TaHHBIM, CHHIPOM Kapo-
TUIHOTO CMHYCa BCTpevaeTcst mpuMepHo y 14% tmo-
SKUITBIX M 30% TOXMITBIX TTAIMEHTOB ¢ HEOOBSICHM -
MBIMU CHKOTIE 1 TIAICHUSM.

Cmepmmuocmy u 3a60aeeaemocmp

CuHIpOM KapOTUIHOIO CHHYCa acCOLMUPOBaH
C BBICOKOM YaCTOTOW MNAaIEHUM, TTOBPEXICHUSIMU
U TIEPEJIOMaMU Y TTIOXKUJBIX MALIMEHTOB.

B o06111eit mommynsium cMepTHOCTh, 9aCTOTa BHE-
3aMHO#l cMepTH, MH(papKTa MUOKapaa U MHCYIbTa
HE 3aBUCAT OT HaJU4YUS CUHApPOMA KapOTUIAHOIO
CUHYycA.

Iloaoeas npunadaexcrnocmo u éo3pacm

CUHIpOM KapOTHIHOIO CHMHYyca 4allle pa3BuBa-
€TCS y MYXYUH, IMPEMMYIIECTBEHHO B ITOXWIOM
Bo3pacte. OH IMpaKTUYECKU HE BCTPEYAETCs Y JIIO-
neit Mmojioxke 50 JeT.

Anamues

MHorue maiMeHThl OCTalTCsI 0€CCUMITTOMHBI-
MHU. Y CUMIITOMHBIX OOJIbHBIX MOXHO BBIIC/IUTH
cJienyIolIKe TPOSIBIICHUSI:

1) MOBTOpSIIOIIMECS TOJJOBOKPYKEHUS, TPECUH-
KOIIE;

2) mosTtopstonuecs: cuHkore [10];

3) Heclly4yaiilHble, HEOOBSICHUMBIC ITaAecHUS
[11];
4) cuMmmnTombl Tunornepdy3uu roJOBHOTO MO3ra
(ommcaHBbI BbIIIE) BOZHUKAIOT:
— TIpY TTOBOPOTE TOJIOBBI WJIM HOLLIEHUU Be-
LIEH C TIOTHO MPUJIEralollM BOPOTHUKOM;
— TIpM HAJWYUU OMYXOJM IIeH, BBIpaXKeH-
HBIX pyOLIOBBIX UBMEHEHUI B 00JacTH 1Ieu T0-
cJie pamuKaIbHBIX Pe3eKIUiA, TyIeBO Teparn
WY TPaBMBI I1IEU;
— MpU OMNpeaeeHUN TyJbca Ha COHHBIX ap-
TEPUSX WY TIPU OTIepalIMIX Ha TOJIOBE WIIH IIIee;
5) BO3MOXHBI MPOAPOMaJIbHbIE SIBJICHUST WU
peTporpamgHas aMHe3UsT CHHKOITAIBHOTO 31M30/1a.

PusukanpHOE 00cIE 0BAHNE

[TpusHaku cuHApPOMa KapOTUIHOIO CUHYyca TIpU
¢u3nKaIbHOM 00C/IeI0BaHUMN:

— TUIOTEH3US;

— Opamukapaus;
acucroyus [12];
ayCKyJbTallys IITyMa Ha COHHOM apTepuu rnepe
MpoBeIeHNEM MaccaXka KapOTHUIHOTO CUHYCA.

ITprunnb!

CUHAPOM KapOTUIHOIO CHMHYCa acCOLIMUPOBAH
co creayommmu dpakropamu [13—16]:

— MYXCKOH 1oJ;

— TIOXWJION BO3pacT;

— apTepuasbHas TUIePTEH3US;

— uIIeMudecKasi 00JIe3Hb cep/la;

— opTocTaTHyecKas TUITOTEH3US;

— Ba3oBarajbHOE CUHKOIIE;

— 0Oone3Hb AnblreiimMepa, 6one3Hb IlapkuHco-
Ha, IeMEHIIUs ¢ Teabliamu JIeBu;

— COMYTCTBYIOIllee TPUMEHEHUEe IUTruTaIuca,
0eTa-010KaTOPOB U METUJIIOIIBI.

Muddepennuanbaas JUarHOCTHKA

BrimonHeHMe Maccaxa KapOTUIHOIO CHUHYcCa
y IauMeHTa ¢ 1LepeOpOoBacKyJISIpPHON MaToJoruei
WJIM ayCKYIbTallMsI IIlyMa Ha COHHOI apTepyuy MOTYT
CIIOCOOCTBOBATh MOSIBIIEHUIO HEBPOJIOTMYECKOM
CUMIITOMATUKU.

Jpyrve maToJoruu, KOTopbie HEOOXOINUMO YUU-
TBIBaTh Y MAlMEHTOB C TUIEPUYBCTBUTEIHHOCTHIO
KapoTuaHoro cunHyca [17]:

— Ba3oBarajbHOE CUHKOIIE;

— OpTOCTaTu4ecKasl TUITIOTeH3US;

— CHUTYyallMOHHOE CUHKOIIE (CBSI3aHHOE C Kalll-
JIeM, aKTOM TIJIOTaHMSI, MOUYEUCITYCKAHUEM,
nedekaumein);

— KapAMOTreHHOE CUHKOIIE.
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Takum oOpa3oM, Mpu MEepBUUYHOM 0OCIIEeq0Ba-
Huu Ha npenmeT Haauuuss CKC HeobxonuMo uc-
KJTIOUUTh:

— Ba3zoBarajbHOE CUHKOIIE;

— OPTOCTAaTUYECKYIO TMITOTEH3UIO;

— CHUTyallMOHHOE CUHKOIIE;

— CHHIPOM CJIabOCTH CUHYCHOTO Y3J1a;

— KapAMOTreHHOE CUHKOIIE;

— JIpyrue TPUYMHBI CHMHKOIEe (HeiporeHHoe,

MeTaboJNYECKOe, IICUXOTEHHOE).

V Bcex MaiMeHToB ¢ CUHKOIIE CJIeAyeT MPOBOIUTH:

— THIATeIbHBIN cOOp aHaMHe3a;

— THIaTeJbHOe QUBMKABHOE UCCAEIOBAHUE;

— OKIL

ITponeaypsr
Maccax KapoTUIHOIO CHUHYyca SIBJISIETCS Auar-
HOCTUYECKHM ITPUEMOM BBIOOpA, OMHAKO TEXHUKA
ero NpoBeAcHUS He cTaHmapTu3oBaHa. [1o maHHo-
MY BOIIPOCY HET KOHTPOJIMPYEMbIX UCCIEIOBaAHUIA
[12].
OOBIYHO MaccaXX KapOTUIHOI'O CHHYyCa BBIIIOJI-
HsIETCSI TaKUM 00pa3oM:
— Crnenyer IOJIOKHTH TTAIlMEHTA Ha CITVMHY, LIEI0
HEMHOTO 3aKMHYTh Ha3an. B Takom moitoxe-
HUU TALIMEHT JOJKeH HaXOAUThCI MUHUMYM
B TeYeHME 5 MMH 0 Hayaja Maccaxka Kapo-
TUIHOTO CUHYCA.
— Maccax HeoO6XogWMO IIPOBOAWTH B TOYKE
C MaKCHUMaJIbHBIM KapOTUIHBLIM ITyJIbCOM,
MeIualibHee TPYAUHO-KIIOYNIHO-COCLIeBU/I -
HOI MBIIIIEI ¥ 10 BepXHell rpaHUIle IIUTO-
BUIHOTO Xpsiia (puc. 1).
— Maccax KapoTUIHOIO CUHYCa BBIITOJTHSIETCS
B TeueHue 5—10 ¢, 3aTeM TO Xe MOBTOPSIETCS
¢ apyroit cropoHbl. MIHTepBaj cocCTaBJseT
1 MuH. HaumHaloT MaccaxX KapoTUIHOIO CH-
Hyca C mpaBOii CTOPOHBI, TaK KaK CUHIPOM
KapoOTUIHOrO CHWHYycCa yYallle BCTpedaeTcs
cIIpaBa, 4yeM cJieBa.

\

KapoTtngHbin
CUHYC

Ny}mammmﬂ

HepB

.

MpaBas obwas
COHHasi
apTepus

pyovHo-
KNOYMNYHO-
cocueBuaHas
MblLLLLA

CeppoeyHoe
cnneteHne

Puc. 1. Texnuka maccaxa KapOTUIHOTO CUHYCa

— Ilpn Maccaxke HeoOXOAMMO IPOBOAMTH He-
npepbIBHBIN MoHUTOpUHT DKI 1 aprepnans-
Horo maBieHus. [IpemmyliecTBoO oTmaeTcs
(azoBOMy, HEMHBAa3MBHOMY M3MEpPEHHIO ap-
TEPUATBHOTO AABJICHUS 110 CPAaBHEHMIO C U3-
MepeHHEeM apTepuabHOTO IABJICHUS C TI0-
MOIITBI0 MAHXKETHI.

PesynbsraT Maccaxka KapoTUIHOTO CUHYCa CUMTa-
eTCST TIOJIOKUTENIBHBIM, €CTM BO3HUKAeT OMHO M3
TpeX HUKETNEePEUMCISHHBIX COOBITHIA:

— acuctoyus 6osee 3 ¢ (oTpaxkaeT KapauOUHT 1~

ouropusbiii Tunn CKC) (puc. 2);

— CHIKEHUE apTepuabHOro NIaBlieHUsl OoJiee
yeM Ha 50 MM PT. CT. BHE 3aBUCUMOCTHU OT
YCC (oTpaxaeT Ba30ACIpPEeCCOPHBIN THUII
CKOQ);

— KOMOWHAIIMS BBIIIETIEPEINCICHHBIX SIBJICHUI
(otpaxaet cMmetanHbIi Tun CKC).

Puc. 2. Acucromus B Teuenne 7 ¢ y manneHta ¢ CKC 1mmpu BBIITOJTHEHNM Maccaxka KapoTUIHOTO CUHYyca
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He pexomeHayeTcsi MpoOBOAUTH Maccax Kapo-
TUHOTO CUHYCa, €CIM Y MallMeHTa UMEIOTCS TOKa-
3aHHbIE TPAH3UTOPHBIE UIIEMUYECKUE aTaKu, WH-
CYJIBT WK MH(PAPKT MUOKap/a 3a IoCcIeaHue 3 MecC.
OTHOCUTEBHBIMU MTPOTUBOMIOKA3aHUSIMU K TTPOBE-
JIEHUI0 Maccaxa KapOTUIHOTO CHUHYCa SIBJISIIOTCS:
JKeJIyIOUKOBasl TaxukKapaus, (GUOpUIIISLIUS XKeTy-
JIOYKOB B aHaAMHEe3€ WU LIIyM B 00J1aCTU COHHOM ap-
TEPUU TIPU ayCKYJIbTALIUHU.

HecmoTpss Ha TO 4TO Maccax KapOTUAHOTO
CHHYyca OOBIYHO SIBJISIETCS JOCTATOYHO J0OpoKa-
YEeCTBEHHOM MpOLIEAYpPOil, UMEIOTCSI COOOIIEHUS
0 Pa3BUTUU HEBPOJOTUUECKOTO AeduiuTa Imocie
maccaxa. Ha ceromHsimiHMi MOMEHT yacToTa pas-
BUTHUS HEBPOJOTUYECKUX OCIOXKHEHUI COCTABIISIET
Menee 0,2%.

B oqHOM KJIMHMYECKOM cllydyae OTMEUEHO pas-
BUTHE CITa3Ma KOPOHApHOU apTepuu Mocje Macca-
»Ka KapoTuaHOTo cuHyca [18].

B oTnenpHbIX COOOIIEHUSIX UMEIOTCS OTIUCAHMS
Pa3BUTUS IPEICEPAHDBIX U KETYT0UYKOBBIX apUTMUIA
rnocjie Maccaxa KapotujaHoro cunyca [19, 20].

HaunGompiyro KIIMHUYECKYIO IIEHHOCTh Maccax
KapOTUIHOTO CUHYCa UMEET y MallMeHTOB B BO3pac-
te 60—80 yeT.

ITporHocTuyeckasi LEHHOCTb IOJOXUTEIbHOIO
pe3ysbrara 10 cux Mmop ocraercs HescHoi. [Toato-
MY Bpay, KOTOPBII BBISIBJISIET MOBBIIIEHHYIO YyBCT-
BUTEJIBbHOCTb KAPOTUIIHOTO CUHYCA, JOJIKEH YYUThI-
BaTh IPYyrMe NPOTHOCTUYECKU 3HAYMMBIE IPUYUHBI
CUHKOIIe U HaJIMuKe COMYTCTBYIOLIMX 3a00JIeBaHU I
[21, 22].

B nocienHue roasl HayduHOe OOOCHOBaHUE Auar-
HOCTUYECKUX KPUTEPUEB TUIEPUYBCTBUTEIBHOCTU
KapoTUIHOIO CHUHYca (CHIXXKEHUE apTepuaibHOTO
JapyieHus 6osee yeM Ha 50 MM PT. CT. M/WIKM acuc-
TOJIMST JUIMTEJbHOCTBIO 3 ¢ U 0oJjiee MpU Maccaxe
KapoOTUIHOTO CHUHYyCa) CTaBUTCSI MO COMHEHUe.
B cBsi3u ¢ TeM UTO CyIIECTBYIOILIUE KPUTEPUU
CJIMILIKOM YYBCTBUTEJIbHBI JUIS1 BBISIBJICHUS TUIEP-
YYBCTBUTEJbHOCTU KapOTUAHOIO CUHYCA, UCCIIEeN0-
BaTeau TMPEIOXKUIN HOBblE — CHUXXEHUE apTepu-
aJTbHOTO AaBjieHUs 10 60 MM PT. CT. ¥ HUKE ITPOIOT-
KUTENIbHOCTBIO Oojiee 6 ¢ M/WUIM  aCUCTOJUS
JUTMTEJIBHOCTBIO 6 ¢ 1 GoJiee TTpU Maccaxke KapoTHI-
Horo cuHyca. HoBble KpuTepuu mpoxoasiT Bajiuaa-
LIMIO B TIPOCTIEKTUBHBIX UCCIIETOBAHUSX [6].

Jlewenne

bazosvie RPUHUUNDBL

Jleuenue CKC ocHOBaHO Ha 4acToTe pa3BUTHS
CUMIITOMOB, MX TSDKECTU U IOCJICACTBUSIX JJIST KaX-

JIOTO TallMeHTa. PagnmKaibHOTO JIeYeHUs HET, T0-
9TOMY B OOJIBIITMHCTBE CJIy4yaeB JOCTATOYHO CIIEIY-
IOIIMX MEPONPUSTUIL: MH(POPMUPOBaHKE MAllMEHTa
0 3a0ojeBaHUM, M3MEHEHHME ero obpasa XU3HU
1 AMHAMUYECKOE HAOIIOIEHUE 3a NTALIUEHTOM.

