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«buenue cepaua, He MpeKpalarIeecs

C MOMEHTA POXK/ICHHUS YEJIOBEKA JI0 €T0 CMEPTH,
BCET/Ia OTOXK/ICCTBISIIIOCH C CAMOM JKU3HBIO

1 BOCIIPHHUMAJIOCH KaK YIUBHUTEIBHOE,
TAaUHCTBEHHOE SIBJICHUEY

«Cepatie — UCTOUHUK JKU3HHU, HAYaJI0 BCETO,
COJIHIIE MUKPOKOCMOCA, OT KOTOPOTO

3aBUCST BCSI XKU3Hb M CHJIA OPTaHU3Ma»

B. I'apgeit nucan ¢ noceaujenuu K ceoeil Knuze
«De motu cordis» (1628)

BBEJAEHHUE

[atonorus npoBonsmiei cuctemsl cepaia (IICC) npuBiekaeT BHUMaHHUE UC-
ciiefioBaTteniell y)ke Ha MPOTSDKEHMHM HECKONMbKUX cToneTuil. ChopMupoBaiuch
OIIpe/ieNICHHbIE MPEACTABICHHUSI 00 ITHOIIOTHH Pa3JInUHBIX BAPHAHTOB IMOpaske-
Hus [ICC, mpruumHON MOXKET CTaTh MPaKTUYECKH JIF000e 3a0oneBanne cepama. B
CBSI3U C 3THUM Y NPAaKTHUECKUX BpaueH CIOXKMIIOCH CTOIKOoe yOexKIeHHe, 4To na-
tonorus [ICC nmoutu Bcerga BropuuHa. ITO CyKICHHUE 4acTO BEAET K ANArHOCTHU-
YEeCKHM OIIMOKaM, Tak Kak camo Hannune naMmenenuit [ICC cinyxut ocHoOBaHHEM
JUIsl TIOCTAHOBKM KaKOTO-TMOO JUarHo3a, 4ale BCEro — aTepoCKIEPOTHUECKOTO
nopakenus [4]. Mexay TeM 3a MOocieJHHUE [Ba IECATUICTUS HAKOMMIIOCh J0-
CTaTOYHOE KOJIMYECTBO MyOIMKalui, B KOTOPHIX pacCMaTpHBAIOTCS pa3IndHbIe
BapuaHThl n3onuposanHoro nopaxenus [ICC 6e3 cBs3u ¢ KaKUMH-IHO0 ceprey-
HO-COCYANCTBIMH 3a00JIeBaHUAMH. Takue ciydyan paccMaTpUBAIOTCS KakK MIHO-
MaTU4eCKHe, U B CBSI3U C 3THM IPEACTaBICHHUS 00 3THOJOIMYECKON CTPYKType
paccMaTpuBaeMON MaTOJIOTUU MPETEPIENH ONpeneiacHHyo 3Boatouuto [4]. Ho-
CTHKCHUS MOCIEIHUX JECATHICTUH B 00J1aCTU 3NEKTPO(YU3HOIOTHH MTO3BOIMIN
BBIJICJINTH HOBBIE apUTMOJIOTUYECKUE CHHIPOMBI U aXe HO30I0Tn4eckue (hop-
MBI OOJIC3HU MPOBOSILIECH CUCTEMBI.

ApPUTMOIOTHYECKHE CHHAPOMBI Yallle BCEr0 paccMaTpHUBAIOTCS KaK IEepBUY-
Hble (reHeTH4YecKH-AeTepMUHUpoBanHble) 3aboneBanust IICC. [enernueckue
(haKTOpBI UIPAIOT BaXKHYIO POJIb B MaToreHese Oojbloro umcia oonesHeit. Ilo
JaHHBIM IPOEKTa pacIM(PpPOBKH TeHOMa YEJOBEKa B OPraHU3ME CYLICCTBYET
okono 350 000 reroB. B mocnenHue romel mporpecc B MOJEKYISPHOW OHOIO-
MU ¥ TeHHON MHXEHEPUH MTO3BOIMI KIMHUALMCTAM Ha HOBOM YPOBHE TIOIOMTH K
U3YYCHHIO MOJIEKYSIPHBIX MEXaHM3MOB Pa3BUTHS CEPACUHO-COCYAUCTBIX 3a00-
JeBaHMi, B TOM yucie HapymeHus putMa cepaia (HPC) [2]. B cepane axcmpec-
cupoBao oxoso 30 000 reroB. MneHTHPUIIMPOBAHEI TeHBI, PYHKITUS KOTOPHIX
HMMEET HEeMOCPEICTBEHHOE OTHOLICHHUE K MPOLeccaM, IPOUCXOASAIINM B MHOKap-
ne denoBeka [21]. Hanbonpiiee 4uciio cepaeqHo-coCyIUCThIX 00Ne3HEH SIBIIseT-
cst nonureHHsIM. K MOHOreHHBIM 3a0051€BaHMSAM, aCCOLIMUPOBAHHBIM C MTOpaske-
HHUEM Ceplila, OTHOCUTCS Psiji CHHAPOMOB U 00JIe3HEH, COMTPOBOKIAOILMXCS 3710~
kadectBeHHbIMH HPC 1 BeIcOKMM prickoM BHe3anHo# cepaeuHoi cmeptu (BCC)
[3]. [Ipuuunoit HacneacTBeHHbIXx HPC cunTaroT anomManuu Cleayromux OCHOB-
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HBIX KJIACCOB OEJIKOB: COKPATUTEIBbHBIX M LUTOCKEIETHBIX; HOHHBIX KaHaJOB U
MEXKJIETOUHBIX KOHTAKTOB; TPAHCMEMOPAHHBIX MIEPEHOCUHUKOB, a TAKXkKe UX MO-
nynaropoB [7]. B Hopme moTeHIman AeicTBUsS KapJIUOMHUOLIUTOB XapaKTepH3y-
eTcsl aKTUBallMel MOTEHI[MAJI-3aBUCUMBIX MOHHBIX KaHAJOB, JACTOJISIPU3YIOLINX
MeMOpaHy C MOCIEeAYIOMEeH aKTHBAEeH BBIXOISIINX PEMOISIPU3YIOIINX TOKOB.
[TokazaHo, 4TO MOTEHIMAI-3aBUCUMbIE HATPUEBBIE, KAJTUEBBIE U KAJIBIIUEBBIE Ka-
Hanbl [8] mposBISIOT 00ILIME CBOMCTBA MOJNEKYISIPHOH CTPYKTYPBI, YTO Ba)KHO
YUUTHIBATH IIPH OLIEHKE MX pu3nonoruueckoil pynkuun. HacinencrseHusle 3a00-
JIeBaHUsl, 00yCIOBJICHHBIC HU3MEHEHUSIMH ATUX CBOMCTB, OTHOCSTCS K «KaHAJIOIa-
THUSIM», WIH TIEPBUYHBIM 2JIEKTPHUECKUM 3a001eBaHMsIM cepana. K reneTnuecku
JeTePMUHUPOBAHHBIM 3a00JIEBaHUSIM, KOTOPbIE TaK:Ke MOTYT MPUBOAMTH K 3710~
kauectBeHHBIM HPC 1 BCC, oTtHOCAT Tpynmy Oosie3Hel ¢ BpOKACHHOH CTPYyK-
TypHOM narosorueit cepaua [23].

HacnenctBennsie 3a00neBaHus cepleuyHO-COCYIUCTON CHCTEMBI, MPOSIBIISIO-
1IMecs HapyLeHUsIMA PUTMa U TPOBOJUMOCTHU Cep/Lia, MPEICTaBIEHbl B OCHOB-
HOM CJIEYIOIIUMHU MaTOJIOTUAMHU.

L. [lepBuunble snexTpuyueckue 3adoneBanus [15]:

* cuHIpOM yuinHeHHoro uHTepsana QT [11, 16, 18, 22],

* cUHApPOM yKopoueHHoro uHrepBana QT [22, 24],

* cunapom bpyrana [10],

* KaTeXoJaMHMH-3aBUCUMasl JKeJTyJ0uKoBast Taxukapaus [17],

* yavonaTuyeckasi GUOPUILISALINS JKEITyI0YKOB [26],

* OonesHsb JleHerpe,

* HacleCTBeHHBIN cunapoM Bonbdda — [lapkuncona — Yaiira,

* HacnencTBeHHas popma GUOPMILTALNY MTpeacepaunii,

* Aunepcon — Tasen-cunapom [13].

II. HacnenctBeHHble 3a001€BaHMsI CO CTPYKTYpHOH MaToONOTHEN cepala,

COIIPOBOXKJAIOIINECS 37T0KaYECTBEHHBIMM HAPYIIEHUIMHU pUTMa CepaLa:

* runeprpoduueckas kapauomuonarus [ 1, 19, 20],

* MUiaTaloOHHas KapauoMuonarus [19],

* aQpUTMOI€HHAas JMCIUIa3Msl IpaBoro xkenyaodka [19],

* U30JIMPOBAaHHAs HEKOMITAKTHOCTh MHOKap/a JIEBOTo kemynouka [ 14, 25].