HexoropsIM marmeHTaM ¢ BeIpaXKeHHBIMH 1 pe-
LMIUBUPYIOLINMU CUMIITOMAMM, MEIIAIOIITMM T10-
BCEIHEBHOW aKTUBHOCTHU, MOXKET IMOTpeOOBaThCs
cremyoIee.

[Ansa nedyeHus PEeLUAUBUPYIOLIUX CUMIITOMOB
CHHIpOMa KapOTUIHOTO CUHYyca ITPOBOIUTCS Jie-
KapCTBEHHOE JIeUeHME:

1) MHrubutopsl oOpaTHOro 3axBaTa CEpOTOHU-

Ha — cepTpaauH 1 (IyokKceTuH. DpheKTUB-
HOCTb JAHHBIX IpernapaToB OCHOBaHAa Ha
TOM, YTO CEPOTOHWH WHTUOMPYET CHMITATH-
YEeCKUIA KOMIIOHEHT BETeTaTUBHOU HEPBHOU
CHUCTEMBbI, OJJHAKO TOYHbII MEXaHU3M AeHCT-
BUSI IO CHX TIOP HE M3YUYeH.

2) Anbdal-aroHucT — MUAOAPUH. MumoapuH
BBI3BIBACT CTa3M apTepUaTbHBIX M BEHO3HBIX
€MKOCTHBIX COCYIOB, 00JlamaeT MUHUMAaJIb-
HBIM BJIMSTHMEM Ha MO3T U CepAlle U YMEHb-
IIaeT TSKECTh apTepHalbHON TUIIOTEH3UU
npu CKC.

3) ImokokopTuKoum — GryapokopTr3oH. Diy-
JIPOKOPTU30H SIBJISIETCS CEHCUTU3aTOPOM ajl-
pPEeHEPTUYeCcKMX PeLernTOpoB, a TakKXe BO3-
MOXHBIM CUHEPTUCTOM MUIOAPUHA).

OpHako HU OMH TIpernapar He MPOSIBIISLI JOJITO-
CPOUYHOI 3(PDEKTUBHOCTU B KPYITHBIX PaHIOMU3H-
POBAHHBIX KOHTPOJMPYEMBIX MCCAEIOBAHMUSIX.
Jns nedeHUs KapAMOMHTMOUTOPHOTO U CMeIllaH-
HOTO THUIIOB CHHIpPOMa KapOTUOHOTO cHHYca 3(d-
(eKTHBHA MMIUIAHTALUSI TTOCTOSIHHOTO BJIEKTPO-
Kapauoctumysitopa [20].

B pykosoactBax ACC/AHA/HRS umrmnanTa-
LM TIOCTOSIHHOTO 3JIEKTPOKAPAUOCTUMYJISITOpA OT-
HOCHTCS K KJaccy | mokasaHuit y allMeHTOB C pe-
LIMIUBUPYIOLIMMU CUHKOIIE, BbI3BAHHBIMU CTUMY-
JIIIMel KapoTUIHOTO CUHYCAa IMPU OTCYTCTBUU
MperapaToB, KOTOPbIE MOTYT yrHETaThb CUHYCHBIN
y3ea u AB-niposenenue. IlocTossHHAsI KapauoCcTu-
MYJISILIMST OTHOCUTCS K Kiaccy Ila moka3zanwmii y ma-
LIMEHTOB C PELUAUBUPYIOIIMMHU CUHKOME 0e3 yeT-
KUX TIPOBOILIMPYIOIINX COOBITUI M C TUIIEPUIYBCT-
BUTEJbHBIM  KapAMOWMHTUOUTOPHBIM  OTBETOM.
[TocTOSIHHYIO KapAWOCTUMYJSILIMIO HE MPOBOIST
y MaIMEeHTOB C TMIEPYYBCTBUTEIBHBIM KapIUOWH-
TMOUTOPHBIM OTBETOM Ha CTUMYJISILIMIO KAPOTHUIHO-
ro CUHyca MpUu OTCYTCTBUM CUMNITOMOB [23, 24].

JIByxkamepHasi cTUMyJsauus (B pexumax
DDD, DVI, DDI) asnsietcs onTuMaiabHO# y Ta-
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LIMEHTOB C CUHIPOMOM KapoTUIHOTO cuHyca. On-
Hako pexuM ctumysiuuu VVI takke addexTu-
BEH B MPENOTBPAIlleHUU PELUAUBUPYIOIIUX CUH-
KOIle y HEKOTOPbIX OOJNbHBIX. Pexumbr AAI
1 VDD He npuMeHSIOTCS y MAallUEHTOB C JaHHBIM
3a00JieBaHrEeM, MMOCKOJIbKY 3aMe/lJIeHUue TTPOBejie-
HUS TIPOUCXOAUT HA YPOBHE aTPUOBEHTPUKYJISIP-
HOTO y3J1a U CTUMYJISILUSI TIpeacepanii He TToMora-
€T B 9TOM CJIydae YBEJTUUMNTh YaCTOTY COKpAIleHU I
KEJTyT0UYKOB.

Kapauoctumynsiiius npakTuuecku He BIUSIeT Ha
Ba30MEMPECCOPHBIA TUI CHHAPOMA KapOTUIHOTO
CHHYyCa M HE YMEHbIIaeT YacTOTy MaleHUM y 3TUX
nanueHToB. TaknuM 00pa3oM, MOCTOSIHHAS 3JIEKTPO-
KapaAXOCTUMYJISIIIUS MOXKET YMEHBIIUTb CUMIITOMbI
Mpu JaHHOM 3a00JIeBaHUU, HO HE HUBEJIMPOBATh UX
MOJIHOCTEIO |25, 26].

[TognepxaHue odbeMa LMPKYJIUMPYIOIIEH XU -
KOCTM MOXET IOMOYh KOHTPOJMPOBATH Ba30[e-
MPECCOPHBIN TUIT CUHAPOMA KAapOTUAHOIO CHUHYCa
3a cyeT MPOUIAKTUKNA CUHKOIAJIbHBIX 3MU30/10B.
TTalmeHT 6€3 COMyTCTBYIOIIMX CEPAEUYHO-COCYUC-
ThIX 3200JI€BaHUI JTOJKEH YBEJIUYUTDh IMOTpedIeHe
COJIM M XKUIKOCTH, COACpPIKAIIE 3JICKTPOJIMTHI.

Xupypeuueckoe aevenue

Xupyprudeckasi Wil pamguojorndeckast AeHep-
BallMsl KapOTHUIHOIO CHHYCa paHee IPUMEHSIach
JJIs JIYeHUST CUMHApOMa KapoTuaHoro cunyca. Op-
HakKo celluac JaHHbIE MPOLEIYpPbl 3alpelleHbl
B CBSI3M C BBICOKOW 4acTOTOM OCJIOXXHEHMI (rema-
TOMa B 00JIACTU OIepalyy, ITOBPEXIeHNE MaHIM-
OyJIIpHOI BETBM JMLIEBOro HepBa, paTalbHBINA M-
NEepTeH3UOHHBIN KPU3 MOC/E IeHEPBALIMU, ULLIEMMU -
YeCKU1 MHCYJIBT, TTOC/ieonepalliOHHbIE apUTMUN —
CMHYCOBasl Taxukapausi, GUOPMIIISALNS IIpeacep-
IWiA).

XUpYypruyeckuii MeToj 00anaeT BbICOKON a(-
(beKTMBHOCTBIO TOJILKO Y ITAIIMEHTOB C OIyXOJISIMU
IIeW, CAABIMBAIOIIMMU KapOTUIHBIA CHUHYC,
WIA APYTMMU BHEUIHUMU TNpUYMHAMU (pyOILIbI
U T.II.), KOTOpble (PU3MYECKU CTUMYJIMPYIOT 00-
JIaCTh KapOTUIHOIO CMHYCa.

Koncyasmauuu

MoXHO TMPOKOHCYJIBTUPOBATHCS C JIEKTPOPU-
3U0JIOTOM WJIM KapJAUOJOrOM [JIs MUCKIIIOYEHUS
apuUTMUIA M pelIeHUs BOIMpoca O HEOOXOIMMOCTHU
UMILTAHTAlUU TTOCTOSTHHOTO BOAUTENSI pPUTMA.

[Ipy HamWuuuM y MauMeHTa OMyXOJM IIeu WIU
JpyTuxX 00pa3oBaHMii B 3TOM 30HE, pa3apaXkarolinx
KapOTUIHBIA CUHYC, HEOOXOAMMa KOHCYJbTallMs
XUpYypra COOTBETCTBYIOILEH CrieliMaan3aluu.

Axmuernocmo

OrpaHnYeHUI MOBCEIHEBHON aKTUBHOCTH HeE
TpeOyeTcsl.

INanueHT DOJIKEeH 3HATh MPOIPOMaIbHbIE CUMII-
TOMBI TIpeCUHKoOIIe 1 cuHKorIie. [Tpu nx nosiaeHun
OH, 110 BO3MOXXHOCTH, JOJIKEH JIeub JJIsl Tpoduiiak-
TUKU CUHKOIIE U/WJIN TIafCHUSI.

Pexomennayercst n3deraTb HOIICHMS OIEXKIbI,
OKa3bIBaIOIICHi JaBJIeHWe Ha 110, U Pe3KUX ITOBO-
POTOB TOJIOBBI.

Meouxamenmosnoe aeuenue

HecmoTpst Ha TO 4TO 7151 MPOUIAKTUKY peLiy-
IUBUPYIOIIUX CUMIITOMOB CUHIpOMa KapOTUIHOTO
CUHYyCa SMIIMPUYECKU TTPUMEHSINUCH MHOTHE Tpe-
napaThl, HA OJWH W3 HUX He 00Jamgana MOKa3aHHOW
3 HEeKTUBHOCTHIO. B HEKOTOPBIX CiIydasx YCIIEIITHO
MPUMEHSIJTUCh UHTMOUTOPBI OOpAaTHOIO 3axBaTa ce-
poToHMHa (cepTpaiMH U (JIYOKCETUH), OCOOEHHO
y MAalMEHTOB ¢ MAHUYECKMMU aTakaMu U ¢ Head-
(eKTUBHOCTBIO JBYXKAMEPHON KapAuOCTUMYJIsI-
107078

B paHmoMu3MpoBaHHOM KOHTPOJMPYEMOM MU-
JIOTHOM MCCJIeIOBAaHUY ObLIO MOKa3aHO, YTO MUIIO-
npuH (ajbdal-aroHUCT) 3HAYMMO CHMXKAJ YacTOTy
MOSIBJIEHUSI CUMIITOMOB U TSIXKECTb apTepUabHOM
TUIIOTEH3UM TIPY Ba3olenpeccopHoi popme CUH/I-
poMa KapoTUaHOro cuHyca. HazHaueHre MUaoapu-
Ha TakxXe ObLIO acCOLMMPOBAHO C MOBBILIEHUEM
CpEeIHEro apTepuaaibHOro AaBJIECHUS MPU CYyTOYHOM
MOHUTOpUpoBaHUU [27]. MumoapuH BbI3bIBAET
cra3M apTepuajibHbIX U BEHO3HbIX EMKOCTHBIX CO-
CyI0B M 00JlagaeT MMUHMMAJIbHBIM BIUSIHUEM Ha
MO3r U cepaue. JlaHHBINM TIpernapar mpUuMeHsIeTCs
TSI JIEYEHU ST CAMIITOMHOM OPTOCTATUYECKOM TUTIO-
TEH3UU.

DyIpoKOPTU30H TaKKe TPUMEHSETCS IIpU
JIAaHHOM MaTOJIOTUH.

Heobxonumo oTMeTUTB, 4TO mpobIeMa CUHIPO-
Ma KapoTUJIHOIO CUHYyca HauboJjiee riy0oKo h3yde-
Ha B CIIIA, Ho maHHbIe TIpernapatbl HE 0A00pPEHbI
FDA nns ero sieueHus.

3axiaroueHue

CHHIpPOM KapOTUIHOIO CUHYCA SIBISIETCST yCTpa-
HUMOW MNPUYUHON HEOOOCHOBAHHBIX MaJeHUN
U HEWPOKApAMOT€HHOIO CUHKOIIE Y MOXKIJIBIX JIIO-
i, OJHAKO OH HE 4YacTO BKJIIOYAETCS B CIUCOK
mddepeHInaTbHOM TMaTHOCTUKY IPUYNH CUHKO-
ne. JInarHoCTUYeCKUM METOIOM BbIOOpA SIBIISIETCS
Maccax KapoTUIHOrO CUHYCa, OJHAKO MPOTHOCTU -
yeckasl LIEHHOCTb MOJIOKMTEJIbHOIO pe3ybTraTa
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B MCCJIEIOBAaHUSIX IO CUX MOp He ycTaHoBJeHa. [To-
9TOMY Bpay, KOTOPBIM BBISIBISET IOBBIIICHHYIO
YYBCTBUTEJIBHOCTh KapOTUIHOTO CUHYCa, JOJKEH
YUUTBIBATb JIPYIM€ IMPOTHOCTUYECKUA 3HAYUMBbIE
TIPUYMHBI CUHKOIIE U HAJIMYKE COMYTCTBYIOLIUX 3a-
OosieBaHUi. DPDHEKTUBHOCTD JIeKApCTBEHHOMW Te-
panuu CMHApPOMa KapOTUAHOTO CUHYyCa HE MMEET
JI0Ka3aTeJbHOU 0a3bl. DIEKTPOKAPIUOCTUMYJISLIUS
MPaKTUYEeCKW HE BJIUSICT Ha Ba30IeIPECCOPHBIM
TUM CUHAPOMA U HE YMEHbIIIAeT YacTOTy MaaeHUit
y Takux MaireHToB. [TocTossHHas 3eKTpoKapauo-
CTUMYJISIIIUS MOXET YMEHBIITUTh CUMIITOMBI, HO He
HUBEJIMPOBATh X MOJHOCTHIO.
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CUHJIPOM YIJIMHEHHOI'O Q-T-MHTEPBAJIA
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Cundpom yoaunennoeo uumepeara Q—T — 3abonesanue, conposoxcoaroweecs YoiruHeHuem UHmepeand
O-T na IKI, cunkonasbhbimMu COCMOSHUAMU U BbICOKUM DUCKOM BHE3ANHOU cMepmu 6caedcmeue
paseumusi nOAUMOpPHOL JHcenydoukoeoi maxukapouu. Yoaunenue unmepeara Q—T moxucem Ovimv Kak
NePeUUHbIM (2eHemU4ecKy 00YCA08ACHHbIM), MAK U GMOPUYHBIM — BCACOCMBUE NPUEMA DA3AUMHBIX
npenapamos. CeoespemeHHAs OUACHOCMUKA OAHHO20 CUHOPOMA NO380Asem Npedomepamums paseumue
6HE3ANHOI cepOeUHOll cMepmu U HA3HAYUMb A0eK8amHoe AeHeHue.

Kawuesvie caosa: enezanuas cepdeunas cmepmo, Aeverue; CUHOpom yoauneHHo2o unmepganra Q—T.

LONG Q-T SYNDROME
O.L. Bockeria, M.K. Sanakoev

A.N. Bakoulev Scientific Center for Cardiovascular Surgery; Rublevskoe shosse, 135, Moscow, 121552,
Russian Federation

Bockeria Ol'ga Leonidovna, MD, PhD, DSc, Professor, Chief Research Associate, Deputy Chief of Department;
Sanakoev Merab Konstantinovich, MD, PhD, Junior Research Associate; e-mail: butix@yandex.ru

The long Q—T syndrome (LQTS) is characterized on the ECG by prolongation of the heart rate corrected
Q—T, syncope and a high risk of sudden death due to the development of polymorphic ventricular tachycar-
dia. Q—T prolongation may be primary (genetically determined) and secondary — due to the reception of var-
ious drugs. Early diagnosis of this syndrome allows preventing the development of sudden cardiac death and
prescribing an adequate treatment.

Key words: sudden cardiac death, treatment; long Q—T syndrome.

BBenenne ITHO/I0THA U IATOreHe3
WHAPOM  ymiIMHeHHoro (Q—T-uHTepBaia Ha cerogusinuii AeHb CUHAPOM YIJIMHEHHOTO
(LQTYS) xapakrepusyeTcsl yIIMHEHUeM UHTep-  Q—T-uHTepBajla paccMaTpUBaeTCsl KaK IpyIia co-
Baja O— T Ha DKI u CKIIOHHOCTBIO K BOBHUKHOBE-  CTOSIHMI, CXOIHBIX IIO ITaTOTeHe3y, KJIMHUYECKOI
HUIO XKEeTYyI0YKOBBIX aPUTMUIA, YTO MOXET IIPUBEC-  KapTUHE, TEYECHUIO U IIPOTHO3Y, 00beAMHEHHBIX
TU K CUHKOIIe, OCTAHOBKE Cep/illa U BHE3aTHOM cep-  OOIIHOCTBIO BJIEKTpoKapaAuorpaduyeckKux IposiB-

neunoi cmeptu (BCC). JICHUI B BUJIE PA3JIMYHOU CTENIEHU YIUIMHEHUS WH-
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tepBajia J—7 B cOUeTaHUU CO CKJIIOHHOCTBIO K pas-
BUTHIO XKM3HEYTPOXKAIOUIMX HAPYILIEHUIA CepAeUYHO-
ro putMa [1-3]. B ero ocHoBe JeXUT aCMHXPOH-
HOCTb PEeToJIsIpU3aliuy pa3jiMyHbIX y4aCTKOB MUO-
Kap/a XeJayJI04yKOB U, KaK CJIEICTBUE, YBEIUUYEHUE
ee oOlIeil mpoaoskutebHOCTU [4, 5]. DaekTpo-
KapauorpauuyeckuM MPU3HAKOM ACUHXPOHHOM
pernoisipu3aliuy MUOKapjaa SIBIsSIeTCSl YIJIMHEHUE
uHtepBana Q— 7T, a TaKKe CTeIeHb €TI0 AUCIIePCUU.

C ¢u3MoIOrnYecKoit TOUKU 3peHUsT TUCTIePCUST
BO3HUKAET MPU HAPYLIEHUU PETOJISIPU3ALIAU MEX-
Iy TpeMs CJIOsSIMM MUOKapia cepilia, korna gasa
penoysipu3aliud MMeeT TEHICHLUIO YIJTUHSITHCS
B cpenHeM cioe [6, 7]. BeaencrBue storo 7-BosiHa
paciuupeHa u uHTepBan mexay Tpeak u Tend npen-
CTaBJISIET OO0 TpaHCMYpaJIbHYIO AUCIEPCUIO Pe-
noaspuzauuu (TAP). IIpu cunapome LQTS TP
YBEJIMUMBAETCS U cO3MaeT (pyHKUMOHATbHbBIN CyO-
cTpar ISl TpaHCMypaJibHOM pueHTpu [7, §].

LQTS saBnsiercss ocHoBoil cuHapoma Poma-
Ho—Yopaa (cemMeiiHOe MPOsIBIEHNUE C ayTOCOMHO-
JOMUHAHTHBIM HacJeJoBaHUeM, YIJIWHEHHBIN
uHTepBanl Q—T U XeJaymouKOBble APUTMUM)
uin cuHapoma MHxepseiuta—Jlanre—HuabceHa
(Jervell—Lang—Nielsen, JLN) (cemeiiHoe mposiB-
JIEHUE C ayTOCOMHO-PELIECCUBHBIM HacCJ€0BaHU-
€M, BPOXJIeHHAasl IJIyXoTa, YIJTMHEHHBI HHTepBaJl
O—T w xenynoukoBas aputmust) [9, 10]. Onuca-
HbI TakXe JBa JIPYTMX CUHApPOMA: CUHAPOM AH-
JnepceHa U cuHApoM TUMOTH, XOTSI 10 CUX IO CY-
1LIECTBYIOT CIIOPBI O TOM, CJIEIYET JIU UX OTHOCUTD
k LQTS [11, 12].

ITpu cunnpome LQTS ynnunenune Q— T-uHTep-
BajJla MOXET MPUBECTUM K BO3HUKHOBEHUIO MOJIU-
MopdHOIT TUpyaTHOI (forsade de pointes) xxemynod-
KOBOM Taxukapauu, KOTopas caMa Mo cedbe MOXeT
CTaTb MNPUYUMHOW (PUOPUIISLIUM KEJIyJ0UYKOB
U BHE3aInHo# cepaeyHoil cmeptu. CumMTaercs, 4To
TPUTTEPOM JIJIsI BOBHUKHOBEHMSI TIUPYITA SIBJSIETCS
peakTHUBalLIMsl KaJbLIMEBbIX KaHAJIOB, pPEaKTHUBALIMS
3aJIep>KKM HAaTPUEBOTO TOKAa WJIM YMEHbIIEHUE
BHEILHETO KaJIMEBOTO TOKA, YTO MPUBOIAUT K paH-
Heit noctaenosspudauuu (PITI) u B ycnoBusix no-
BbilieHHOI TP 0ObIYHO accouuupyeTcsi ¢ IJIU-
teabHBIM OQ— T-untepBaiiom [13—15]. TP saBnsaer-
csl (PyHKLIMOHAJIBHBIM CYOCTpaTOM PUEHTPU IS
COXpaHEeHMUs TUPYITHOM Taxukapauu. OHa He TOJIb-
KO obecrieunBaeT cyocTpar JAjisi pUeHTpH, HO U yBe-
JuumnBaeT BepossTHOCTh PII, nHULMUPYS TTUPYIT
C TIOMOUIbIO YAJIMHEHUS BPEMEHHOro OKHa,
MpU KOTOPOM KaJbliMeBble KaHalIbl OCTAIOTCSI OT-
KpHIThIMU [ 16—18]. JIt060#1 TOMOJHUTEIBHbBIN (haK-
TOp, KOTOPBI MPUBOAUT K YCKOPEHUIO PEaKTHBA-

LI KaJblLMEeBbIX KaHaJIOB (HAIpUMEpP, YCUJICHUE
CUMIIAaTUYECKOM HEPBHOI CHUCTEMBI), YBEINUMBAET
puck pasutus PIT/ [19, 20].

lenemuueckue ocrnogot

Kak usBectHO, cunapom LQTS sBasieTcs pe-
3yJIbTaTOM MYTallUii psiia FTeHOB, KOAUPYIOLIUX Oe-
KA TpaHCMEMOpAaHHBIX KaJlWeBBIX, HATPHUEBBIX
1 KaJIbLIMEBbIX MOHHBIX KaHAJIOB, KOTOPbIE BhI3bIBA-
10T MX aHOMAaJIBHYIO KWHETUKY. M meHTndnnmpona-
HbI 10 MeHbleit Mmepe 10 Takux reHoB [21—23]. Oc-
HOBBIBasICh Ha T€HETHMYECKUX NAHHBIX, BBIICIISIOT
6 TunoB cuHapoma Pomano—Yoppaa, 1 T cuHapo-
Ma AHnepceHa, | Tun cuHapoma TuMoTH U 2 TUMa
cunapoMa JIxepsemta—J/lanre—Hunbcena (Taour. 1).
3amemieHre OTKPbITUS KajlueBbIX KaHaaoB B LQT1,
LQT2, LQTS5, LQT6, JLN1 n JLN2 u 3amepxKkKa 3a-
KpbITUs HatpueBoro kaHama B LQT3 mpuBopst
K TMepen30bITKY KJIETOK MUOKapaa ¢ MOJOXUTEb-
HBIMU MOHAMMU.

B GonblIMHCTBE ciyyaeB BCTPEUYAIOTCS CIIEIyIO-
mwue ¢opmbl LQTS: LQTI, LQT2 u LQT3 — B 45,
45 m 7% cnydaeB COOTBETCTBeHHO [24, 25].
IMpu LQTS ymmmnenue narepsaia O— 7T mmpoucxo-
IIAT M3-3a TePerpy3ku KJIETOK MUOKapaa IOJIOXKM-
TEJbHO 3apsKeHHBIMU MOHAMU BO BpeMsl Peroisi-
pm3anmu. B LQT1, LQT2, LQTS, LQT6 m LQT7
KaJueBble KaHaJbl 3a0JIOKMPOBAHbBI, OHU OTKPbIBA-
I0TCSI C OTMO3JaHUEM WJIM OTKPBIThI B TeYEHUE KO-
POTKOTO TMeproga OTHOCUTEIbHO HOPMAaIbHOTO
(PYHKLIMOHUPOBAHUSI. DTU M3MEHEHUS BBI3BIBAIOT
YMEHBIIIeHNe KaTUeBOTO TOKa HaApyXKy KJIETOK 1 YII-
JIMHSIOT (hasy perosipu3aluu.

LOT1

IIpu cungpome LQTI1 ren KCNQI1 (KvLQT1)
KoIaupyeT yacTb IpoTenHoB IKs MenjieHHO MHAKTU -
BUPYIOLIMX KaHaJIOB, KaHaj 3aJep>KaHHOTO BbI-
npsmiaeHus. Boisipieno 170 myTauuii (daie BCEro
MUCCEHC) aToro reHa. MIx adekr — yMeHblleHue
Hapy>KHOTO KaJuleBOro Toka. Takum oOpa3oM, Ka-
HaJIbl OCTAlOTCSI OTKPBITHIMU A0JIbIIIE, YEM OOBIYHO,
YTO MPUBOAUT K 3a/JepKKe Pernoisipu3alnu Xesy-
JIOYKOB 1 yIIMHEHUIO nHTepBaia O— T [26].

LOT?2

ITpu LQT2-tune ren HERG (KCNH?2) konupy-
€T YacTb NMPOTEUHOB OBICTPO AaKTUBUPYIOLLIMXCS Ka-
HajoB IKr, ObICTPO MHAKTUBUPYIOIINXCS KAaHAJIOB,
KaHaja 3aJepXXaHHOTro BbIMpsIMJICHUSI. MyTaluuu
B 3TOM T'€HE BbI3bIBAIOT OBICTPOE 3aKPbITUE KaJIUe-
BbIX KAHAJIOB M YMEHbIIAIOT HOpMaJibHbI# pocT IKr.
DTO TakXke MPUBOIUT K 3aJepXKKe pernoisipu3aliuu
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Taonuma 1

I'enernyeckue dopmsl cunapoma LQTS

[MopakeHHBIIT MOHHBIN TOK

Tun LQTS XPOMOCOMHBII JIOKYC MyTaHTHBI TeH

LQT]1 11pl5.5 KVLQT1 nim KCNQI
(reTepo3UroTHI)

LQT2 7q35-36 HERG, KCNH2

LQT3 3p21-24 SCNS5A

LQT4 4q25-27 ANK2, ANKB

LQTS 21922.1-22.2 KCNEI (rerepo3urotbl)

LQT6 21q22.1-22.2 MiRP1, KNCE2

LQT7 (cunapom AHaepceHa) 17923.1-q24.2 KCNJ2

LQTS (cunapom Tumotn) 12q13.3 CACNAIC

LQT9 3p25.3 CAV3

LQT10 11g23.3 SCN4B

LQT11 7q21-q22 AKAP9

LQTI12 — SNTAI

JLNI1 11pl5.5 KVLQT1 nnu KCNQI1
(rOMO3UTOTHI)

JLN2 21q22.1-22.2 KCNEI1 (romo3urotsr)

Kanuessriii (IKs)

Kanuessrit (IKr)
Hatpuessrii (INa)

HatpueBblii, kKanueBblit
U KJIbLIMEBbIA

Kanuessrii (IKs)
Kanuessrit (1Kr)
Kanuessbrit (IK1)
Kanbiuessriit (ICa-Lalpha)
Hatpuessrit (INa)
Hatpuesbiii (INa)
Kanuesnbriii (IKs)

Hatpuessrit (INa)

Kammessrit (1Ks)

Kammessrit (IKs)

B 3KellylouykKax U yIJWHEeHUIo uHTepBana Q—7.
B sToM reHe Obu1O0 0OHapyxkeHO okojo 200 myra-
uuii [27].

LOT3

BosnuknoBenune LQT3-Tumna BbI3bIBaeTCS MY-
tanusimu reHa SCNSA, oTBevalolero 3a KoampoBa-
HUe OeJIKOB HAaTpUeBOro KaHaja. Myrtauusi TUIla
gain of function BbI3bIBaeT CTOMKUI BHYTPEHHUIA Ha-
TPUEBBIN TOK B (pa3e maTo, YTO CIIOCOOCTBYET IJIM-
TeJbHOU penosisipuzauuu. Hexkotopble MyTanuu
THIIa loss of function B TOM K€ TeHe MOTYT IIPUBECTU
K pa3U4YHbIM COOBITUSIM, B TOM YHUCJIE CUHIPOMY
bpyraga. bnuto BeIsIBIeHO Oojiee S50 MyTtanmii
B 9TOM reHe [28].

Y HEeKOTOpPBIX MALMEHTOB ObLIM BbISIBJICHBI O€JI-
KM KaBEOJWHBI, OTBETCTBEHHbBIC 3a MOBBIIICHHBIN
HatpueBblit TOK B LQT3. KaBeoJibl SIBISIIOTCS Ma-
JbiMU (50—100 HM) MUKpPOIOMEHAMU, CYILIECTBYIO-
UM Ha MeMOpaHe pa3U4YHbIX KJIETOK, B TOM
Yucie KapIUOMHUOLUMTOB U (pubpobiacToB. B yact-
HoctH, TeH SCN5A oTBETCTBEHEH 3a KOOAUPOBAHUE
MOTEeHLIMAI3aBUCUMBIX HATPUEBBIX KaHAJIOB, B KO-
TOPBIX ObUIM BbISIBJIEHBI OSJIKU KaBEOJI, TOKAJIU3YI0-
muecs Ha MmeMOpaHe. TakuM o0pa3oM, OTCYTCTBHUE
WIM aHoMajbHOe (DOPMUPOBAHUE KAaBEOJ MOXET
MMETh OIpeIe/IEHHOE BO3ICICTBHE Ha IIPUTO-

HOCTb HaTpueBbIX KaHamoB. Hampumep, M. Vatta
et al. [4] mokazanu, yto npu LQT3 npoucxoast my-
TalUM IIPOTeMHAa KaBeoJMHAa-3 M 4YTO OHU MOTYT
MPUBECTU K YBEIMYEHUIO TTO3HETO HATPUEBOTO TO-
ka. KaBeoJsibl IpUCYTCTBYIOT B MeMOpaHe pa3iny-
HBIX TUIIOB KJIETOK M YYaCTBYIOT B KJIETOYHOI aK-
TUBHOCTU. TakuM 00Opa3oM, WX HapylleHMs, KakK
OXXMIAeTCs, OYOyT CBSI3aHbI C MYJILTUCUCTEMHBIMU
3a00JIeBaHUSIMU.