Takum oOpa3om, reneTndecku gerepMuHupoBanubie HPC oTBeTcTBEeHHBI 3a
Oonpiryro dacth ciydaeB BCC [6] y yuIl Kak B OTCYTCTBUE, TaK W TPU HaJH-
YUM CTPYKTYPHOH matonoruu cepaua. Jlanneie 3a0oneBaHus U CHHAPOMBI, KaKk
MpaBUIO, MaHU(PECTUPYIOT B MOJIOAOM BO3pacTe (3a MCKIIOYEHHUEM CHHIpPOMaA
Bpyrana) u umerot onpeneneHHble (PEHOTHITNYECKAE U TCHOTUITUYECKUE YEPThI
[9, 12]. OcHOBO# CBOEBPEMEHHON AMATHOCTUKHU 3TUX cOCTOsIHUM siBnseTcst DKI -
CKPHMHUHT, KOTOPBI ONTUMAJILHO JOJKEH OBITh BBIMOJIHEH B BO3pPAcTe 10 3 JeT
(BorsiBiIeHHMe maronorndeckux DKI-genomeHoB), u sxokapauorpadus (OxoKI')
[5]. Kpome Toro, Gosblioe MMArHOCTUYECKOE 3HAUECHUE UMEIOT 00CIIe0BaHUE
ceMell M3 TPyIN pHucKa U ynryOneHHOoe 00cie1oBaHne OONBHBIX C MOBTOPHBIMH
cuHKore. Pekomenayercs o0s3arenbHoe 00CIeIoBaHNE BCEX MPSMBIX POACTBEH-
HukoB [-1I cTenenu poacTBa NpoOaHAOB C MEPBUYHBIMH NEKTPUIECKUMHU 3200~
JIeBaHUAMH CEepALla U IPOBEIEHUE CTPECC-TECTOB MPU HAJTMYMHU B aHAMHE3€e y Ta-
LUEHTA aCCOLUUPOBAHHBIX C (PU3MUECKON HArpy3KoH xKanoO — FOJIOBOKPYKEHUH,
CHHKOIIE WK cepauednenuii. YactoTa BcTpedaeMOCTH MHOTHX M3 3THX 3aboie-
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BaHMIA cep/ilia B HACTOSIILEE BPEMSI YK€ yCTaHOBJIEHA, YTO TOJDKHO CITYKHUTh OpH-
EHTHUPOM IS TTOJTHOTHI X BBISABISIEMOCTH B MOMYJISIIUU Ha YPOBHE MEPBUYHOTO
3BeHa. [lon 1 Bo3pacT Hepenko OKa3bIBAIOT MOAYIUPYIOMKHI d3PdeKT Ha KIHMHU-
4yecKylo MaHudecranuio u BeposiTHocTh BCC aTux manueHnToB. Beicokuii cym-
MapHbIi ypoBeHb pucka BCC y GONBbHBIX ¢ TEeHETHUECKU 1eTEPMUHUPOBAHHBIMHU
HPC na ¢one Tepanuu siBiseTcsl MoKa3aHWEM K MMIUIAHTAIlMKA KapAHOBEpTe-
pa-nepudpumsaTopa (UK). AKIEHT aHTHAPUTMUYECKOH M MHTEPBEHLIMOHHON
Tepanuy TakXe JOJDKEH OBITh cleslaH Ha KOHTPOJIb TPUIrepoB. OnTHManbHas
crparerus npodunaktukd BCC y GONbHBIX ¢ TeHETHYECKHU JeTEPMUHUPOBAHHDI-
mu HPC — s10 onpeznenenue 6a3oBoro pucka (MoxuduuupyeMbsle 1 HeMoaudu-
nupyemble GaKTopbl U MapKephl pUCKa) U MOCIEAYIOINI MOHUTOPUHT OONBHBIX
B COOTBETCTBHU C MHAWBUAYAIBHBIM MIPOQUIEM PHCKA.
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I'maa I. /lucyHKIMS CHHYCHOTO y3i1a

«ITpuposa BBIIOIHSET CBOU 3aJlauu
TaKUM CII0COOOM, KOTOPBIH SBIISICTCS
B HEKOTOPOM CMBICIIC HAVTYIIITIM
13 BCEX BO3MOXKHBIX

Pozen M.

IJTABA 1. JTUCOYHKIUA
CUHYCHOI'O Y3JIA

1.1. HOHATUE JUCOYHKIUU CUHYCHOT O Y3JIA

Hucdhynakmus curycHoro y3ma ([ACY) sBrusercs ogHONW M3 CaMbIX CIIOKHBIX
po0ieM, CBA3aHHBIX ¢ HAPYIICHISIMU PUTMa cepAra. 3HAYMMOCTH dTOH TIpooITe-
MBI 00ycoBiiena e, uto JICY, mo MueHuto 60ompmuHCTBa aBTOpOB [1, 3,4, 6, 14,
20], SBISISACH TIPOSIBIICHUEM O0TIIEeTo 3a00JIEBaHMUS TIPOBOIAIICH CHCTEMBI CEPIIIa,
MIPaKTHYECKNA BCETAa COYETAeTCs C APYTUMH HApYIICHUSMH PUTMa M MIPOBOJIH-
MOCTH |, BEPOSITHO, YCYTYOJISET UX, 00yCIIOBIMBACT pehPaKTEPHOCTD K TEPAITHH.
MHuorue 3a007€BaHHS CEPIEYHO-COCYAUCTON CUCTEMBI COTMPOBOXKIAIOTCS €CITH
He ManudecTHOH, To arenTHOU JICY, sBistomieiicss Tub0 MposSBICHUEM OCHOB-
HOTO 3200J1€BaHU, THOO BOSHUKAIOIIEH B MMPOIIECCE MEIMKAMEHTO3HOW TEPaITny.

Cama 1o ce6e JICY BBI3BIBACT 3HAUMTEIIBHOE CHIDKCHHE «KAUYECTBA YKU3HHY
MAIUeHTOB M, BO3MO)KHO, MPEJCTABISACT Yrpo3y IS JKU3HHU: W3BECTHO, YTO B
10-20 % npr4rHOI KOPOHAPHOW CMEPTH ABJISAIOTCS OpaglapuTMHH, a y TTaIlUeH-
TOB C CHHKOTIAJIbHBIMHU COCTOSTHUSMHE B 15-20 % HaxonsaT cHHAPOM c1aboCcTH CH-
HycHoro y3ia (CCCY). B uHIyCTpHambHO Pa3BUTHIX CTpaHAX 00Jiee IMOJOBUHBI
OOJBHBIX, KOTOPHIM MMIUIAHTUPYETCS MCKYCCTBEHHBIN BoauTens putMa (UBP),
COCTABJISIOT OONBHBIC C CHHAPOMOM CITA00CTH CHHYCHOTO Y3JIa.

OueBuaHO, UYTO O0IIee HAMMEHOBAHHUE «IUCPYHKIIMH CHHYCHOTO y371a» 00b-
€IMHSET 110 MEHBIIIEH Mepe TPH OCHOBHBIE KIIMHUYECKHE TPYITITHPOBKH:

1) CCCY — muchynkmus curycHoro y3na (CY) opraHndeckoi mpupomsl;

2) perynsatopHbie (BarycHbie) quchyakimun CY;

3) nexapcTBeHHbIC (TOKcHUeckue) muchyakuun CY.

CriexTp 3a00JIeBaHUA U COCTOSHUHN, MPUBOASIINX K CHHYCHBIM ITHC(YHKITH-
siM, BecbMa mupok. Hanbomnee gacteiMu «mocTaBimukamMm» JICY opranmdecko-
TO TIPOMCXOXKACHUSA SBIISIFOTCS TIEPBUYHBIC BO3PACTHBIE CKIIEPOAECTEHEPATHBHEIE
nporeccsl B oomactu CY u umemudeckast 6one3ns cepana [20]. Cpenu Tak Ha-
3BIBAEMBIX BTOPHUYHBIX MPUYMH IUC(HYHKIIMA CHHYCHOTO y3J1a B TIEPBYIO OYepeb
CIIeZlyeT Ha3BaTh BIMSIHHE JIEKApPCTBEHHBIX MPEMAapaToB U AUCOATaHC BETeTaTHB-
HOH perymsimuu cepaeuHoro putma [15, 17]. CurycHble mucyHKIINN, Xapak-
TEepHU3ysiICh BapruabeThbHOCTHIO JTHOJOTHYECKHX (DaKTOPOB, KIMHUKO-DIEKTPO-
KapanorpaguUecKux MPOSBICHUH, SJIEKTPOPUINOIOTHIECKIX MEXaHU3MOB H
JIe4e0HO-TMarHOCTHIECKIX MOAXO0A0B, KaK MPaBUIIO0, UMEIOT IPOTPECCHPYIOIee
TEUeHHe.