Hampumep, A. Rajab et al. [5] coob1imim o reHe-
TUYECKMX MYTaLIMSIX, IIPUBOISIINX K AedeKTaM Ka-
BEOJI B CEMbSIX C F€HEPAJIM30BAHHOW BPOXIAECHHON
unonuctTpodueil, KOTOpble MMEIOT psii CUCTEM-
HBIX TIPOSIBJCHUM, TaKUX KaK TUMepTpoPUIecKuii
CTeHO3 MpPUBpPATHMKA, HapylIeHUs oOpa3oBaHMSI
KOCTe, XKeJTyT0YKOBbIC apUTMUM 1 BHE3aIIHAsI Cep-
nedHas cMepTh. TOT (pakT, 4yTo MyTallMu B OeJIKax,
CBSI3aHHBIX C MOHHBIMM KaHaJIaMU, MOT'YT IIPUBECTU
K MCUYE3HOBEHMIO caMUX KaHajJoB Ha MeMOpaHe U,
clieoBaTeIbHO, 3HAYUTEJbHBIM U3MEHEHUSIM 00-
IIeTO TOKAa, J00ABUJI HOBYIO TeMy IJISI MCCJIeI0Ba-
HUII TeHEeTUYECKUX OTKJIOHEHWI, NPUBOASIINX
kK LQTS [29].

LOTH4

ITpn LQT4 ren ANK2 (ANKB) konupyeT mpo-
TeUH aHKUPUH-B. AHKUPUHBI SBJISIIOTCS afanTepa-



HEWHBA3VBHAS APUTMOJIOMS 117

MU O€JIKOB, KOTOPBIE CBSA3BIBAIOTCS C HEKOTOPBIMM
0eIKaMM MOHHbBIX KaHAJI0B, TAKUX KAK OOMEHHUKH
aHUWOHOB (xJlopujga U OukapOoHarTa), HaTpuUii-Ka-
nveBas ageHo3uHTpudocdaraza (ATdaza), mo-
TEHIIMAJYyBCTBUTEbHbBIC HATPUEBbIE KaHaJbl
(INa), Hatpuii-kanblueBbiit 0OMeHHUK (NCX wiu
INA-Ca) u kaHaJ BBICBOOOXKIEHU S Kablus (B TOM
Yyucie OMOCPeAOBAaHHOTO pelenTopamMu sl UHO-
sutonrpudocdara (IP3) wim puanoguHOBOTO pe-
uenrtopa) [30].

MyTtanum B JTaHHOM T'e¢He MOTYT U3MEHSATh pa-
00Ty HECKOJIbKMX U3 9TUX MOHHBIX KaHaJIOB. B Ko-
HEYHOM CUeTe YyBeJIMYMBaeTCsl BHYTPUKICTOUHAS
KOHIICHTpAIMS KaJbLMs, YTO MOXET IIPUBECTH
K daTtaabHONW apuTMuM. BbIsIBIEHO 5 MyTauuii
atoro reHa. Cunapom LQT4 uHTepeceH TeM, UTO
OH SIBJISIETCS XOPOIIMM IMPUMEPOM TOTO, KaK My-
Taluu OEJIKOB pa3HbIX KaHAJIOB (Hapsiay ¢ Oejka-
MM HMOHHBIX KaHaJIOB) MOTYT OBITH BOBJIEUEHBI
B matoreHe3 LQTS.

LQOTs, 6,7, 8,9, 10

ITpu LQTS, xak u nipu LQT1, reH xogupyer
O0enku kanueBoro kaHajna IKr, onHako nmpu LQTS
MIPOUCXOIUT YMEHBIIIEHE HAapY>KHOTO TOKa KaJus
n ymmmHenne Q—T-wnrtepBana. [Ipu LQT6 mpo-
ucxonut myTauus B reHe MiRP1 (KCNE2), koro-
pBINi KogupyeT OeTa-cyObenMHUILY KaJMeBBbIX Ka-
HanoB MinK — cBs3anHbiii potenH 1 (MiRP1).
KCNE2 xomupyeT 0OeTa-cyObeAMHUILY KalWeBBIX
kaHajoB IKr.

Ien LQT7 (KCNIJ2) komupyeT 2-if IpOTeNH Ka-
JIMEeBOTO KaHajia, KOTOPBI UrpaeT BaXKHYIO POJIb BO
BHyTpeHHeM pernossipusytonieM Toke (IKi), oco-
OeHHO B 3-1i (paze moreHIMana aeicTBusa. B aTom
TUNE yaIuHeHue uHTtepBasia O— 7T MeHee 3aMeTHO,
9YeM B IPYTUX, a MHOTIA OH B TIpenetax HopMEbI. [1o-
CKOJIbKY 2-i1 IPOTEMH KaJMeBOro KaHajla 3KCIpec-
CHUpYeTCS B CepAeUYHON 1 CKEJETHBIX MBIIIIIAX, CUH-
IpoM AHIEpceHa acCOIMUPOBAaH C AHOMAIMSIMM
CKEJIETHON MYCKYJaTypbl, TaKUX KaK HU3KOPOC-
JIOCTb 1 cKoJIno3 [31].

Myrauuu ipu LQTS8 B rene CACNAIC npuBo-
JISIT K OTCYTCTBMIO L-Tumna KaJibLIMEBOTO TOKa.
J1o cux mop OBIJIO 3apEeTUCTPUPOBAHO OIPAaHUUYCHHOE
quciIo ciaydaeB cuHapoMma Tumotru. OHM accouuu-
pOBaHBI C TAKUMHU aHOMAJIMSIMM, KaK BPOXKICHHBIE
MOPOKMU CepJilia, KOTHUTUBHBIE U TOBEACHYECKUE
HapylleHus, 3a00JieBaHUSI OMOPHO-JBUTAaTEIbLHOIO
amfrapara ¥ MMMYHHOM cuctemsl [32].

[Tpu LQTY reH KxonupyeT KaBeoJUH-3, KaBeo-
JISIPHBI KOMITOHEHT OeJIKa IJIa3MaTU4eCKOU MeM-
OpaHbl, YYacCTBYIOIIMA B CTPOCHUU OEIKOBOTO

kapkaca. C 3TUM OeJIKOM CBsI3aH MOTEHIIMAN3aBU-
cUMBbIii HaTpueBbI KaHaia (NaV b3). dyukuno-
HaJIbHbIE MCCEAOBAaHMS TMOKA3aau, 4YTO MYyTalluu
KaBeoJIMHa-3 CBsI3aHbl C MEPCUCTUPYIOLLIUM TTO31-
HUM HaTPUEBLIM TOKOM U OBLIM 3apeTUCTPUpPOBa-
HBI B CJIy4asiX BOSHUKHOBEHUSI CUHIpOMAa BHe3ar -
Hoit netckoit cMeptu. LQT9 u LQT4 ciyxat npu-
mepamu cuHapoMa LQTS ¢ HekaHalOBBIMU
myTtauusmu [33].

ITpu LQT10 HoBast mytauus B reHe SCNS, konu-
pytoieM 6eok NaV b4, cyobenTMHUILY ITOTSHILIMAT -
3aBUCHMOI0 HAaTpHUEBOro KaHaja cepaua NaV 1.5,
MPUBOAUT K MOJOXUTETbHOMY CABUTY B MHAKTUBA-
LIMM HaTpueBoro Toka. Ha gaHHBIE MOMEHT ObLia
OITrcaHa TOJBKO OJHA MYTAIlUs Y OMHOTO TallMeHTa.

Mymauus eena, kodupyroueeo
anvpa I-cunmpogun

Hosgeiilasi reHeTM4eckasi MMCCEHC-MYTallMsl,
cBa3anHasg ¢ LQTS, Ob1a ommcaHa B reHe, KOTO-
phIit KonupyeT anbdal-cuHTpoduH. OHA TPUBOIUT
K YBEJIMYEHUIO (DYHKIIMU HATPUEBOTO KaHajla, aHa-
JIOTUIHOMY TOMY, uTO Habonaercs npu LQT3 [34].

Cundpom LQTS, undyuuposannolii
AEKapCcmeeHHbIMU npenapamamu

BropuuyHoe (MenMKaMEHTO3HO WMHIYLIUPOBaH-
Hoe) ymauHeHue Q—T-uHTepBaja MOXKET TaKXKe
YBEJIWYUTb PUCK BO3HMKHOBEHUS KEIYI0YKOBOW
TaxyuapuT™MUuu (Harmpumep, TpeneTaHue u GuopuI-
JISIIUST KeJyIOUYKOB) M BHE3alHOW cepaeuyHou
cMmepTu. MOHHBIN MeXaHW3M aHaJIOTUYEH TOMY, YTO
HabmomaeTcs npu BpoxneHHbIx LQTS, To ecTh
B OCHOBHOM 3TO BHYTPEHHsIsl 0JioKaga KaJueBOTrO
OTTOKA.

B nononHeHue K JiekapcTBaM, KOTOpPbIe MOTEH-
LIMAJIBHO MOTYT YIUTUHUTh MHTepBasl O— T, cylecT-
BYET HECKOJILKO (PAaKTOPOB:

— JKEHCKUI 1oJI;

— BJIEKTPOJIUTHBIE HAPYLIECHUS (TUITOKATUEMMUST

U TUTIOMarHuemMusi);

— TUIOTEPMMUS;

— HapyueHue QYHKIMU IIIMTOBUIHOM XeJie3bl;

— CTPYKTYpHBIE OOJIE3HU CEPLIA;

— Opagukapausl.

Vmmnenne natepsana 0— T, BbI3BaHHOE IIpemna-
paTtamu, TakXe MOXET MMEeTb FeHeTUYeCKUii (poH,
COCTOSIIIIMIA B MPeapaciofoXXeHHOCTH MOHHBIX Ka-
HaJIOB K aHOMAaJIbHOM KMHETUKE, BEI3BAHHOI MyTa-
uel reHa iy noaumopdusmoM. Tem He MeHee
B HacTosilliee BpeMsi HeJJOCTaTOUHO JaHHbIX LIS YT-
BEpPKIACHMSI, YTO BCE TALIMEHThbl C JIEKAPCTBEHHO
WHAYLUMPOBAHHBIM YUIMHEHHBIM J— T-MHTEepBaJIOM
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nmeroT cuHapoMm LQTS, cBsi3aHHBINA C TeHeTUYEeC-
KUM MEXaHU3MOM.

AnuIEeMHUOIOT U

Ha maHHBIIT MOMEHT CYIIECTBYET TUIIOAUArHOC-
THUKA CUHApOMAa ymJnHeHHoro (Q—T-uHTepBaja.
DT0 cBsi3aHO ¢ TeM, 4To 10—15% HocuTeneir MyTa-
WU B TeHAX MMEIOT HOpMaJIbHbIEe 3HAUYEHUST KOPPH-
rupoBaHHoro Q—T-uHTepBana. PacrmpocTpaHeH-
HocTh LQTS TpymHO olleHMTh, OMHAKO B HACTOSI-
lee BpeMsl YacTOTa OMATHOCTUKM CUHApPOMA
yBennuuBaeTcsi. LQTS BoisBasieTcst B 1 ciaydyae u3
10 000 [35].

Cmepmuocmp u 3a604eeaemocmp

Cungpom LQTS moxeT mpuBeCTM K CHHKOIE
Y BHE3aITHO# CepleyHOI CMEepPTH, UTO, KaK MpaBU-
JIO, MPOUCXOAUT Yy 3I0POBBIX MOJIOABIX JIIOJEH.
B CIIA ot LQTS exxeronHo ymupaoT okoJjo 4000
yesjgoBeK. KyMyasITUBHBIN MoKazaTejlb CMEPTHOCTU
Jnocturaet npumepHo 6% B Bo3pacte 40 jer [27].
XoTsl BHe3amHasg CMepTh OOBIYHO TMPOUCXOAUT
Y CUMITTOMATUIHBIX 00TBHBIX, B 30% ciydaeB BCC
HaCTYIaeT Mocje NeEPBOro 3MMU30Ja CUHKOIE. DTOT
¢axT momuepkmMBaeT BaxkKHOCTb AuarHocTuku LQTS
B IOCUMIITOMHOM Tlepuojie. B 3aBucuMOCTU OT TU-
a CyLIECTBYIOLIEH MyTalluy BHe3aITHasl cepieyHast
CMEpPTh MOXKET MPOU3OUTU BO BpeMs (hU3MUYECKUX
yIpaXHEeHUI, SMOLIMOHAJIBHOTO CTpecca, B COCTOS -
HUM TTIOKOST Wi cHa. Ecth cBs3b Tvima LQT4 ¢ mapok-
CU3MaJIbHOM MepLaTeJbHOM apUTMUEHA.

MccrnenoBaHus T1oKas3alu CHUXEHUE pPHUCKa
BCC nHa ¢onHe MeauKaMEHTO3HOI Tepanuu IIpu
LQT1 u LQT2 o cpaBHenuto ¢ LQT3. Hesposoru-
YeCcKU# AedULIUT Mocjie 3MU3010B OCTAHOBKU CEeP/I-
112 MOXET OCJIOXXHUTh TeueHue 0O0JIe3HMU.

Bausanue noaoesoii npunaoaexcnocmu

LQTS wuamie AWarHOCTUPYETCS Y KEHIIWH
(60—70% cnydgaeB). IlpeobOmamanne OOJBHBIX
JKEHCKOI'O MoJla MOXET ObITh CBSI3aHO C TeM, YTO
¢ TToMoIbio dopmyasl bazerra y KeHIINH BBISIB-
JsieTcss uHtepBan O—7T, OTHOCUTEIbHO YIJMHEH-
HBII TT0 CPaBHEHUIO C TAKOBBIM Y MYXXUYMH, XOTSI
MPU 3TOM CMEPTHOCTh CPEIM MOJIOABIX MYKIMH
BhILIE [24, 25].

Y XeHIIH 6epeMeHHOCTh He YBeTMYMBaeT Jac-
TOTY CEPAEYHO-COCYIUCTBIX COOBITUI, B TO BpeMs
KakK B ITOCJIEPOIOBOM MEPHUOE TAKON PUCK CYIIECT-
BEHHO TTOBBIIIIACTCSI, 0COOEHHO B IOATPYIIIIC Al -
eHToK ¢ LQT2. CepneuHble COOLITHS TECHO CBsI3a-
HBI ¢ MEHCTpyanueil. Bbuto BBISIBIEHO, UTO PHCK

CepAEUYHO-COCYIUCThIX COOBITUI (TJIaBHBIM OOpa-
30M B BHIE MOBTOPSIIONINXCST SITM30I0B CUHKOIIE)
3HAUUTEJbHO (B 3—8 pa3) BbIlle Y XKEHILUH ¢ CUH/I-
poMom LQT?2 Bo Bpemsi 1 miocjie Hauajia MeHOTay3bl
10 CPABHEHUIO C PEMPOAYKTUBHBIM BO3PACTOM.