B Hacrosiimee BpeMst yCTaHOBJICHO, UTO IMOYTH B TTojioBuHE cirydaeB CCCY He
CBSI3aH C KAaKUMHU-IIN00 3a00JIEBaHUSMH CEPJIEIHO-COCYTUCTON CUCTEMBI U TIPO-
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SIBIISIET ce0s1 KaK CaMOCTOATENbHOE (MIUONaTHiecKoe) 3a00IeBaHNe MPOBOASIICH
cHCTeMBI cepAua. B ¢Bs3u ¢ THUM npeacTaBiIeHus 00 STHOIOTHYECKOHM CTPYKType
paccMaTpUBaeMON MATONIOTUMU IPETEPIIENIN OIPEACICHHYIO SBOJIIOLUIO.

CymectByeT Heckonbko Knaccupukanuii JJCY, B 0CHOBY KOTOPBIX MOJIOKEHBI
KIMHAYECKHE W 3JIEKTpOKapauorpaguyeckue, a Takke JEeKTPoPU3H0IOoruye-
ckue nposieiaeHus. 1o HalleMy MHEHHIO, B KapAHOJIOIMYECKON KIMHUKE JOCTa-
TOYHO Y/10OHa /17151 TOBCEAHEBHOTO UCTIONB30BaHUs CIICAYIOIIAs KIacCupUKamus.

ITo marorenesy:

* BICY — BereraruBHast AUCHYHKIUS CHHYCHOTO y371a;

* DJICY — snexTpodusznonornueckas TUCPyHKIHI CHHYCHOTO Y3714,

* CCCY — cunnpom cinaboCTH CHHYCHOTO y3I1a.

Huchynkuust CY MoxeT ObITh BbI3BaHa HE TOJIBKO OPTaHMUECKUM MOPaKEHHU-
em CA-30HBI, HO U BHeKapAHaibHbIMU (pakTopamu. B Hopme CVY u aTpuoBeHTpH-
KyJsipHBIH y3en (ABY) HaxonsTcst moj npeo0iaJaroiiM BIUSHAEM Oy Iaro-
mero Hepsa. [losenenne DKI -npusnakoB JICY MoxkeT ObITH CBS3aHO KaK C I10-
BBILIEHHOW aKTUBHOCTBIO ITAPACUMIIATUYECKOIO OT/AEJIA BEr€TaTUBHON HEPBHOU
cucrembl (BHC), Tak 1 ¢ yrHeTeHHEM CUMIATUYEeCKUX BIIMsIHUNA. Bo3MoxHa u
KOMOMHAIMS TUX JABYX (aKTOPOB.

K npuunnam xponudeckoit BACY oTHOCST: CMHIPOM KapOTHUIHOTO CHHYCA,
OpazuKapAHI0 CHOPTCMEHOB, BHYTPHUEPEIHYIO THIEPTEH3MIO, OpanuKapAuio
JeTel, OAPOCTKOB U IOHOIIEH, OOCTPYKTHUBHYIO KENTYXY, «CHHAPOM YIAJTUHEH-
noro QT», kypenue.

Ocrtpas, unu napokcusmansHasg BJICY, MOXeT BO3HUKHYTh B CIEIYIOLIUX CH-
TyalHsx: pBOTA, «III0cCOPaprHreanbHas HEBPAITHs», 3HAUNTEIBHOE IEPEeyTOM-
JICHUE, B TEUECHUE CHA, BBIPA)KCHHAs TUIIEPKAIbLUEMUS, JUINTEIbHAS aHECTE3Us,
cyOapaxHOUATbHOE KPOBOUBIHIHUE, XUPYPrHIECKOe BMEIIATEILCTBO HA IV1a3-
HBIX S0JIOKaX; TUIIOTEPMUS], KOPOHAPOAHTHOTPAHSL.

Takum oOpasom, JICY sBnsercs OHOM U3 CaMbIX aKTyaJbHBIX
po0ieM COBPEMEHHOM apuTMONIOTHH. V3yueHue aBToMaTn3Ma cepia 1 ero Ha-
pPYLIECHUN UMEeT MHOTOBEKOBYH MCTOPHUIO. HeCcMOTpss Ha MHOTOYMCIIEHHBIE HC-
cienoBanus, nocssiennsie J{CY, npobiemMa OKOHYATETLHO HE PElIeHa.

1.2. CUHAPOM CJABOCTHU CUHYCHOI'O Y3JIA
1.2.1. Onpenenenne

Cunzpom c1aboCTH CHHYCHOTO y3J1a — 3TO COYEeTaHHE KIMHUYECKUX U JJIeK-
TPOKapAHOTpahUIECKUX MPU3HAKOB, OTPAKAIOIINX CTPYKTYPHBIC HOBPEKACHUS
CHHYCHOTO y3J1a, €r0 HECIIOCOOHOCTh HOPMAJILHO BBIIONHATH (PYHKINIO BOANTE-
751 puT™Ma cepaua u (wim) odecreunBarh peryasipHOe MPOBEACHUE aBTOMaTHde-
CKUX MUMITYJIbCOB K IIPEACEPIUSIM.

K CCCY cnemyer OTHOCHTBH CTPOTO OYEpUSHHBINH KPYT apUTMHUI U OJ0Kas,
HMMEIONINI HEMOCPEACTBEHHOE oTHOIIEHHE K CY:

* IOCTOSTHHAS CHHYCHAsI OpanKapans ¢ 9acToToi <45-50 B MUH B MOKOE;

* ocraHoBKa (oTka3) CVY, muTenbHast WM KpaTKOBPEMEHHAs! (CHHYCOBBIE

mayssl >2-2.5 c.);
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* moBTOpsiromasicst cuHoarpuaibHas (CA) 6mokana, uiu OoKaga BEIX0OIA U3

CV (cunycoBsle nay3sl >2-2,5 c.);

* MEIJICHHOE M HecTolKoe BoccTaHoBleHue GyHKuu CY mocie aiaeKTpuye-
CKOH mim (hapMakosoruuecko nepuOpusauuu (KapArnoBEpCHN), a TaKKe IO0-
CJIe CIIOHTAHHOTO MPEKPAIeHHUs TIPUCTYTIA HAJPKEITyI0UYKOBOH TaXUKapAnH;

* IOBTOPHOE YepeloBaHUe CUHYCHOH OpaauKapIuy (IIUTEIbHBIX May3

>2-2.,5 ¢.) ¢ mapokcusMamu GUOpHIUIAIUH (TperneTaHus) npeacepanii Tudo
peacepIHON TaxuKapaIuK (CHHAPOM OpaauKapAuU-TaXUKAPIIH).

TepMUHOM «CHHIPOM CIa0OCTH CHHYCHOTO y37a» 0003HAYaroTCsl KIMHUKO-
ANEKTpOKapaAnorpaduuecKue MPU3HAKK, XapaKTEePU3YIOIIe CHUKEHUE PUTMO-
TeHHOW aKTUBHOCTH CHHYCOBOTO Y3Jla M HapyleHHE MPOBEACHHS UMITYJIbCOB K
MpeacepausiM B pe3ynbTare CTPYKTypHbIX u3MeHeHuid CY U cuHOaTpuaibHON
30HBI.

1.2.2. UcTtopuyeckue PpakTbl

WHTepec kK NCTOYHHUKY aBTOMaTH3Ma Cep/lia CYIIeCTBYeT ¢ APEBHEHIINX Bpe-
MeH. Eme Apuctorens mucait, 9To «B IPUPOJIE CEP/Iia €CTh CTOCOOHOCTh OUTHCS
C CaMoro Havaja >KU3HH, 3TO MOATBEPKAAETCS M MIPU BUBUCEKIINH, U TIPH U3yde-
HUU OBITUIAT B siine». G. Harvey nabmronas, 9To n30IupoBaHHOE CepALIe JIATYII-
KU 1 Ja)Ke OTNENbHBIE €0 YaCTH CIIOCOOHBI COKPAIIAThCs, €CIIM OHU CMOYEHBI
n HaxonATcs B Terie. ComepHUYANy JIB€ TEOPUH B OOBSCHEHWH TPUPOIBI aB-
TOMAaTHU3Ma: MUOTeHHAs U HewporeHHas. [amiep (1739), CTOpOHHUK MUOTEHHOMH
TEOpHUH, B YACTHOCTH, Tucai: «Cep/aie MBMKETCS MOoJ] BIUSHUEM HEN3BECTHOM
MIPUYUHBI, KPOIOIIEHCS B CTPOSHUH CaMOTO Cep/ilia, He 3aBHUCSIIEH HI OT MO3Ta,
HHU OT aprepuit». OqHako emy Bo3paxan Mromiep (1837), cauraBimmii, 9To mpu-
YUHON COKpAIeHUH CeplIia SBISeTCS «HEPBHBIN MPUHITUIDY, 9YTO BO30OYINMOCTH
Cep/Ia COXpaHsAeTCs MOCTOSHHON, a PUTMUYHOCTH €r0 pabOTHl 3aBUCHUT OT MIM-
MyJI5COB, PUTMUYECKH BO3HHUKAIONUX B cepare [9, 19].

Bnepsrie cunoarpuansabiii (CA) 650k ipoBeneHus ObuT onricad Makenzie B
1906 1. Bo Bpems smmmemuu rpunma. B 1912 . Cohn u Lewis onmcanu cirydait
npuctymna Anamca — CTokca, BRI3BAHHOTO BHE3AITHOW aCHCTONHEH Y OOJIBEHOTO C
IMapoKcu3MaMu MeprareapHoi aputMun. B 1916 1. S. Lewine nabmoman 4 6011b-
HBIX ¢ octaHoBKou CV, cremyromeil 3a MPUCTYIIOM (GUOPHUIUISIIINE TTPEACEpInit
(DID).

[TonpoOHO KIMHUKO-dIIEKTpoKapauorpaduueckas KapTHHA OpaguapUTMHAN
onmcana B kuure [. Mackenzie «Disease of the heart» (1914). B 1954 . D. Short
OTMETHJI CBS3h MEXIY CUHYCHOW Opaaukapaueii U MapoKCH3MaTbHONW HAIKEITy-
TIOYKOBOU Taxukapanen. B mampHeiimem atot Bapuant JICY, cuaapom Opamnra-
XuKapanu, oyneT HazBaH «cuaapoM Lllopta» [10].

TepMuH «cHHIpPOM CT1abOCTH CHHYCHOTO y3ia» (sick sinus syndrome) mo-
SBWJICS B uTeparype B 1967 1. B pe3ynbrare Habmonenuii B. Lown [10, 13, 19],
OTMETHBIIIETO TTEPHOABI YAaCTOTO MPEACEPTHOTO PUTMA, Y€PETYIOIIErocs C ATIH-
30aMu OpaJuKapAny Tocie KapAHOBEPCHHA. ABTOP OTMETHII «...XaO0THYECKYIO
aKTUBHOCTD TIpeACepauii, m3MeHeHue (hopMbI 3y0ria P, Opaaukapanto co MHOXKe-
CTBEHHBIMH 3aMEMIAIONINMHI CHUCTOJIAMH U TIPHUCTYIIBI TPEACEPAHON U y3I0BOH
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taxukapaun». M. Ferrer B nanpHeiimem pacimmpuia nonstue CCCY, BKIIIOYHB B
HETO CHHYCHYI0 OpaJuKapIuio, OCTAHOBKY CHHYCHOTO y3I1a, MeplaTelbHyIo Opa-
JUAPUTMUIO, CHHOATPUAIBHYIO OJIOKaly BX0/a, 00yCIIOBICHHYIO MEJUKAMEHTO3-
Hoit Tepanueit [10, 19, 21].

Tepmun CCCY 10 cux TOp HE SIBIAETCS YCTOSBIIUMCS M OOLICTIPHHSTHIM,
MHOTHE aBTOPHI MOJIB3YIOTCS TEPMUHAMH «AUCHYHKIUSI CHHYCOBOTO y371a» (Sinus
node disfunction), «bone3Hb cuHycHOro y3i1a» (sinus node disease), «CHHAPOM
JICHUBOTO CHHYCHOTO y3na» (lasy sinus syndrome) u ap. BapuanTsl HapyiieHus
(yHKIMH CHHYCHOTO y31a yamie Bcero obo3navatorcs kak: CCCY — HapyeHus
¢ynkun CY, 00yciIoBIeHHBIE €T0 OPraHuYeCKUMHU N3MEHEHHSIMHU, HE3aBUCUMO
OT HalW4usl WM OTCYTCTBHS CHUMIITOMATHYECKUX IPOSIBICHHUN; BEreTaTUBHAS
nucdynkuus cunycHoro y3na (BACY) — auchynkuus CY, oOycinoieHHas nato-
JIOTHYECKUMH BETe€TaTUBHBIMH BIUSHUSIMH.

1.2.3. THOJIOTHS U [IATOTreHE3

M. Alpert u G. Flaker coobmaror, uto CCCVY crpamaer 0,05 % nacenenus
CIIA. YactoTa CHHYCHBIX TUC(YHKIHA B 00mIel momymsaiun Hem3BecTHa. Co-
IJIACHO MMEIOIIeHCs HeTIOTHON HHPOPMAIIUY Y KapAHOIOTHIECKUX OOBHBIX OHA
coctasisaeT 3:5000. Tak, mo marasiM B.A. lllynemana, B Kpacaosipcke Ha 484
ThIC. HaceneHus BeisiBieHo 127 6ompHBIX CCCY (0,0296 %), uTo MpuMepHO co-
OTBETCTBYET JaHHBIM aMEPHKAHCKHX aBTOPOB. CpenHuii Bo3pacT OONBHBIX CO-
ctaBui okoio 50 set. [Iuk pacmpoCcTpaHEHHOCTH TPUXOIUTCS Ha Bo3pacT 60—69
JIET, a Y *KeHIIUH 1 Ha 5058 nerT.

CornacHo npudwHaM, mpuBoasmuM k pazsutuio CCCY, mociaeaane MOXHO
TTOJIPA3/IEIUTh Ha HECKOJIBKO TPYIIIL.

1. Ilepsuunviii (uouonamuuecxuti) CCCY, B OCHOBE KOTOPOTO JIeXKaT Jere-
HeparuBHBIe m3MeHeHH CY, Tipencepanii U MPOBOISIICH CHCTEMBI Cepla He-
SICHOTO TIpOUCXOKIeHUs. 3a0oneBanns CY BMeCTe ¢ TUCTATbHBIMH YIacCTKaMHU
CHEeTMATU3NPOBAHHON MTPOBOJAIIEH CUCTEMBI cocTaBiseT oT 25 mo 40 % ciydga-
eB CCCY, mpoxoauT 1Mo pa3HbIMA Ha3BAaHUSIMHU — WAMONATHICCKUN JeTreHepa-
THUBHBIN (PUOPO3 CHHYCHO-TIPEACEPIHOTO Y3I1a, CKIepOIeTeHepaTHBHAs 00JIe3Hb
npeacepauil u npoBosinei cucrembl. Kitaccuueckuii cerperalluOHHbINA aHATU3
CCCY mnokazai, 9To 3a00JIeBaHNE UMEET ayTOCOMHO-TOMHUHAHTHEIN THIT HacIe-
JIOBAaHUS U TIOATBEP/IMI HACIEICTBEHHYIO TPEAPACTIONOKEHHOCTh B ATHOMATOTe-
He3e 3a0oeBanus. Takoit nepuuHbIil reneTndeckuit CCCY nmMeet Oomee Tsoke-
JIO€ TEUSHHUE U TepeaacTcs B OONBIIeH Mepe 10 KEHCKON JIIHIH.

2. Bmopuunwviti CCCY opeanuueckoii namonocuu pa3BUBACTCS TPU Pa3Iud-
HBIX 3a00JIEBaHUSAX CEPACUHO-COCYIUCTON cucTeMbl, Mu(y3HBIX 3a00JIeBaHU-
sax coenmuuuTenbHOU Tkanu (J3CT), maToaorum SHIOKPUHHBIX JKelle3, HePEeIKO
CCCY paszBuBaeTcs Mocie TPAaHCIUIAHTAIIAN CEPIa.

3. HQucghynryus CY MOXKeT OBITH BBI3BaHA HE TOJIHKO OPTAaHMUYECKUM ITOpa-
keaneM CA-30HBI, HO U 8HEKaApOUAIbHbIMU hakmopamu — HapyIICHHEM BeTe-
tatuBHOH perymsimuu. B HopMme CY u ABY Haxomarcs mom mpeoOdagarontum
BIUSHAEM OY)KITAIOMIET0 HepBa. YCWJICHHE pabOTHI cepiama oOecIedrBacTCs
WM yMEHBIICHHEM BaryCHOTO BIHSHES, WM YCHJICHWEM aKTHMBHOCTH CHMIIA-
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THueckor HepBHOU cuctembl. [losenenne DK -npusnakoB CCCY MoxeT ObITh
CBSI3aHO KaK C TOBBIIIEHHOW aKTUBHOCTHIO MapacuMmnarnyeckoro otnena BHC,
TaK M C yTHETEHHEM CUMIIaTHYECKUX BIUSHUN. Bo3MokHA M KOMOMHALMS STHX
IBYX (haKTOpPOB.