Bausnaune BO3pacTa

OOBIYHO CEePAEUYHO-COCYIUCThIE COOBITUS (CUH-
KOTle, OCTAaHOBKA CEPACYHON NesITeTbHOCTU, BHE-
3arHasi CMepTh) BO3HUMKalOT y mauueHToB ¢ LQTS
B IETCKOM, TOAPOCTKOBOM WJIM IOHOIIIECKOM BO3-
pacte. Tem He MeHee 3TOT CUHAPOM ObLIT MIEHTU-
GUIIMPOBaH M Y B3POCIBIX B KOHIIE TISTOTO IECITH -
netus xu3Hu. Puck cmepty ot LQTS B Bo3pacte
muaaiie 10 JeT y MaJIbuMKOB BBILIE, YEM Y I€BOYEK;
ITOCJIe 9TOTO PUCKU OMMHAKOBBIC.

Kinunanueckue oco0eHHOCTH

Cunapom LQTS, kak npaBuio, IMarHOCTUPYET-
¢ 1ocJie TOro, Kak YeJIOBEK MEPEHeC CEPIEUYHOE CO-
ObITHE (CMHKOIIE, OCTAaHOBKY cepaua). B HekoTo-
peix curyauusx LQTS mumarHoctupyercs mocie
BHE3alHOW CMepTu uesioBeka. MHorma nuarHos
LQTS ycranapiuBaetcs 1o yIJIMHEHUIO MHTepBaJia
Q—Twna OKI.

AHaMHe3 cepJeYHbIX COOBITUIA SIBJISIETCSI HAN0O-
Jiee TUIUYHBIM KJIMHUYECKUM TPOSIBJICHUEM Y Ta-
mueHToB ¢ LQTS. ®usnueckue yrpaxkHeHUsI, Ia-
BaHME WJIM SMOLIMU MOTYT BbI3BaTb CepleUYHbIE CO-
OBbITHS, HO OHU TakKXe MOTYT BO3HUKATb BO BpeMsl
cHa. MHuumupyouye ¢hakTopbl HECKOJbKO OTJIM-
4aloTCs B 3aBUCUMOCTH OT FeHOTUMNA. Y MallMeHTOB
¢ LQT1 cepneuyHbIM COOBITUSIM OOBIYHO TTPEAIIECT-
BYIOT (u3nuuecKue YMNpaxHEeHUs WIW TlJIaBaHue.
BHesanHoe Bo3aeiicTBUE XOJIOJHOM BO/bI HA JIUIIO
MauMeHTa, Kak moJjiaraloT, BbI3bIBalOT BArOTOHUYEC-
kuii pediaekc. ¥ namueHtoB ¢ LQT2 aputmus mo-
JKET TIOSIBUThCSI MOCJIe SMOLMOHAIBHOTO TepeXku-
BaHWUSI, YIIPaXKHEHWSI WM BO3IEUCTBUSI 3BYKOBOTO
paznpaxutens (Hampumep, IBEPHOrO WU Teje-
¢doHHOro 3B0HKa). Y mauueHToB ¢ LQT3, kak mpa-
BWJIO, Cep/ieuHble COOBITUSI BO3ZHUKAIOT BO BpeMs
HOYHOTO CHa.

[ToTeps cyxa (TYyroyxocTh) y HallMEHTA 1 WICHOB
€ro CeMbU MOXET YKa3blBaTh HA BO3MOXXHOCTb HAJIU-
ynst cuHapoma Jxxeppeina—Jlanre—Hubcena [8].

Nnudopmanuss o ToM, Kakoe JieueHue IIPOBO-
IUTCS y TallMeHTa, UMeeT pellalollee 3HaueHUe
st iuddepeHInaibHON TMarHOCTUKU BPOXKIEH-
Hbix LQTS u jekapcTBEHHO MHIYLMPOBAHHOIO
yuauHeHus1 uHTepBajia Q— T (KOTOpoe Takxke MO-
>KET UMEeTh reHeTuuyeckuil hoH). CeMeilHblii aHaM-
He3 TMepeHeCceHHOM OCTaHOBKM cepjilla U BHe3ar-
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HOIi CMepPTU, OCOOEHHO B MOJIOJIOM BO3pacTe, MO-
JKEeT yKa3blBaTh Ha BPOXIEHHbBIN (CeMeiHbIl) Ba-
puant LQTS.

Mnddepennnanbaas AHarHoCcTHKA

Huddepenumanbabie nuardHo3sl LQTS BKIIOYaloT:

— MeIMKaMEHTO3HO MHAYLMPOBAHHOE YIJUHE-
Hue uHtepsBana Q—T;

— ymiuHeHue Q—T-uHTepBaia BCIEACTBUE Ha-
JINUMS Ipyrux 3a0ojieBaHUii, HAlIpUMep WH-
(apkTa Muokapaa, KpOBOU3IUSHUS B MO3T;

— CHUHKOIIE;

— Ba3oBarajibHble CUHKOIIE;

— CyIlOpoTH;

— BHE3aITHYI0 CepJeYHYI0 CMEPTb.

B npyrux ciyyasx y 310poBbIX JTIOAEH NPUUMHOMI
CUHKOIIe, CEpIEeYHOro MpHUCTyNa WM BHE3aITHOM
cMmeptu kKpoMe LQTS Takske MOryT CTaTh TUIIEPTPO-
(uueckas xapauomuomnaTtus, cuHapoMm bpyrama
W apuUTMOTEHHasl IUCIIa3usl MPaBOTO XKeJyaouka
[15, 16].

ZII/IaI‘HOCTI/IKa u 06c11e,u013anne

HaHHble OOBEKTMBHOTO OOCIeNOBaHUS, Kak
MpaBuJiO, HE TIOMOTalT YCTAHOBUTbH JIMArHoO3
LQTS, xoTs1 y HEKOTOpPbIX MallMEHTOB MOXKET Ha-
OnrogaThesl Upe3MepHas OpamukKapausi, He Xapak-
TepHasi 71 JaHHOTO Bo3pacTa. BpoxaeHHast riyxo-
Ta y 4acTW TMalMeHTOB MOXET CBUIETEIbCTBOBATDH
O BO3MOXHOCTU cuHApoMa JIxepBemna—JlaH-
re—HwuibceHa. AHOMaAMIMKM CKEJIETHOW MYCKYyJaTy-
PbI, HEBBICOKMI POCT U CKOJIMO3 Y OOJbHBIX acco-
nuupoBaHbl ¢ TunoM LQT7 (cuHapom AHiepceHa);
HaJInyue BPOXIAEHHOTO MOpoKa cep/iia, KOTHUTUB-
HBIX M TOBEIEHUYECKMX HapylIeHUWI, 3a0ojieBaHUI
OINOPHO-JBUTaTE/IbHOTO armnapara U MMMYHHOM
JUC(YHKIIMM XapaKTepHO JUIsI OOJbHBIX C TUIIOM
LQTS8 (cunapom Tumotn) [8].

[lepedyeHb qMarHOCTUYECKUX MPOLEAYD Y Malu-
eHTOB ¢ nopo3peHueM Ha LQTS:

— HccleJ0BaHME YpOBHEW Kajliusi U MarHus
B KPOBU;

— wucclienoBaHue (pyHKIMU IIMTOBUIHON XKeJe3bl;

— aJIeKTpoKapauorpadus naudeHTa U 4ieHOB
€ro CeMbH;

— ¢hapMakojioruueckasl mpoBoKalus ¢ aapeHa-
JIMHOM WJIM U30MPOTEPEHOJIOM y MAllMEeHTOB C T0-
TPAaHUYHBIM TMPOSIBJIEHUEM;

— TE€HETUYECKOE MHCClieoBaHUE
U YJIEHOB €T0 CEMbM.

HeoOxomumo peryjasipHO IIpOBEpSITh YPOBEHb
CBIBOPOTOYHOI'O Kajusi (a WMHOrAa W MarHus)
U (QYHKIMIO IIMTOBUIHOMN Kejie3bl y MalKMeHTOB

nanmeHTa

¢ LQTS, nepeHecminx cepacyHble COOBITHS, YTOObI
WUCKIIFOUUTh BTOPUYHbIE MPUYMHBLI HAPYIIEHUS pe-
MOJISIpU3alAN.

Dopmyaa bazemma

AHanm3 TMPOAOIKUTEIBHOCTH PETIONSIPU3AIINN
(O—1Tc) v moponorun Ha KT maumenTa u KT ero
POICTBEHHMKOB YaCTO TIPUBOAMT K TOYHOM TMarHOC-
tnke. MnrepBan O— 7 nHa DKI, uaMepeHHbI OT Havya-
Jia komruiekca QRS no koHua 3youa 7, npeacrapisieT
€000l TTPOAOKUTELHOCTD TIPOLIECCOB aKTUBALIUU
U BOCCTAaHOBJIEHUsI MMOKapjaa (3JeKTPUYECKYl aK-
TUBHOCTbD) KeynoukoB. MutepBan O—T, paccunTaH-
HbII OTHOCUTEJIbHO YacTOThl CEpACUHbIX COKpallle-
HUiA, — KOPpUTrMpoOBaHHbII UHTepBai (Q—17c¢). Pac-
yeTHbIE Q—Tc-uHTEepBaJl HUBEJIUPYET Pa3TUUUS
(akTUYECKOI WINTEIbHOCTY MHTepBaia Q— T Ha pa3-
JIMYHBIX YacCTOTaX CEPIEYHOrO PUTMA, TIPUBOMIS €ro
K JJIATEIBHOCTH, COOTBETCTBYIOIIEH 4acTOTe pyUTMa
60 yi/MUH, 1 TIpeICTaBIsIeT cO00M YHUBEPCATbHBII
rokasaresib MPOAOKUTEIbHOCTU 3JIEKTPUUYECKOM
CUCTOJIBI XeaynoykoB. Murepsan Q—7Tc Oosblie
0,44 c, kaK 1paBuJI0, CYUMTAETCS OTKJIOHEHHUEM, XOTSI
B HopMe 3HadyeHus1 O—T¢ MoryT OBITh U OoJIee M-
TeJIbHBIC, YTO HAOJIIOMAETCS Y TAIlMEHTOB XXEHCKOTO
nona (no 0,46 c¢). Jliusa pacyeta KOPpPUTMPOBAHHOTO
O—Te-uHTepBaa Jaie BCEro UCIOoIb3yeTcs (DOpMy-
Jia baserra:

O—Tc=Q0—-T /Y R—R (B cexyHmax).

Jist TouHoro uamepeHus uHrepsaia 0— 1T 0THO-
mweHust Q—7T ¢ uHTepBaioM R—R AOJXKHBI OBITH
BOCIIPOU3BOAUMBIMHU. DTO OCOOEHHO BaxKHO B TeX
clyJasix, KOrja 4actoTa CepIe4YHbIX COKpallleHU
meHee 50 yn/mMuH unu 6osee 120 yn/MuH, a TakxKe
y CIIOPTCMEHOB WJM AeTel, KOorma OTMedaceTcs
Oonpinast BapuabensbHOCTh R—R-nHTepBaia. B ta-
KHUX ClTydasix HeOOXOAMMO BBIMOJHUTh HECKOJIBKO
oosnee mmuTenabHbiX 3anuceit DKI. Haubonbinas
VITMHeHHOCTh Q— T-mHTepBaja, Kak IMpaBujIo, Ha-
OnogaeTcss B MpPaBbIX TPYAHBIX OTBEACHUSIX.
ITpy HaMuMM 3HAYUTENIbHBIX Bapualluii MHTEpBa-
0B R—R Ha ODKI (MepuaTenbHast apuTMUsI, IKTO-
usl) ornpeaeaeHue KOppUrupoBaHHOIO MHTEpBaja
Q—T 3aTpynHEHO.

HMHcTpyMeHTaIbHbIE HCCeN0BaHuUs (Hapumep,
axoKapauorpadusi, MarHUTHO-pPE30HAHCHAs TOMO-
rpagusi) MOTYT JIMIIb ITIOMOYb MCKIIIOUUTh JAPYTrue
MOTEHUMAJTbHO BO3MOXKHbIE MPUUYMHBI, BbI3bIBAIO-
IIe pa3BUTHE apUTMUI (TumepTpodrdeckas Kap-
NMOMMOMATUS, apUTMOTEHHAsl AUCTIIa3Usl TPaBoOro
JKeJyAouKa) WM acCOUMMPOBAHHbBIE BPOXIEHHbBIE
MOPOKU cepilia y HeOOJbIIONW 4YacTh Jiojaei
¢ LQTS, Takux kak mauueHTbl ¢ LQTS.
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Jluaenocmuueckue kpumepuu

KnmHnka cuHKOITe WJIM BHE3aITHOM CepIeuHOM
CMEpPTH B COUYETAHUU C YIUuHeHueM Q— T-uHTepBa-
na Ha OKI, kak mpaBuiio, IpeanoaaraeT HaJludue
LQTS u tpebyeT nposeneHusi FeHeTUYECKOM auar-
HOCTUKU 3200JieBaHUSI. Y MHOTI'MX TMallMeHTOB, OfI-
HaKO, MOTYT OTCYTCTBOBAaThb TUITUYHBIC TTPU3HAKU.
BcrenctBre 3Toro HeOOXOAMMO MPOBOAUTH APYTUE
tectbl. B 1993 . PJ. Schwartz et al. [8] mpemtoxunu
OWarHOCTUYECKHE KPUTEPUU, KOTOPhIE MO CHUX TTOP
CJTy>XaT B KaUeCTBE HaWIY4IIWX JUIST Bpadelt. B aToii
MOJIeNI KPUTEPUM paslesieHbl Ha TPU OCHOBHBIC
KaTeropMu, Kak rnokazaHo B Tabmiuie 2. Makcu-
MaJIbHBIN 0aju1 — 9, 6aj OoJjiee 3 yKa3bIBaeT Ha BhI-
cokyio BeposaTHocTh Hamuuusa LQTS. LQTS
JUATHOCTUPYETCSl, KOTja IoKaszaTelb CTAaHOBUTCS
oonee 3.

Anexmpokapduoepaguueckue NpUHaKu

HawnbGosnee 1ojie3HbIMU KPUTEPUSIMU SIBJISTIOTCS
OKTI-npusHaku: ynauHeHue uHtepBajia Q—7T, Ha-
JIMUKE MUPYITA, ajibTepHalvs T-BOJH U UBMEHEHUS
Mopdosornn T-BonH (7T-BojiHA C IIUPOKUM OCHO-
BaHUEM, 3a3yOpeHHbIe 3yO1ibl 7' B 3 OTBEJACHUSIX).