CCCY moocem 6bimv HACTEOCMBEHHBIM, BPOAICOCHHBIM U NPUOODEMEHHBIM.

Ipuobpemennwviii CCCY yaiie BO3HUKACT B pE3yJbTaTe aTepoCKIepOTHYE-
CKOT'O MOPAKEHUsI cepilia MIIM MUOKapIUTHUECKOTO KapIMOCKIepo3a.

Cy6ctparom nacnedcmeennoco CCCY CUUTAIOT M30JIMPOBAHHBIA CKJIEPO-
nerenepatuBHblid Gpuopo3 CVY, nmpu kotopoMm uucio kieTok B CY 3HAYUTEIBHO
yMmeHbIeHo. OgHOBpeMeHHO HaOmiomaeTcs Tsokenbsld puopo3 Bokpyr CY u B
NpeacepausaX. YCTaHOBJEH THI HAcJI€AOBAaHUS 3TOW MAaTOJOTHMH — ayTOCOMHO-
nomuHaHTHBIH. Yame wnuonarnueckuiit CCCY BcTpedaercss y keHIuH (%),
npudeM B Bospacte crapuie 50 net (%5). OqHako y pOACTBEHHUKOB 3TUX OOJb-
Hbix CCCY BbIsiBIsICTCS B 00Jiee MOJIOIOM BO3pacTe W JaXKe JIETCKOM, HO 3TO,
Kak npaBuio, nareHTHbIH CCCY. CyliecTByIOT U Ipyre TeOpUU HacleA0BaHHs
CCCYV:

* HacieayeTcs pepMEeHTaTUBHBIHN 1e(eKT, B pe3yabTare KOTOPOro HapyIaeTcs
MeTaboau3M xonuHactepassl (M. Ferrer);

* HacJeqyeTcsl HU3Kask akTUBHOCTh MUPUIOKCHH-6-pocdara (akTuBHas Gop-
Ma BUTaMuHa B,), B pe3ynbrare 4ero HapyumaroTcs MeTaboIM3M TPUITO(paHa 1
HakorieHue kunypenuna (B.K. Pynsur);

* «aJICHO3MHOBAsl TUIIOTE3a» — YBEJIMYEHUE YHCIa aleHO3MHOBBIX PELENTO-
POB, TIOBBILICHUE MX YyBCTBUTEIHHOCTH M\HJIM MATOJIOTHYECKU MEIJICHHAS Je-
rpananus agerosuna (D. Watt);

* «MeMOpaHHas Teopus» — MmeMOpanonatust kietok CVY, paccMaTpuBaeMasi B
pamKkax nepexkucHoro okucienus aunuaos (I1OJI).

1.2.4. Knaccupukamusa CCCY

Cunppom crnadoct CY — 310 couetanue kanHn4Yeckux u DKI'- mpu3HaKos,
OTpaXaIOLMX CTPYKTypHBIE MoBpexaeHus: CY, ero HecnocoOHOCTh HOPMaJILHO
BBIMOJHATH (DYHKIMIO BOJUTENS PUTMa CepALia U/WI 00eCTIeYNBAaTh PETYISPHOE
MIPOBEZICHUE UMITYJIECOB K MPENCEPIUIM.

B nacrosiee Bpemst obuenpusHanHoit knaccudukanun CCCY ner. B nutepa-
Type MpeACTaBIeHbl B OCHOBHOM Kiaccudukanuu oprannueckoit ACY [8, 10, 19].

[To 0coOeHHOCTAM KIMHMYECKOTO TPOSIBICHUS BBIICISIOT cieaytomue (hop-
MBI CHHIPOMA cJ1a00CTH CHHYCHOTO y371a U BapHaHThl UX TedeHus [20]:

* 1ameHmuas popma — oTcyTcTBHE KiuHudecknx u DK -nposinenwmii; nuc-
¢ynkuust CY  ompenenseTcss npu 3MeKTPOPU3UOIOTHIECKOM HCCIICTOBAHUY.
OrpaHn4eHui TPyIOCTIOCOOHOCTH HET; UMILIAHTALHUS SJIEKTPOKAPINOCTHUMYJIS-
TOpa HE MoKa3aHa.

* KOMNEHCUPOBAHHAS (POpMA:

— Opaducucmonudeckuti eapuanm — c1abo BbIPaXKEHHbIE KIMHUYECKUE TPO-
SIBJICHUS, JKaI00bl Ha TOJIOBOKPYXKEHUE M cl1abocTh. MoxkeT ObITh mpodeccuo-
HaJIbHOE OTpaHMYCHUE TPYAOCMHOCOOHOCTH; MMIUIAHTALMUS AJIEKTPOKapAUOCTHU-
MYJISTOpa HE MOKa3aHa.
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— OpaAOUMAXUCUCONUYECKULL 6apuanm — K CUMIITOMaM OpaJIucHCTONnYec-
KOTO BapuaHTa JOOABJISIOTCS MapOKCH3MAIIbHbIC TaXUapUTMHUH. MMIuiaHTarwst
ANIEKTPOKAPAUOCTUMYJIATOPA TIOKa3aHa B ciydasx jekomnencanuu CCCY moj
BIUSHUEM MTPOTHUBOAPUTMUYECCKON TepaITHH.

* 0eKOMNEHCUPOBAHHAS hopma:

— bpaducucmonuyeckuii 6apuaHm — ONpPEAeIseTCs CTOMKO BbIpaKCHHAs! CH-
HyCHasi OpaJMKapjus; MPOSBISICTCS HapyIICHHEM IepeOpaIbHOro KPOBOTOKA
(TONOBOKpYXEHUEM, OOMOPOYHBIMU COCTOSHUSIMH, TPEXOJSAIIMMU Tape3aMu),
CEpACUYHON HEIOCTaTOYHOCTBIO, BBI3BAHHOM OpaguapuTMHEW. 3HaYUTENbHOE
OTpaHUYCHHE TPYIOCIOCOOHOCTH; MOKA3aHUSIMHU K MMIUTAHTAIIUN CITY)KaT acH-
CTOJIMS M BPEMsI BOCCTAaHOBJICHHS (PYHKIIMU cUHyCcHOTO y3i1a (BBDOCY) Gonee 3
CEKYH/I.

— Opadumaxucucmonuyeckuil éapuanm (cunapom llopra) — Kk cuMnTOMaM
OpaJMCHUCTOIMYECKOTO BapHaHTa JIEKOMIICHCUPOBAHHOW (POPMBI JOOABIISIOTCS
MapOKCU3MAJIbHBIC TaXHAPUTMHU (CYNpPaBEHTPHUKYIISPHAS TaXHKapIWs, Meplia-
HUE | TpereTaHue rnpeacepauil). [lanuenTs NOTHOCTRIO HETPYIOCIOCOOHBI; IO~
Ka3aHHS K UMIUIAHTAIUH 3JICKTPOKAPIUOCTUMYIISATOpA TE XKe, YTO U pu Opaju-
CHCTOJIMYECKOM BapHaHTE.

* NOCMOsIHHAsL Opaducucmonudeckas gopma guopurisyuu npedcepouti (Ha
¢one panee auarnoctupoBanHoro CCCY):

— MAXUCUCMONUYECKUL 8apUAHT — OTPAHUYCHUE TPYAOCHOCOOHOCTH; MOKa-
3aHUW K UMIUIAHTAIMH AJICKTPOKAPIUOCTHUMYJISITOPA HET;

— bpaoducucmonuyeckull 6apuanm — OrpaHnICHUE TPYO0CIIOCOOHOCTH; ITOKa-
3aHUSAMU K UMIUIAHTAIUK JIEKTPOKAPAUOCTUMYIIATOpPA CIyXar IepedpaibHast
CHUMIITOMATHKA U Cep/ieuHasi HeI0CTaTOYHOCTb.

Bapuanmer meuenuss CCCY: octpoe, penuanBUpyIoliee, XpOHHUECKOE.

B 3aBucHMMOCTH OT perucTpanny MpU3HAKOB cabOCTH CHHYCHOTO y3J1a MpH
nutenbHoM DKI - MOHUTOpUPOBAHUY BBIJCISIOT:

» 1amenmuoe (nipu3Haku CCCY He BBISBISIOTCS);

» unmepmummupyioujee (npusnaku CCCY BBISBIAIOTCS MPH CHIKCHUN

CHUMIIaTUYECKOTO ¥ BO3pAaCTaHUM MapacHMIIaTHYECKOro TOHyca, HalpuMmep, B
HOYHBIE Yachl);

» manugecmupyrouee meyenue (npusaku CCCY BBISBISIOTCS TIPU

Kaxa0M cyTouHoM DKI'-MOHUTOpUPOBAHUN).