BrisiBieHa Koppeasdiuuss Mexay TUTIOM MyTallun
1 Mopdosioru T-BOJHBI. T-BOJIHBI C IITUPOKUM OC-
HoBaHMeM uvaiie HaOmopatorcs npu LQT1, 3a3yo-
peHHble T-3y01el — pu LQT2. Tlpu LQT3 7-Bo-
HbI MOTYT OBITb B HOPME, C IJIMHHBIM U303JIEKTPU-
yecKUM cerMeHToM ST.

VYIIMHEHHBIT KOPPUTHUPOBAHHBIN WHTEpBAI
QO—Tc ompenensieTcsl ¢ y4eToM Bo3pacTa M ITojia
(Tabm. 3). Kak yxe O0buto ckazaHo, Q— Ic paccum-
TBHIBA€TCS MyTeM OejieHuss uamepeHHoro Q—7 Ha
KBaJpaTHbI KOpeHb U3 MHTepBajsia R—R, o0a u3
KOTOPBIX M3MEPSIOTCS B CEKyHIax. YIIWHEHUE
Q—Te-unrtepBana 1o nokasarens oonee 0,46 ¢ yka-
3bIBa€T Ha BBICOKYIO BepOsITHOCTh Hasimuust LQTS
(puc. 1).

Tem He MeHee mpuMmepHo B 10—15% cnyuyaes
¢ reHetndecku noarBepxkaeHHBIM LQTS Ha DKI
BBISIBJISTIIOTCS peepeHTHbIC 3HAUYeHUsI MHTepBaia
Q—1Tc (puc. 2).

V nanueHToB ¢ nomo3peHueM Ha LQTS u no-
IPaHUIHBIMU 3HaYeHUIMH Q—T¢ (WM YeTHBIMU
3HAYEHUSIMU B pepepeHTHOM auaIia3oHe) Ha CTaH-
nmaptHoii OKI wan y 00abHBIX ¢ 2—3 OayutaMu Ha
OCHOBE TMarHOCTUIECKNX KPUTEPHEB aHAIN3 TMHA -
MHWYECKOTO M3MEHEHUS TMPOJOTXKUTEIbHOCTU
uHTepBaja Q— T¢ Bo BpeMs BoinoHeHust OKI ¢ Ha-
IPY3KOI MU JJTUTETHLHOTO XOJITEPOBCKOTO MOHUTO-
pUpOBaHMSI AaeT BO3MOXHOCTb BBISIBUTDH Je3aaarl-
Tanuio nHTepBasia 0— 7' K N3MEHEHUTO 9YaCTOTHI Cep-
neunbix cokpameHuit (YCC). Ymnunenue Q—7Tc
MOXET ObITh 3aMeTHBIM Tpu Bbicokoit HCC. XKeny-
JIOYKOBBIE apUTMUM PENKO BO3HUKAIOT BO BpEMs
Harpy3o4Hoi MpoObl WU TPU XOJTEPOBCKOM MO-
"uropupoBaHun DKI' y mamuentoB ¢ LQTS. Ot-
CYTCTBYIOT JaHHbIE, CBUACTEIbCTBYIOIIUE O TOM,
YTO TIPH IEKTPODUINOTOTUUECKOM UCCIeTOBAHNHT

Tabnuma 2

I[narﬂocndqecxne KpuTepun

Kpurtepuu 3HaueHust
OKT-mpusHaku (pu OTCYTCTBUU Q—Tc (o opmyne bazerra) > 480 Mc 3
Egg;ﬁgﬁ; I;Ia HMX MpenaparoB UIn 460—469 Mc )
450—459 Mmc (y MyXuuH) 1
[Tupyat 2
W3menenue T-BOIHBI 1
3a3yopeHHbIe 7-3yOLbl B 3 OTBEACHMSIX 1
Huskas YCC mnst manHOTO Bo3pacTa (HIKe 2-TO TIPOLICHTHIIS) 0,5
Knunuueckuit aHaMHe3 CuHkorie CO CTpeccoM 2
0e3 cTpecca 1
BpoxnenHas riyxora 0,5
CeMeliHbII aHaMHe3* A. UneHbI ceMbU ¢ BBISIBIEHHBIM Y HUX LQTS 1
B. BHeszanHasi cMepTh HEM3BECTHOM 3TUOJIOTUU Y OJIMKAKILIETO 0,5
poICTBeHHUKA B Bo3pacTte MeHee 30 et

* OIUH U TOT Ke YJIEH CEMbU HEe MOXeT ObITh OTHECEeH K A 1 B.
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Tabnuma 3
Onpenenenne uatepsaia Q—Ic ¢ yyeTom Bo3pacrta u noJja, ¢
Ipynna VYnnuneHHslit Q—T¢ IMorpanuunbiit Q—171¢ PedepenTHbie 3HaUEHUS
Hetn Maaniie 15 €T 1 HOBOPOXKIEHHBIE > 0,46 0,44—0,46 <0,44
My>XXUMHBI > 0,45 0,43—-0,45 <0,43
Kenmmnaer > 0,46 0,45-0,46 <0,45

Puc. 1. OKI 15-netHero roHomu ¢ cuaapomoM LQTS: ormeuaercs ymmuHeHue nuHTepsBaina Q— 71 (uHtepBan R—R co-
crasuia 1,00 ¢, uarepsan Q—T — 0,56 ¢, KoppurupoBaHHbIii Q— T-unrtepsan — 0,56 ¢); aHoManbHass MOPMOIOTHUSI pe-
MoJISIpU3aliuK HaOJII01aeTCsl TTOUTH B KaXIIOM OTBEIEHUU (OCTPOKOHEUHbIe 7-BOJHBI, cerMeHT S7 ¢ HakiioHoM). bpa-
IUKapaus sIBJIsieTcs o01Ieit yepToit y manueHToB ¢ LQTS

Puc. 2. OKI 12-n1eTHeit meBodky ¢ reHeTnIecKu rmoaTBepxkaeHHBIM LQTS n morpannuHbiMu 3HaYeHUAMU Q— 1¢: Ipo-
JOJKUTENBLHOCTh MHTEpBajia R—R coctasmia 0,68 ¢, unrepsana Q—7 — 0,36 ¢, unrtepsana Q—T¢ — 0,44 c¢; obpamaeT
Ha ce0sl BHMMaHUe aHOMaJibHast Mopdosiorus 3youa 7 (3a3yopeHusi) B oTBeaeHUsIX V2—V4
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MOMNBITKY WHAYLIUPOBATH XEJIYIOUYKOBYIO TaxuKap-
JUI0 00JIeryaroT MOCTAHOBKY JMAarHo3a.

bpaoduxapous u maxurxapous

CrenyeT oOpalath 0co00e BHUMaHME Ha HaIU-
yye OpamukKapauy W Taxukapauu. bpamukapaus
BXOJIUT B IMAarHOCTUYECKHUE KPUTEPUU U 100ABISIET
0,5 6anna x oOmemy cuety. Taxukapaust ToXe Tpe-
OyeT 0co00ro BHMMaHMUsI, TIOCKOJIbKY MPU HEll BO3-
MOXHa TUTIIEpKOppeKI1Ins uHTepBasia Q—7¢ (Hanpu-
Mep, y IeTeil paHHero Bo3pacTa).

Buaumble anpTepHauuu 7T-BOJH y TalMeHTa
¢ LQTS yka3pIBalOT Ha IIOBBIIIEHHBII PUCK BO3-
HUKHOBEHMSI CepASYHbIX apUTMUI (MTUPYST U HUO-
PULISILIMS XKEJTyTOYKOB).

OOHapyXeHMe MUKpoajbTepHaluii 7T-BOJH
MMEET HU3KYIO YYBCTBUTEIBbHOCTh M BHICOKYIO CITe-
mudpuyHocTh B nuarHoctuke LQTS. ITpornoctu-
YecKoe 3HaYeHUe He UCCIIEeIOBaHO.

(Dapmalcwweuttecxaﬂ npoeoxkauus

dapmakoornyeckasi mpoBOKaIUs ¢ aapeHar-
HOM WJIM M30IMPOTEPEHOJOM MOMOTaeT B AUArHOC-
ke LQTS y naieHTOB ¢ HOrpaHUIHbBIM IIPOSIBIIC-
HueM. OHa TakKe MOXET MPeJoCTaBUTh MHMOpMa-
LIMIO O TUIIE MyTallUiA.

Obcaedosanue uaenoe cemou

BaxuHo umzyuuts DKI' mpencraButesieil cembu
namueHTa ¢ LQTS mns monydeHus IOoapoOHOro
aHaMHe3a U IpoBeAcHUS (PU3MKaJIbHOro 00CIeno-
BaHusi. OmHako oTtcyTcTBue BDKI-npusHakos
LQTS cpenu uieHOB ceMbd HE MCKJIOYAET Halu-
yug LQTS. B maecasbHOM BapuaHTE BCE YJICHBI
CeMbU JOJIKHBI ObITh ITPOBEPEHbI HA HAJIMYUE MY-
TalMii, YTOObI OTPAaHUYMTH HEOOJIBIIIOM, HO BCE XKe
CYIIECTBYIOIIMI PUCK BO3HUKHOBEHUSI apUTMUU
W BHE3aIHOW cepiaeyHoil cmepTu. TecTupoBaHuUe
0COOEHHO aKTyaJdbHO, €CJM MalMEeHT MPUHUMAET
npernapar, KOTOpblii yaauHseT uHtepBai Q—T.

lenemuueckoe mecmupoeanue

IMTauuenTam ¢ knnHudyeckuMu i SKI-miposis-
neHussMu LQTS HeoOxonumo npoBeneHne reHeTr -
YECKOIo MCCIeAOBAaHUS ¢ LEIbI0 OINpeaesIeHUS MYy-
tanuii. [eHeTMUecKoe uccleqoBaHUE Ha Haau4yue
un3BecTHBIX MyTauuii B JIHK mocrynHo B cnenmanm-
3UPOBAHHBIX LIeHTpax. MaeHTudukauus TreHeTU-
yeckKMX MyTauumii moarBepxnpaetT auarHo3 LQTS.
Tem He MeHee oTpulIaTeIbHBIN Pe3yIbTaT IIPU FeHe-
TUYECKOM MCCJIeOBAaHUM OTrpaHUYMBAET JIUATHOC-
TUUYECKOE 3HAUEHME, TTOCKOIBKY B HACTOSIIEE Bpe-
MsI U3BECTHO JIMILB 0KOJIO 50% MyTaluii y TalueH-

ToB ¢ LQTS. OcraBiasics IT0JIOBMHA ITallUEHTOB
¢ LQTS MoxeT uMeTh MyTallluy e1lle HE U3BECTHBIX
reHoB. TaknuM o6Gpa3oM, reHeTUYEeCKOe MCCIIea0Ba-
HHUE UMEET BBICOKYIO CITELM(UYHOCTh, HO HU3KYIO
YYBCTBUTEJIBHOCTD.

Pealcuuﬂ HA U3MEHEHUE NOAOHCEHUA

B 2010 . uccnemosanue S. Viskin et al. [1] moka-
3aJ10, YTO OXKMIAEMOT0 YMEHbIIECHUS ITTUTEIbHOCTU
nHTepBasia Q—7 B OTBET HAa CMHYCOBYIO TaXWKap-
10, WHAYLUWPOBAHHYIO TEPEMEHON IOJOXEeHUS
TeJla U3 JiexXadyero B crosuee, y nauveHToB ¢ LQTS
He mpoucxoauT. Ha camom nmene y TalMeHTOB
¢ LQTS wunHrepBan Q—71¢ npu nepexoie B cTosuee
TTOJIOKEHNE YBEIMUMBACTCS, a TAKKE YBETMINBACT-
Ccsl KOJMYECTBO KEJYyHOYKOBBIX OKCTPACHCTOJI.
CuuraeTcs, 4TO yyIMHeHMEe nHTepBana Q— 1¢ B cTo-
sS9YeM TIOJIOKEHUM CBS3aHO C YCHJIEHMEM TOHYyca
CHMITaTUYECKOM HEPBHOM CHUCTEMBI, K 3TO MOXKET
WMETh BaXKHOE TMAaTHOCTUYECKOe 3HAYeHUE Y OOJThb-
Hbix ¢ LQTS. YBenuuenue Q—71¢ B OTBET Ha M3Me-
HEeHUE TOJIOXKEHUS MOXET COXPAHATHCS Y OOJIBHBIX
¢ LQTS naxe nocie Hopmanuzauuu YCC.

Kpowme Toro, jaHHoe ucciegoBaHue MOXET CBU-
NMETENBCTBOBATh O TOM, YTO TIPOIIECC BCTaBaHUS
y nauueHToB ¢ LQTS, BOo3MOXHO, accouuMpoBaH
¢ yBeImIeHeM (POKYCHOM aKTUBHOCTH U XKeJTyI04-
KoBoit aputMmuu. [loaTOMy CHHKOTIE, BO3HHMKAIO-
1Iee B Mpoliecce BctaBaHus y nammeHToB ¢ LQTS,
HEe MOXET OBITh CBSI3aHO C Ba3oBarajibHOI peak-
LIMell, OMHAKO MOXET MPEeACTaBIsITh co00il Gosee
OITaCHOE COCTOSTHHUE.

Jleuenue

(Dapmalcwtoeuttecxaﬂ mepanus

bera-06yi0KaTophl cleayeT Ha3HayaTh MallWCH-
TaM, Y KOTOPBIX €CTh YIJIMHEHHbI O— Tc-uHTEepBa
(6onee 460 Mc y keHIIMH U 6ojiee 440 MC y MyX-
gyuH). OHM TakXe IMOKa3aHbl TMallleHTaM ¢ HOp-
MaJbHBIM 3HauyeHueM uHTepBasia O—7c (knacc Ila
pekoMenpaumii) [36, 37]. Bera-610KaTOphl SIBIIS-
I0TCS TIpernapaTaMy BbIOOpa JJIsT JIeUeHUST TTallieH-
ToB ¢ LQTS u BKJIIOYaloT B ce0s ciaeayonue npe-
rmaparhl:

— MPONPAHOJIOII,

— HajoJIo,

— METOMPOJIO;

— aTeHOoJIOJ.

Bera-61okaTopbl TIpeIOTBpAIlAlOT pPa3BUTHUE
cepIeYHbIX COOBITUI TpUMepHO Y 70% IalieHToB,
B TO BpeMsI KakK y ocTaBimxcs 30% malieHToB cep-
JIeYHble COOBITHS IIPOJOJIKAIOT TPOMCXOIUTH,
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HecMOTpsl Ha pueM OeTta-00kaTopoB. [1ponpaHo-
JIOJT ¥ HAZIOJION SIBJISTIOTCST HAMOO0JIee YaCTO MCIOJb-
3yeMbIMM TIperapatamMu, XOTsS aTeHOJIOJ U MeTOo-
MpoJIOJI TakKe HazHayaroTcs nammeHTam ¢ LQTS.
PaznuuHbie 6eTa-010KaTOPbl AEMOHCTPUPYIOT OAU-
HaKOBYIO 3(D(eKTUBHOCTH B TIPEIOTBPAIICHUN Cep-
JIeYHBIX cOObITUH y mauueHToB ¢ LQTS.

OTBeT Ha Tepamnuio Oera-0JoKaTOpaMM MOXET
W3MEHATHCA B 3aBUCUMOCTH OT WHHUIIUMPYIOIIETO
dakropa. Uccaenosanue I. Goldenberg et al. moka-
3aj10, uto y nauueHToB ¢ LQT1 Tepanus 6eta-6J10-
Katopamu 3¢ ¢GeKTUBHA, KOraa NpUYrMHON cepaey-
HOTO COOBITHUS SIBJISIETCSI (DU3NUECKOE YIIPaXKHEHUE,
HO Hea((EeKTUBHA, €C/IM CEPIeUYHOE COOBITUE MPO-
VICXOAUT BO BpEeMsI CHa WJIU MTPOOYKICHUSI.

XoTd B TeYeHNEe MHOTHX JIET peKOMeHIyeMast 10-
3a 6eTa-0JI0KaTOpOB OblJIa OTHOCUTEIbHO BBICOKOM
(HampuMep, TPOTNpaHoJI0a 3 MI/KT B IeHb, uin 210
MT B JIeHb IJIs1 4yesioBeKa BecoM 70 KT), COBpeMeH-
HbIE JaHHbIE MTOKA3bIBAIOT, UTO 00JIee HU3KUE 03bI
OKAa3bIBAIOT TaKOM K¢ 3alTUTHBIN 3 (EKT.

Xupypeuueckoe aeuenue

VY nauuentoB ¢ LQTS MoOryT BBINOJHSTHCS Clie-
JYIOIINE XUPYPIrUUECKUE BMEIIATENbCTBA:

— UMIUIAHTAlMSI KapauoBepTepoB-AehUOpu-
JISITOPOB;

— WUMILUIAHTalUMs KapAUOCTUMYJISITOPOB;

— JIeBas MIEHHO-TpyAHAsI CUMITaTIKTOMMUSI.

Kapouocmumynsmopwi
u Kapouosepmepol-0e@uoOPUAIIAMOPbLL

MmrinaHTUpyemMble KapauoBepTepbl-nehudpu-
sstopbl (MKJI) momkHbI OBITH UCIIOJB30BAHBI Y Ma-
LIMEHTOB, MEPEHECIIUX OCTAHOBKY Cep/la; UX TaK-
K€ PEKOMEHIYETCSl MMILJIAaHTUPOBaTh MallMeHTaM
c obMopokamMu MNpu TIpueme 0OeTa-0J0KaTOPOB
(knacc Ila pekomeHmanmii).

HMKJI moryr paccMaTpuBaTbCs UL IEPBUYHOM
NpopUJaKTUKU y MALMEHTOB C MpearoaracMbiM
BBICOKMM PHCKOM Pa3BUTHUS CEPHCUHBIX COOBITHIA
(xn1acc IIb pekoMeHnaiuii), B Tom unciae ¢ LQT2,
LQT3 u unrepBanom Q—Tc 6oaee 500 mc [38]. TTo-
KazaHa BbIicokasl a¢ddekTruBHocTh MKJI B mpengot-
BpallleHUW BHE3alMHOM cepAeuyHOi CMepTH Y Malu-
€HTOB BBICOKOTO pucKa. B ncciegoBanuu cpeau 125
MaleHTOB BbiIcOKOTro pricka ¢ LQTS, KoTopbIM UM-
mnantupoBasiu  WKJI, cmepTHOCTb cocTaBuia
1,3% no cpaBHeHmio ¢ 16% cpenn Tex, KOMy He ObLT
umriutantTupoBaH MK/l B TeueHue §-1eTHETo mepu-
ona HaOmomeHus. IlammeHTaMM BBICOKOTO pHCKa
SIBJISIIOTCS T€, KTO MEPEeHEeC OCTAHOBKY ceplia, y KO-
IO OTMEYAIOTCS PEIUANBHI CePIeIYHO-COCYTUCTBIX

COOBITUI (CMHKOTIE WJIM MTUPYAT), HECMOTPSI Ha Tpa-
JNUIMOHHYIO Tepanuio (6eTa-0J10KaTopbl) U 'y KOTO
IJIUTEILHOCThL MHTepBajia O—7T cocrtaBisieTr OoJee
500 mc.

Y HEKOTOpbIX MAlIMEHTOB B KaueCTBE ajbTepHa-
TUBbI MOXXHO MCIIOJIb30BaTh OeTa-010KaTOPbl B CO-
YeTaHUM C MMIIaHTallueid KapAUOCTUMYJSTOpa
U/WIN CUMIIaTAKTOMMIO.

Hcnonp3oBanne MKl MmoxeT paccMaTpuBaTbCs
B KayecTBe MEPBUYHOI Teparnuu, eciu y naluueHTa
TSIKEJIbIA CEMEWMHBI aHAMHE3 BHE3aITHOW CEpJey-
Ho# cMepTu. OHAKO, TaK KaK HECKOJIbKO UCCIIEN0-
BaHUM TMOKa3ajlu, YTO CEMEMHBINA aHAMHE3 BHE3AIl -
HOM CepAeYHOMU CMEPTU HE SBJISIETCS HE3aBUCUMBbIM
¢akTopoM purcKa, HEKOTOPbIE CHELIUATUCTHI HE pe-
koMeHaytoT npuMeHsaTbh MK]I, ocCHOBBIBasICh TOJIb-
KO Ha CEMEMHOM aHaMHeE3e€.

beicTpee Bcero HEOOXOAWMO WCHOJb30BaTh
MK]JI y mauueHTOB BBICOKOTO pUCKa C CUMHIPOMOM
JxepBenna—J/lanre—HunbceHa, moromy 4To MNpu-
MeHeHue 6eTa-0JI0KaTOpOB y JaHHOM IpyMIibl 00JIb-
HBIX MeHee 3(P(OEKTUBHO.

DddekT uMmIaHTalUu KapaAuoCTUMYISITOPOB
OCHOBaH Ha TOM, YTO CTUMYJSLUS MCKJIIOYaeT
apUTMOTEHHYIO0 OpaauKapauio, CHMXAET BEpOSIT-
HOCTb BO3HUKHOBEHMUSI MepedoeB CepaeuHOro puT-
Ma (uckJiouas short—long—short mocnenoBaTebHO-
CTU) U YMEHbBIIAET HEOAHOPOJHOCTh MpOLlecca pe-
MOJISIpU3alMU, CHUXAsI PUCK Pa3BUTUSI TTUPYITHOM
JKeJTyTOUKOBOU Taxukapauu. KapanoctumyasaTopbl
OCOOEHHO MOJIE3HBI NTPU JOKYMEHTUPOBAHHOM XKe-
JIYIOYKOBOW MUPYSITHOM TaXUKApAWW, BbI3BAHHOWM
rnay3amu npu Opaaukapauu y nauueHtos ¢ LQT3.

Tem He MeHee TaHHbBIE TOKA3bIBAIOT, YTO CEPACY-
Hble COOBITHS Y MAallMEHTOB BICOKOTO PUCKA C CEP-
JIIEYHOW CTUMYJISIHUEN NPONOJIKAIOT BO3HUKATD.
[Tockonbky 60ee HoBbie Mogean MK/ BKIouaroT
cepaeuyHylo (yHKUMIO CTUMYJSLIUU, 3JIEKTpOKap-
JuoctTuMyJisiuust (06e3 aeuopUISITOPOB) BpSIA JIU
OyzaeT ucrnojib3oBatbes y mauueHToB ¢ LQTS. MU3o-
JIMPOBAHHO KapJUOCTUMYJISALAS MOXET IMpUMe-
HSITbCS TOJIBKO B TPYIIIe MallMEHTOB HU3KOTO pUcKa
¢ LQT3.

Cumnamaskmomus

JleBas 1meitHO-TpyIHAs CUMIIATOKTOMMST — eIIle
ONVMH aHTUAAPEHEPTUIYECKUI METOH JIeUeHUs, UC-
MOJIb3yeMbIli Yy MalMeHTOB BBICOKOIO pHCKa
¢ LQTS, ocobeHHO y OOJIbHBIX C peLUINBUPYIOIIH-
MM apUTMMSIMM, HECMOTPSI Ha Tepamnuio 6eTta-0J10-
karopaMu. CUMNATIKTOMUSI CHUXKAET BEPOSITHOCTD
CePIEeYHO-COCYIUCTHIX COOBITUI Y TAIIMEHTOB BbI-
cokoro pucka c¢ LQTS, oaHako HaWIydIIWii
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addexkT Habmomaercs y mauueHtoB ¢ LQTI1 mo
cpaBHeHu1o ¢ apyrumu tunamu LQTS [39].

HaHHasi MeToaMKa CHUXXaeT PUCK CEepAevHO-
COCYIMCTBIX COOBITHI, HO HE MCKIIOUYaeT ero.
BcaencTBue atoro ucrnons3doBanue MKJI abpdex-
THBHEE IIEHHO-TPYIHOI CUMIATIKTOMUM. TeMm He
MeHee WICWHO-TPyaHAasl CHUMITIATOIKTOMUS MOXKET
OBITh IPUMEHEHAa Y HEKOTOPBIX MallUEHTOB BbICO-
KOro pHUCKa M y MallMeHTOB, KOTOPbIe UMEIOT Yac-
Thie pa3psaabsl MK Ha poHe Tepanuu 6eTa-010Ka-
TOpaMM.

Duszuneckan aKkmueHoCms

®dusnueckass aKTMBHOCTb, TJlaBaHUE, CBSI3aH-
HBIE CO CTPECCOM SMOLMOHAIBHBIC TIePEKUBAHUS
4YacTo SIBJSIIOTCS TPUUYMHON CEepIEeUHBIX COOBITUIA
y nauueHToB ¢ LQTS. Takum o6pa3om, HeoOXomu-
MO TIpeaoCcTepedb MAlMeHTOB OT Y9acTHUS B CITOP-
TUBHBIX MEPOTIPUSITUSIX.

Tpurrepnsiii 3dekT PU3NIECKNX YIIpakKHeHUIA
U TaXMKapIuM, a Takxke 3alllMTHOe AeiicTBUe Oera-
0JIOKaTOPOB BapbUPYIOTCS B 3aBUCUMOCTHU OT THUTIA
LQTS.

Dusnueckre ynpaxkHEeHUs U TAXUKaPAUST BbI3bI-
BalOT cepaedHble coObITvsa y manueHToB ¢ LQTI.
IToatomy uM cieayeT u3deratb TSXKEIbIX (hU3ndec-
KHX Harpy3ok; 6eta-0JI0KaTophl SIBJISIIOTCS AJIST HUX
OTJIMYHBIMM TIperiapaTaMu, IPEAOTBPAIIAIOIINMU
cepaeuHbie coObiTUsI. CMHKOIE M BHE3aIHasl cep-
JIeIHasT CMEePTh BO BpeMsI TUTABaHMS TECHO CBSI3aHBI
¢ LQT1. Takum obpaszom, mauueHTsl ¢ LQT1 momxk-
Hbl U30eraTh riaBaHusi 6€3 KOHTPOJISL.

Cepaeunnsie coObiTus mpu tune LQT2 taxkxke
BBI3BIBAIOTCSA  (PUBUYECKUMU  YIPAXKHEHUSIMU,
HO B MeHbIIel crernenu, yeMm mpu LQT.

ITpu LQT3 taxukapaus u ¢pusndeckue ynpax-
HEHUsI HE BbI3BIBAIOT TSKEJbIX COCTOsIHUI. COObI-
TSI OOBIYHO IIPOMCXOASAT BO Bpems cHa. M3-3a To-
ro YTO TaXUKapAusl He SBJSETCS TPUTTEPOM, POJib
6eTa-010KaTOPOB B MPEIOTBPAIIEHUN CEPIEUHBIX
coobiTuii LQT3 cnopHa. MekcuieTuH, 6JoKaTop
HATPUEBbIX KaHAJIOB, MOXET YJYYIIUTb 3allUTy
B 2TOI TOATrpyIIe manueHToB. HekoTopwle aKc-
MepThl MpeajaraloT MCIOJb30BaTh Yy MallMEHTOB
¢ LQT3 6era-0/10KaTOphl B COYETAHUM C MEKCHUJTIC-
TUHOM.

lennasa mepanua

ITen-cneuudpuueckas Tepanuss B JIEYECHUU
LQTS naxoautcst Ha ctaguu ucciaeaoBaHusi. Ha-
npumep, nmockoyibky LQT3 accomuupoBaH ¢ MmyTa-
1IMeil HaTpUEBBIX KaHaNoB gain of function, ObLIU
MPeIOXEHBl aHTHAPUTMHUYECKUE TIpermapaTs

¢ (pyHKIMelH OJOKMPOBKM HATPUEBBIX KaHaJOB
B KaueCcTBe reHHOM Tepanuu y namueHToB ¢ LQT3.
Tem He MeHee BTa 00JIaCTb SIBJISIETCSI CJIOXKHOM
U TpeOyeT malbHEUIIMX ucciaemoBaHuii. Hampu-
Mep, Y. Ruan et al. oOHapykniu, 4YTO MEKCUJIETUH,
0J10KaTOp HATPUEBBIX KaHAJIOB, MOXET CITOCOOCT-
BOBaTh TpaUKMHIY MyTaHTHoro Oenka F1473,
B pe3yJbTaTe 4ero IMpoucXoauT 3(Pp@eKT majabHel-
IIIETO TIOBBIIICHUSI HATPMEBOTO TOKA M YIUTMHEHUE
nHtepBana O— T B nmoarpynne namueHToB ¢ LQT3,
KOTOpBIE HMEIOT 3Ty CIelIn(PUIecKylo MyTa-
nuto [17].

B HecKobKUX Mcclieq0BaHMSIX ObLIY TTPeIoXKe-
HBI CTPaTU(UKAIIUS PUCKOB U JICYEHHE Ha OCHOBE
cneuucduku Tpurrepa. Hampumep, J.A. Kim et al.
[18] moka3zamm, 4TO HEKOTOpbIE BUIbI MYTallMi
B LQT?2 accouunpoBaHbl ¢ onpeaeJeHHbBIMU TPUT-
TePHBIMU COOBITUSIMU ((PU3UUECKUE TPUTTEPDI TTPO-
TUB IIPOOYXKIAIOLIUX TPUITEPOB IIPOTUB HEIPOOYK-
AKX/ He(PU3NUECKUX TPUITEPOB) U UTO €CJIU
y TMalMeHTOB TpUITepaMu SIBJISIOTCS (u3nyeckue
VIOPaXXHEHUsI, TO OHU JIy4yllle BCEro pearupyroT Ha
Tepanuto 6era-0JioKaTopaMu.

Ilpomueonoxazanus

IMpu LQTS momaxHbI ObITh UCKIIIOUEHBI aHecTe-
TUKHA W TIperaparsl U JledeHusT acTMBl. CiemyeT
n30eraTh NMPUMEHEHUS aApPEHAJIMHA [UISI MECTHOM
aHEeCTe3un WJIM KaK MPOTUBOACTMAaTUYECKOTO Mpe-
rmapara.