CCCY B cBoIO ouepenb MoapasaeiseTcs:

* no OKI-munam:

I Tun — cunycHas OpanukapIus;

Il Tun — cuHOAaTpUaNbHAs OJI0KA/A;

I Tun — cuaApOM OpaauKapIuH-TaXUKapANH.

* 0 cmeneHu KOMReHCayuu:

— KOMIICHCUPOBAHHBIN;

— cyOKOMITEHCHPOBaHHBIH;

— JIEKOMITEHCHUPOBAaHHBIH.
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1.2.5. Kanauka

Kimanueckue nposiinerust CCCY 00yCIOBICHBI XapaKTEepOM U BBIPaXKEH-
HOCTBIO apUTMHH, COCTABIAIOIINX CYHUIHOCTh CHHApoMa. K 3TUM apuTMusIM
OTHOCSTCS: cuHycHasi Opanukapausi, CA-Onokazna, otkaz CVY (sinus arrest) ¢
BBICKAJIb3BIBAIOIMMHU COKPAIEHUAMH U3 HIKEJIEKal[UX LIEHTPOB aBTOMaTH3-
Ma 1 0e3 HUX, CUHAPOM OpajuTaxMapUTMHU HIU OPaguTaxUCUCTOINYCCKUI
BapuaHT CCCY, NOCTOSHHOE MeplLaHue WIN TpereTaHne Nnpeacepanii Kak uc-
xon CCCY.

Yacte aBTOpoB 0THOCAT K CCCY M HEKOTOpbIE BapUaHThI CHHAPOMA KapOTH/I-
HOT'O CMHYCa, MUTPALIAIO BOJUTENS PUTMA 110 TPEACEPAUSM.

B 3aBucumMocTH OT HalmWuMs WIM OTCYTCTBUSl KIMHHUYECKHX CHMIITOMOB
CCCY nenar Ha cumMnmomamudeckull U aCUMRmMOMAmMUYecKuil.

[epBbie 1 Hanbosee panaue KinHIYeckue npossieHuss CCCY o0yciioBneHbl
YMEPEHHBIM HapylIeHHEM LepeOpaibHOrO KPOBOTOKA, KOTOPBIE MOTYT IPUBECTH
K TIOBBIIICHUIO HEPBHOH BO3OYAMMOCTH, CHIKCHHUIO NaMATH, OECCOHHHUIIE, He-
OOJIBIIMM HApyLICHUSIM MCUXUKHU. bonee BrIpaskeHHBbIE HAapyIIEeHHs LepeOpaiib-
HOTO KpPOBOTOKA BBI3BIBAIOT TOJIOBOKPY)KEHHS, IMOIyOOMOPOUHBIE COCTOSIHUS
(mpecunkorie), 0OMOPOKH (CHHKOIIE), KpPAaTKOBPEMEHHBIE Mape3bl, HapyIICHHS
peun, HaKOHel, MOTYT BO3HUKHYTh KJIACCUYECKHE NPUCTYITbl Mopransy — Anam-
ca — Crokca. HeBponornueckas cumnromarika y 6onbHeIx CCCY oueHb pa3Ho-
oOpasHa 1 HecrieuupuyHa.

MHorue 00NbHBIE KATYIOTCS HA MBILICYHYIO C1a00CTh, KOTOpasi, BUIUMO, 00-
YCIIOBJIEHA HapyLIEHHEM KPOBOCHAOKEHHUS CKeNeTHBIX MbIl. Hepenko xapau-
aJbHBIE KaJI00BI MOTYT OTCYTCTBOBATh MJIM OTCTYIIAaTh Ha BTOPOH IUIaH, a 4YacTo
uHTepMuTTHpYIomui xapaktep CCCY He naeT BO3MOKHOCTH BBISIBUTH Opajau-
APUTMHIO TIPU KaKIOM BpaueOHOM OCMOTpE.

Ecnu CCCY Bo3HukaeT Ha (hOHE OPraHMUECKOTo 3a00JIeBaHUs CepIeuHO-CO-
CYIUCTOW CHUCTEMBI, apUTMHH, CBsi3aHHbIC ¢ auchyHkuuerd CY, cnocoOCTBYIOT
BO3HHKHOBEHHIO MJIH YCYT'YOleHuro cepaeunoit negocrarounoctu (CH), creno-
KapJuu.

Knunnueckas cumnromaruka CCCY 3aBUCHUT TakkKe OT COCTOSHUS HUXKele-
KalUX HeHTPOB aBToMarusma. [Ipu coxpaneHun Ux QYHKIHMU AaxKe MPOIOILKHU-
TeNbHBIA 0TKa3 CY MOXET HE CONMPOBOXKIATHCS KAKMMHU-THOO KIMHUYECKUMHU
nposiBieHusAMU. [Ipu nmopakeHnH HEHTPOB aBTOMaTH3Ma BTOPOTO MOpsiAKa pas-
BHBaeTCs UCTUHHAs acucTonus (total cardiac arrest).

XapakrepHbie a1 CCCY OpaauapuTMHH HEPEIKO YEePEayIOTCS C TapOKCHU3-
MaMH TaxuapuTMuH. [locTosHHAsE cMeHa pUTMa CIIOCOOCTBYET BOZHUKHOBEHHIO
TpomMO03MO0NHii, Kpome Toro, 3ToT BapuanT CCCY TspKeno nmepeHocurcs: 60Ib-
HBIMU U HauboJee CIOXeH i JiedeHus. VcxomoM OpaauTaxuCUCTOIMUYECKOI
¢dopmbl CCCY sBnsieTcst pazButhe noctosHHoid @I ¢ ymMeHbIIeHHEM WM UC-
YE3HOBEHHEM CHMIITOMATHKH, YTO Ja€T OCHOBAHHE TOBOPUTH O «camou3Jieye-
Hum» CCCY. [Ipu coueTaHnu Takoro BapuaHnTa ¢ 3a001eBaHISIMU cep/la B 4aCTH
ciyyaeB paszBuBanack u nporpeccupoBana CH. Ilocrosanas ®I1 moxeT ObITH
C PEIKUM PUTMOM — 3TO OBIBA€T NMPH MOPAKCHUH MPOBOSIICH CUCTEMBI HUXKE
CA-coemunenus (B ABY), u Torma mosiBIIIeTCSl CUMITTOMATHKA, CBOMCTBEHHAS
nexomieHcupoBanHoMy CCCY ¢ Opaamaputmueii. KynupoBanue mocTossHHOM
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dudpumsun npencepauit (OI1) y 6onpabix CCCY He peKOMEHIYeTC s, TaK KakK
pe3Koe CHOHTAaHHOE MPEKPAIIEHUE 3MHU30/1a TAXUAPUTMHUH YaCcTO COMPOBOXK/IA-
€TCsl YTHeTEHUEM CHHYCa W TIOJYMHEHHOTO IeicMmeiikepa. OO 3ToM mucal ere
B.Lown, koTopbIii ¥ TIPEUIOKMIT TePMUH «sick sinus syndrome» WMEHHO ISt
ATOW Kareropuu OOJbHBIX.

Takum 00pa3oM, KIMHHKA XapaKTEPU3YETCsl MPOSBICHUEM CICIYFOIIUX OC-
HOBHBIX CHHJPOMOB, 2 UMEHHO: TOJIOBOKPY)KEHHE, CHHKOIIC, BHE3aITHASl 3HAYU-
TeNbHas c1aboCTh, IepeOor B 00JIACTH CepAla, CepALeONeHUs C MOCIC Y OIIH-
MU OKOJIOCHHKOTIAJIbHBIMU COCTOSIHUSIMU.

1.2.6. UucTpyMeHTaIbHbIE METOAbI TUATHOCTUKH
uieKTpoKapauorpadus

Cunycrnas dpaduxapous sBisercsi ocHOBHbIM npu3HakoM CCCY na OKI un
OOBIYHO HE BBI3BIBACT TPYAHOCTEH B AMAarHOCTHKE. | paHWIaMU BBIPasKEHHOM
CHHYCOBOH OpaIuKapAny, CBUACTEIbCTBYIOIIEH O SIBHBIX HAPYIICHUSIX B paboTe
CY, G0oNbIIMHCTBO aBTOPOB cuuTaroT 50 cokpaieHuid B MUHYTY nHeM U 40 co-
KpallleHHld B MUHYTY B HOUHOE Bpems (puc. 1.1).

11 aVF v NE

S ) SR o

HYTHM STRIP:= 11
25 mmSsec: ] cm/m\V

el oy ke e

Puc. 1.1. Cunycnas Opagukapust

1. CA-Gnokamsl.

CA-bnokaoa 1-1i cmenenu. Ha DKI' 00b1uHO He auarHoctupyetcs. BoisiBis-
eTcsl ToJbKo mpu onpenenenun Bpemenn CA-nposenenus (BCAII) cneunans-
HBIMH 3JIEKTPO(U3HOIOTHYECKUMHU MeToaMu. KilMHu4YecKuX MmposBIeHUN He
HUMEeT.

CA-6nokaoa 2-ui cmenenu. Ha DKI' mposiBnsieTcss B BUA€ CHHYCHBIX May3 —
NepuoaoB oTcyTcTBUs 3yOna P. Ecnu Her 3amMecTUTEeNbHBIX PUTMOB U3 HHXKE-
JIeXkKAIIUX LIEHTPOB aBTOMaru3Ma, Beinanaer Bech komruiekc PQRST. Ecnu npo-
JOJDKUTEIBHOCTD TaKOH May3bl TOUHO COOTBETCTBYET BEIUUYMHE 2—3 HHTEPBAJIOB
P-P, nuarnocrupyercs CA-0nokana 2-if creneHu 2-ro tumna. Pexxe BbIsBIsieTCS
CA-0nokana 2-1i crenenu l-ro tura.

CA-Gnokaza 2-ii cTeneHH MOXKET BBISBISTHCS U MPH HOPMAJIbHOM IPOIOJI-
KHUTEIBLHOCTU CUHYCOBOrO Iukina (puc. 1.2), a coueranue ¢ CMHycOBO# Opanu-
Kap/uel CBUIETENIbCTBYET 00 OMHOBpeMeHHOM nopaxenuu CY u nepuHoaab-
HOM 30HBI.
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Puc. 1.2. CA-6inokazna 2-ii creneHu

CA-6nokada 3-ii cmenenu. Eciin npu CA-Oiokajie BBINAIAeT HECKOJIBKO KOM-
IJICKCOB MOJPST IPU OTCYTCTBUH 3aMECTUTEIBHBIX PUTMOB, TO MOXKHO TIPEATIO-
J0kUTh Hanmuuue y OonbHOoro CA-Onokaznwl 3-i cmenenu (puc. 1.3). CunycHbIe
nay3bl MOTYT ObITh 00yCIOBIEHBI He Toabko CA-0J0Ka0ii, HO U OCTAaHOBKOM
CY (sinus arrest). B OonblIMHCTBE CllyyacB TOYHBIA MEXaHU3M CHHYCHBIX Iay3
Ha oObruHOM DKI' onpeaenuTs HeBO3MOXKHO. [losiBieHHE 3aMECTUTEIBHBIX CO-
KpalleHUH eme OOJblIle 3aTPyIHSICT JUATHOCTUKY. YUUThIBas TO, YTO KIMHUKA,
IIPOTHO3 U JIeueOHBIE MEPOIIPUSITHS COBEPIICHHO OUHAKOBRI Iipu CA-Oriokaie u
octaHoBke CY, TOUHOE pa3TpaHUUYCHHE 3TUX COCTOSIHUN HE UMEET MPAKTHIECKOTO
3HAUCHHUS.

T T R
I I S T S I SRl

34s | JVL

Puc. 1.3. CA-6nokazna 3-i creneny uiy 3nu30/61 ocranoBku CY

2. [TocTakcTpacucToNMIeCKast ICPECCUsi CHHYCOBOTO PUTMA.

Omucana A.B. Hemoctymom B 1974 1. — mpomoIDKUTENBHBIC TTAay36I Cpasy Io-
CJIe DKCTPACUCTOIBI C BBICKAIB3BIBAIONIMMU COKPAINCHUSIMHU U3 HIDKEIEKAIINX
LEHTPOB aBToMaru3Ma W 0e3 Hux. CumTaercs, 4TO ITOT MPU3HAK XapaKTepeH
tonbko 1t CCCY (He0OXOAMMO UCKITIOUUTH OJIOKHUPOBAHHBIC SKCTPACHCTOJIBI).

3. CoueTaHue BhIIICTIEPEUNCIICHHBIX MPH3HAKOB C TPUCTYNAMH TaXHAPUTMHUH
(cunppom OpaguraxuapuTMud, Opaguraxucucronuueckas popma CCCY).

Hapymenust putma cepana y OonbimmHcTBa 00sbHBIX CCCY ompenenstor
crenupUKy KIMHHYECKUX MPOSIBICHUN OOJNE3HHU, TSDKECTh COCTOSIHUSL OOJBHBIX,
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MPOTHO3 M TAaKTHKY JiedeHHs. Pe3kue mepexoipl OT MPUCTYNa TaXHapUTMHH K
pPEIKOMY CHHYCHOMY PHUTMY HEPEAKO COMPOBOXIAIOTCS BO3HHUKHOBEHHEM JJIH-
TENIbHBIX Nay3 U CyOBbEKTUBHO TUIOXO MEPEHOCSTCS NMalueHTaMu. Takoe TeueHue
CCCY Bcrpeuaercst toctaTtouHo dacTo. [Ipeacepanas skcTpacucTonus BHICOKUX
rpagauuii peructpupyercst y 80 % OOJBHBIX, 8 CHHAPOM OpaJuTaxuapuTMUN —
y 60 %. CyIiecTBeHHO N3MEHWINCH MIPECTABICHUS O XapaKTepe TaXuapuTMHUil
[P 3TOM CHHJAPOME: MepLaTeibHas apuTMHs, CUNTABILASCS paHee OCHOBHBIM
KOMIIOHEHTOM CHHJIPOMA, BBISBIISIETCS TUIIb Y 36 % OONBHBIX, IPUMEPHO C TaKOH
K€ YaCTOTOM BBISBIISICTCS MpeAcepaIHas HapoKCU3ManbHas Taxukapaus, ay 13 %
OOJILHBIX—MX COYETaHHe, Yalle B HeMpepbIBHO-peuIUBUpytouiel Gopme. Pexe
BBISIBIISIETCSL y3JI0Basi MapoKcu3MalbHasi Taxukapaust (3 %), mapokcru3ManbHast
XKemynoukoBas Taxukapaus (8 %), coderanne MA u KelyT0uKoBOU TaXUKapAUU
(3 %), MepLaTeNIbHOM apUTMUU C y3J10BOH Taxukapauei (2 %). O4yeBumaHa HEOO-
XOOUMOCTbh TOYHOH TUArHOCTHKH XapakTepa MapOKCH3MaJbHbBIX TaXUKapAWd U
000CHOBaHUS TAKTHKH JICUCHUSI.
4. XpoHOTpoITHast HENOCTaTOUHOCTH (puc. 1.4.)

XPOHOTPONHASA
HEAOCTATOYHOCTH

yce [Meone T

HectabunbHasa YacTota

Hauvano Harpyskum OKOHYaHWE Harpy3km

BpeMsi BbINOMHEHWS Harpysku

Puc. 1.4. XpoHoTponHas HEAOCTATOUHOCTh

Peghnexmopnuvie npoowi:

* npoba Yepmara — I'epunea, WM cuHoKapomuouslil peghiexc (MEXaHMIECKOE
pasapakeHne Wi Maccak KapoTHIHOTO CHHYCa) — OCTAHOBKA CHHYCHOTO y3J1a
(OCY) 6onee 3 cexyHm;

* npoba Banvcanveel (HaTy)KUBaHUE Ha BBIJOXE FIIM BIIOXE C MOCIETyIOIeH
3aIep KON IpIXaHus1) — HHAEKC poosl Banscansee! (UI1B) (HCC2/YCC4) <1,0
(mopma >1,25);

* npoba Awnepa — Jlanvunu (TazocepaedHas mpoda — HagaBIMBaHUE Ha 00a
TIa3HBIX 010Ka B TeueHne 10 cexyHm).
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Dapmakonozuueckue npoowi:

* C aTPONUHOM — BHYTPHUBEHHOE BBeeHue aTporrHa (0,02 MI/KT, HCIIOIb3YyeT-
Csl KaK CKPUHUHTOBBIN TECT NMPHU OpaguKapIusX — HEBO3MOKHOCTh yBEIMUECHHUS
UCC Ha 50 % oT ncxomHoro (B KaueCTBE HIKHEH TpaHUIIBI HOPMBI Yallle BCETO
ncnonb3yercs MakcuMainbHags YCC=90 ya.MuH), CTOWKHI aTpHOBEHTPHUKYISP-
HBIM PUTM, TAPOKCHU3M TPETEeTaHus WM MEepLAHUs MpeIcepanii;

* ¢ uzanpuHoM — yBenmuenne UCC Ha 25 % u MeHee OT UCXOIHOTO, KTOIH-
YecKue HapyLIeHHUs pUTMa;

* ¢ o03uganom — cHmkenne YCC Ha 20 % u Gonee OT HCXOIHOTO.

Inexmpoguzuonozuueckoe uccieoosanue cepoua (IOH)

OcHOBHbIE XapakTepucTUKH cucTeMbl CY BBIABISIOTCS MPHU YPECTIHIIEBOA-
Ho1 anektpokapanoctTumyssiiuu (UI19C) n npu BHyTpucepaeunom DDU.