AnmueucmamuHrtbie npenapamol:

— tepdenaaguH (Seldane, oTo03BaH M3 pHIHKA

CIIA) — npu annepruu;
— acremuson (Hismanal, oro3BaH U3 pbIHKa
CIIA) — npu ajiepruu;

— aumenpoa (Benadryl) — npu aniepruu;

Aumubuomuxu:

— sputpomuuuH (E-Mycin, EEC, EryPed,

PCE) — nipu uHdekuusx Jerkux, yxa, ropja
U HOCA;

— TPUMETOIPUM u cylbbameTokcason
(Bactrim, Septra) — npu MOYEBBIIEIUTEIb-
HOM, YIITHOW U JIETOUHBIX MH(PEKIINSIX;

— mneHtamuauH (Pentam, BHyTpuBeHHO) — Mpu
MH@EKUIMIX JIeTKUX.

Ilpenapamei, éausrowue Ha cepdeuHo-cocyOUCmyH
cucmemy:

— xuHuAuH (xuHuaAuH, Quinidex, Duraquin,

Quinaglute) — aHTHApUTMHUYECKUI IIpenapar;

— npokaumHamupa (Pronestyl) — aHTHapUTMM-
YeCKUIA TIperapar;

— nusonupamu (Norpace) — aHTUAPUTMUYEC-
KU1 mipenapar;
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— corajon (Betapace) — aHTHapUTMUUYECKUI
nperapar;

— npobykoi (Lorelco) — xonecTepruH-CHUXKAIO-
LM IIpemnapar;

— Oenpunua (Vascor) — mpu 00JsIX B TIpyau

(cTeHOKapaus);

— npoderwnua (Tikosyn) — npu pubpuisMm
npeIcepIuni;

— ubyrunun (Corvert) — npu GuOpwLIIINA
npencepaui.

Keaydouno-kuweunoie npenapamol:

— nmsanpug (Propulsid) — npu nuiieBogHOM
pedirokce, TUCIIETICUN.

IIpomusoepudkosuvie npenapamol:

— kerokoHa3ou (Nizoral) — MpoTUB rpUOKOBBIX
MHGEKINIHA;

— ¢aykoHason (Diflucan) — mpoTHUB rpUOKOBBIX
MH(EKIINIA;

— uTpakoHa3oa (Sporanox) — MPOTUB T'PUOKO-
BbIX MH(EKIIUA.

Ilcuxomponusie npenapamei:

— Tpunukianyeckue aHtuaenpeccanTol (Elavil,
Norpramin, Vivactil) — npu genpeccuu;

— mnpousBoaHble ¢deHoTnazuHa (Compazine,
Stelazine, Thorazine, Mellaril, Trilafon) —
TIpY TMICUXUIECKUX PacCTPOIMCTBAX;

— OyTUpodeHOHBI (TajJonepuaoa) — Mpu TCU-
XMYECKUX PacCTPOMCTBAX;

— Oen3u3okcason (Risperdal) — ripu necuxuyec-
KHX pacCTpOMCTBax;

— mudenunoyrunnunepuauH (Orap) — Ipu
MCUXUYECKUX PACCTPOCTBAX.

Cpedcmea, npugodsujue Kk nomepe Kaius:

— wuHpaanamun (Lozol) — npu oTekax;

— JIpyTHe TUypPETUKU;

— JleKapcTBa OT PBOTHI U AUAPEU.

Benenne manueHToB

Bcem namumentam ¢ LQTS cnenyer muzberatThb
NpenaparoB, KOTOpble YUIMHSIOT MHTepBal Q—T
WJIM YMEHbBIIAIOT YPOBEHb KaJIUs WJIM MarHus B ChI-
BOpoTKe. JleduuTt Kaauss 1 MarHusl 10JKeH ObITh
cKoppurupoBaH. JleueHne 6eCCMMITOMHBIX MallU-
€HTOB HECKOJIBKO CITOPHO. be3omacHbIif Toaxo 3a-
KJIIOYAeTCs B JICUEHUH BCeX MallMEHTOB C BPOXKIEH-
HeiMu LQTS, moroMy 4To mepBbIM IMPOSIBIEHUEM
LQTS moxeT ObITh BHE3amHasl cepaedyHas CMEpTh.
beTa-0610KaTOpHI SIBASIIOTCS TIpenaparaMy BbIOOpa
17 maureHToB ¢ LQTS. 3amutHelil 2ddexT oeTa-
0JIOKATOPOB CBSA3aH C UX aJPEHEPIUYECKOi O10Ka-
JIOM, UTO CHUXAET PUCK BO3ZHUKHOBEHUS cepieu-
HBIX apuTMuit. OHU MOTYT TakXKe YMEHbIIIATh WH-
tepBasl Q— 7'y HEKOTOPBIX MalMeHTOB.

Koncyavmauuu

Kapnuonorn m 31eKTpopU3NOIOTU SBISIOTCS
TUMUYHBIMU KOHCYJbTAaHTAMU [JI TAallMEHTOB
¢ LQTS. B ceMbe 601bHOTO C TOATBEPXKAEHHOM Tre-
Hetuueckoit popmoii LQTS momkHO mpoidTu reHe-
TUYECKOE 00CIeIOBAaHNE BCEX WIEHOB CEMbM.

Cmauuonaprnoe aevenue

IMaumenTtsl ¢ LQTS momkHBI OBITH TOCITMTAIM-
3UPOBaHbI B KIIMHUKY IMPU BOBHUKHOBEHUU Cepey-
HBIX COOBITHII (CHHKOIIE, OCTaHOBKa CepAla)
C LIEJIbIO UCKTIOUEHUST TOBTOPHBIX COOBITUIA.

Hab6arooenue

beccumnromunie nanueHTs ¢ LQTS 00bIYHO He
TpeOyIoT rocnuTaan3auuu. Tem He MeHee Heo0Xo-
JIIMMO TILIATEJIbHO OLIEHUTh UX COCTOSIHME U 00ecIIe-
YUTH MOCHIEIyolIee JeUeHUe B aMOYIaTOPHBIX YC-
noBusix. Kapauosory wim 31eKTpodHu3uoIory ciie-
IyeT PETYISIPHO KOHCYJIBTUPOBATh ITALIMEHTOB
¢ LQTS. Pemienue 06 oTKasze OT y4yacTusl B CIOP-
TUBHBIX MEPOIPUITUSIX MALMEHTOB C YCTAHOBJICH-
HBIM JUAarHO30M MPUHUMAETCS TOJBKO IOCIIe TIPOo-
BeIeHMSI TeHETUYECKOIO CCIIEAOBAHMSI.

O0yuenue nauuenmos

Heobxonumo wuH@popMUpoBaTh MNalMEHTOB
o npupoae LQTS u pakropax, KOTOpbIE BbI3BIBAIOT
cepaedHble coobITus. [1almeHTam cieayer u3derarb
pPEe3KUX 3BYKOB (HaIpuMep, OT OYAUIbHUKA), Upe3-
MEPHBIX (PU3NYECKUX YIPaKHEHWI, BOAHBIX IPO-
Heayp 1 Apyrux (akTopoB, YCUJIMBAIOLIMX OOIee
Bo30yxneHue. CrenyeT cOOOIIMTH MNalMeHTaM
U YJIeHaM UX CEMEei 0 KPUTUUECKOM BAXKHOCTU CHUC-
TeMaTUYeCKOro rpuemMa oeta-ookaTopoB. YieHam
ceMeil ¥ yUuTesIIM MallMeHTOB IIKOJILHOTO BO3pac-
Ta HAJO COBETOBATh INMPOUTH OOYyUYEHUE BBIMIOIHE-
HUIO CepIeYHO-JIETOYHOI peaHmmanuu. HeobOxo-
JIMMO paccKasaTh MAllMEHTaM M WIeHaM UX ceMeil
0 JIeKapCTBaX, KOTOPbIE MOTYT BbI3BaTh YIJIMHEHUE
QO—T-untepBaja, HexXejJaTeJbHOE [JISI JIIOIEH
¢ LQTS. Cnucku npemnapaToB, KOTOPbIE VIJTUHSIOT
uHTepBal Q—7T U/WIU BBI3BIBAIOT XEJYI0UYKOBbIE
apUTMUHU, ONTyOJIMKOBAHBI.

ITIpornos

Hu oauH u3 cyniecTBylOIUX METOIOB JIeUEHUSs
He ycTpansieT npuuuHbl LQTS.

AHTuaapeHeprudeckasi Tepamnusi (IpuMeHeHue
OeTra-010KaTOPOB, JieBasl LICHHO-TPyIHAas CHUMIIA-
TOKTOMMUSI), UMILIAHTALUSI Pa3IUYHBIX YCTPONCTB
(kapauoctumyasatTopos, MKJI) HampaBieHbl Ha

AHHAJIBI APUTMOJIOMNN - 2015 « T. 12 + Ne 2



AHHAJIbI APUTMOJIOMN - 2015 « T. 12 « Ne 2

126 HEWHBA3VBHAS APUTMOJIOMA

YMEHbIIIEHIE PUCKA BOZHUKHOBEHMSI CEPAEIHO-CO-
CYIMCTBIX COOBITUI U CHUXKEHUE JeTaJbHOCTU. Kak
YIIOMUHAJIOCh paHee, 3alllUTHOE JeiicTBUe Oera-
0JI0KaTOPOB CBSI3aHO C X alpeHEePruUecKoii 0JloKa-
JIOM, YTO CHUXKAET PUCK CEPACUYHBIX apuTMuii. OHM
MOTYT TakKXXe YMEHbIIUTh UHTepBal Q—T y yactu
MHalMeHTOB.

[TporHo3 y maumeHtroB ¢ LQTS, npuHumato-
mux 0era-00KaTOphl (M MCHOJb3YIOIIUX APYTYIO
Tepanuio B ciyyae HeOOXOIMMOCTH), B LIEJIOM XO-
pommii. K cyacThio, 313006l MUPYITHON KEITy-
JIOYKOBOM Taxukapauu y nauumeHToB ¢ LQTS, kak
MPaBUIIO, KYITUPYIOTCI CaMU; TOJIbLKO B 4—5% ciy-
4YyaeB BO3ZHUMKHOBEHUE CEpPAECYHO-COCYIUCTHIX CO-
ObITUII oOKa3biBaeTcs (atanbHbIM. IlanMeHTHI
C BNMU30JaM¥1 OCTAaHOBKM CepALa UIN peLUINBaAMU
CepAEeYHO-COCYAUCTHIX COOBITUIA, HECMOTpS Ha
npuemM 0OeTa-0JI0KaTOPOB, MOABEPXKEHbI 3HAUM-
TeJIbHO 00Jiee BHICOKOMY PUCKY BHE3aIIHOM CMep-
TH. JIeunuTh TaKuxX OOJBHBIX HEOOXOAUMO C IMPUME-
HenneM MKJI; nx mporHo3 mocje MMIIAHTaLUKA
MK xopommii.
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O6pamenne
1o caydaio oTKpbiTus cexnua <APMTMOJIOI' A
Poccuiickou acconuamun

CEPAECYHO-COCYIUCTDIX XUPYPToOB

Jlopoeue dpysva!

Hamra cexkuus poauiachk Kak 3pejioe pelleHrue OoObeIUWHUTh 3HAHMSI, HAKOIUIEHHBbIE CaMBIMU
ABTOPUTETHBIMM CITeLIAJINCTAMK B 00JIACTH apPUTMOJIOT .

VYryOuBIIMCh B MCTOPUIO 3apOXIAEHUS apUTMOJIOTUM, Mbl OCO3HaJM, YTO A0 IIOSIBJICHUS
KapAUOXUPYPTUU — XUPYPTUU Ha «OTKPBITOM CEpAle», — J0 BO3HUKHOBEHUS WIEU CHATh UHGOP-
Maluio 00 2JEKTPUYECKON aKTMBHOCTH C TTOBEPXHOCTH CAMOTI0 CepaLia apUTMUU cepAlia ObLIM Hepas-
pemmMoii Tpobsiemoii. Tak IpomoJKaaoch OO0 TeX MOp, ITOKa He MOSIBUJIOCHh KapTHUPOBaHUE cepila
1 YYeHBIC HEe 3aHSUINCh IIyOOKMM M3y4eHHEM MEXaHM3MOB apUTMHI, a TaKKe ITOMCKOM cyOcTpara
BO3HUKHOBEHUs nocieaHux. [loHnMaHre MeXxaHU3MOB a0 BO3MOXHOCTb YCTPaHUTh cyocTpaT. Tak
Havajach 5pa XUPYPrUUCCKOM apUTMOJIOTMHM, KOTopas mepemana acradery (hapMaKoJIOTTUeCKUM
1 MHTEPBEHLIMOHHBIM METOJIaM.

Hamra muccust cOCTOUT B COXpAaHEHUN W MPUYMHOXKCEHUU TeX 3HAHWI, KOTOPhIE CYIIECTBYIOT
CEroIHsI BO BCeM MUpe 110 mpodIeMe apUTMUIA, IJISI TOIO YTOOBI KaxKIbIl, KTO CTpagaeT OT HapylIeHUI
pUTMa cepilla, UMeJI BO3MOXHOCTb Y3HaTh O CBOEM 3a00JIeBaHUM, Pa300paThCs B €ro MpUYMHaX U Me-
XaHM3MaX 1 BbIOpATh caMblil 3 PEKTUBHBIN METO JICUCHMSI, KOTOPBII SIBJISIETCSI HE TOJIBKO COBPEMEH-
HBIM, HO U 0€30MaCHBIM.

Hamra 3amavya — mogenuThes 3HAHUSIMHM C KOJUIETAMU U MOJIOABIMU CIeMaIuCcTaMy, HauyMHAa-
IOIIMMU Kapbepy Bpada-yuyeHOoro, ¢ MalMeHTaMM U UX CEMbSIMHU, YTOOBI KaXIblii, KTO MILIET JOCTO-
BepHYIO MH(POpPMALIMIO, HAIIIEeJI e¢ Ha HaIlleM CaliTe.

MbI coOpanu aydiire padoThl OTEYeCTBEHHBIX aBTOPOB, Pe3y/IbTaThl UCCICIOBAaHMUIA M pa3pado-
TOK HaIlIMX 3apy0exKHbBIX KoJlIeTr. BalieMy BHUMaHUIO TIpencTaBlieHa mpodeccruoHaabHas 0MOanoTeKa
IMyOJIMKALMi, BUACO- M ayIrMOMaTepHaliOB IO BCeM IIpodjieMaM apUTMOJIOTHH.

OOpamiasich K KoJuieraM, 5 xoTesia Obl IMMPUIIACUTDL Bac CTaTh WieHaAMM Hallleil CEKIIMH, YTOOBI
BHECTH CBOI BKJIaJ B pellIeHNE CTOJIb CEPhEe3HON MEIUIIMHCKOM ITPO0JIEeMbI M OTHOBPEMEHHO KpaiiHe
MHTEPECHON HAayYHOM 3amadun, IPUMEHsIST 3HaHUS HAIluX MATpOB M JOCTMKEHUSI HAydHO-TeXHUIEC-
KOTo Iporpecca.

Bcst nHdopmalug o cekluM mpeacraBieHa Ha ee oduLMaIbHOM caiiTe B ceTu MHTepHeT
no aapecy: www. arrhythmology.racvs.ru
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