OcHOBHbI€ MTOKa3aTeu, KOTOPhIE ONPEAETISAIOTCS BO BPEMsI NCCIIEOBAaHUI:

* Bpems BoccraHoBieHus Gpyakuuu CY (BBOCY),

* KoppurupoBanHoe BpeMst BoccranoBieHust pynkuun CY (KBBOCY),

* Bpems cuHoarpuanbHoro nposeaenus (BCAII).

Ha puc. 1.5 mokazana metonuka onpenesaeHus moka3aresield CHHyCHOTO aBTO-
MaTH3Ma.

AUUL£0.UTUULEU. Uy) UBSEATEL s ya iy sy

(00.05.00-00.05.26) Cuerika pma - - BaaucHbi RR = 814mc

N RORTRTo S SRS
+

B At i A Jvl, . dl i)

My Vr
20 350 Tu. ‘

[ 25mmic

(00.07.22-00.08.10) Bpems CUHO-aTPVanLHOro NPOBEASHNS BCAM= 102:13mc

BB®ACY = 1142mc
(00.08.14-00.09.10) Bpems BOCCT. (PYHKLUN CUH. y3na KEDBCY = 328me

Ux/\mﬁuwm EREENARE

.06- 80 ru
1 Omm/mV
20-350 Mu,|

Puc. 1.5. Ilokazaremu DOU

* Bepxuss rpanuna 3HaueHust BBOCY o6sr4n0 1500 Mc (60bIIMHCTBO aBTO-
poB ucmnomnp3yer BenuunHbl oT 1400 10 1680 mc).

* Bepxusist rpannna Hopmsl KBBOCY = 500 mc.

* BCAII B COOTBETCTBHH C TUTEPATYPHBIMU JaHHBIMH SBJISIETCS OTHOCUTEIb-
HO ManonH(popMaTUBHBEIM mokazareneM B auarHoctuke CCCY. He otpaxkaer
oH U BpeMeHH CA-TpoBeJeHMs], B CBSI3U C YEM OIIpeJIeIeHNe 3TOT0 MOoKa3aTess
MMeeT OrpaHNYEHHOE 3HaYeHHE B KIIMHUYECKOM MpakThke. MakcuMmalibHas mpo-
nommkurebHocTs BCAIT = 200 Mc, a moclie MeIMKaMEHTO3HOM BEreTaTUBHOM
6mokazabel — 116 mc.

Jiist BbIsIcHEHHUS (PYHKIIMOHATIBHOTO MM OPTaHUYECKOTO XapakTepa Mmopaxe-
Hust CY npu CCCY 00bIMHO HCTONB3YIOT (hapMaKoJIIOTHUECKUE MPOObI ¢ aTpo-
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MTUHOM WJIM aTPONIMHOM M 003MJaHOM (MEIMKAaMEHTO3Hasl JeHepBalus Cepaua),
KOTOpBIE CYMTAIOTCS cTaHaapTroM npu npoeaeHnn DDU. IIposenenune mpoOb
[OKa3aHo MAaIlMeHTaM, Y KOTOPBIX BO BPEMs UCCIIEI0BAHUS BBIABICHO NMaTOJIOTH-
YeCcKoe YIUIMHeHHE 0000 U3 MmoKa3aresei, XapakTepu3yIOIIUX CHHYCHBIN aBTO-
MaTHU3M WM TPOBOUMOCTb.

ITocae MennkaMeHTO3HOH BereraruBHON Ogokamel mo A. Jose u D. Collison
(BayTpuBenHoe BBenenue 0,04 mr/kr arponuna u 0,2 Mr/kr o03ugana) onpese-
nsiercst uctuHHbId putM CY (MPCVY) — ucTHHHBIA CUHYCHBIN puTM O€3 Berera-
TUBHBIX BIUSTHHML:

Homxneiii UPCY= 118,1- (0,57 x Bo3pacT naiuenra). Jlomyctumsr koneba-
Hus 10 14 % y nun go 45 net u 18 % y nui crapuie 45 net. ®Bb cepana — menu-
KaMEHTO3Hasl AeHepBalys (aTponuH 1 0031uJaH):

Ucxonnas YCC wmm nomwkHast IHRp (predicted)=118,1 — (0,57 x A) + 14 %
(mo 45 net) + 18 % (Gonee 45 ner),

rae A — Bozpact B rozax, IHRo < IHRp npu CCCY,

IHRo = IHRp npu BJICY, y 310p0OBbIX JrOa€i.

Boruncnennas YCC ITHRo (observed), 3apeructpupoBaHHas y maiyeHTa.

[Tocne mennkaMeHTO3HOH JleHepBaluu BepxHsist HopMma 1t BBOCY >1300
Mc, KBBOCY >270 mc. JlonoaHuTeabHbIE MPU3HAKH — BTOPUYHBIE May3bl, aT-
PUOBEHTPUKYJIIPHBIE ACKEHUNBI B MOCTCTUMYISILIMOHHOM TEPUOJE, MapOKCU3-
ManbHoe ykopouenue BOCY, ¢peHomeH »neKTpruecKoil HecTaOUIbHOCTH MHO-
Kapaa (MOSBIEHUE SKCTPACHCTON WIIM KOPOTKHX MPOOEKEK TaXWKapAuH B PaH-
HEM MTOCTCTUMYJISILIIOHHOM TIEPUOJIE).

Ecnu kakoii-nmiu0o u3 mokasaresnei mocie npoObl He BO3BPALIAETCS B IPaHULIBI
HOPMBI, CYMTAETCS, YTO UMEETCsI opraHndeckoe nopaxenue CY, eciu Bce HopMa-
m3yetcs — pyHkuuoHansHbIH BapuanT CCCY.

Jnumenvnoe monumopuposanue IKI' (M DKI)

JM DOKI" MHOrMMHE ITpU3HAETCS KaK OCHOBHOM 1 HanOoJiee HaJICKHBIH METOJ
muarHoctuku CCCY: ocHoBHbIMU KpuTepusimMu CCCY mpu JIM OKI' Bce aBTOpBI
MIPU3HAIOT May3bl, CHHYCHYIO Opanukapaunio u snu3onsl CA-610kaabl. Bennunna
nay3 B ocHOBHOM cBoautcs k 2000—-3000 mc, kputepuem OpauKapAud HYKHO,
Buaumo, cuutatb YCC menee 40 yn.MUH, HE3aBUCHMO OT BPEMEHH BO3ZHUKHOBE-
HUSI, XOTSl 3TU TIPU3HAKU U HEe a0comoTHBL. YUyBcTBUTENbHOCTE MoKazarens YCC
MeHee 40 ya.MUH y OOJIBHBIX C CHHYCHBIMU AUCOYHKIMsIMU cocTaBiseT 43,1 %
npu cienupuaHocTd 98 %.

Bbonee B3BelIEHHYI0 MHTETpaJIbHYI0 OLIEHKY aBTOMAaTH3Ma CHHYCHOTO y3i1a
JaeT CpeJHECYTOYHAsl YacTOTa CEPACUHBIX COKpAIleHUH. JTOT NOKazaTeidb 00b-
eIMHSET MEePUOAbl JHEBHOW AaKTUBHOCTH C MpeoOiaJaHHeM aIpeHepruyecKou
CTUMYJISILMU 1 HOYHOTO JIOMMHHPOBAHUS Baryca, MaJO4yBCTBUTENEH K KpaTKo-
BPEMEHHBIM KOJICOAHUSIM PUTMa M DKCTPACHUCTOIMUH, JOCTATOYHO MHEPTEH NPHU
MOBTOPHBIX MOHHTOPUPOBAHUSIX Y OIHOTO OOIBHOTO. UyBCTBUTENBLHOCTH 3TOTO
nokaszarensi cocraBwia 55,9 %, a cneuuduunocts — 97 %. Bee npyrue OKI -
npusHaku CCCY Takke UCTONIb3YIOTCS, IPUYEM CyMMapHasl 4yBCTBUTEIBHOCTD
OKTI'-xpurepueB Bo BpeMsi MOHUTOPUPOBaHMs focTHraia 78,4 % mnpu KOMIEHCH-
poBanHoM CCCYVY u 98,8 % npu JeKOMIIEHCHPOBAHHOM.

Oco0eHHO Ba)KHBIM CUMTACTCS BBISIBICHUE Mapajien3Ma MEXIy CHHYCHBIMH
nay3aM ¥ KJIMHHYEeCKOU LepeOpanbHoi cuMnToMarukoi y 6ompHbeIX CCCY: pe-
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ructpanus nay3 Ha OKI' Bo BpeMs MpecHHKONAIBHBIX I CHHKOIIAIBHBIX COCTOS-
HUH OIHO3HAYHO CBHETENILCTBYET O IEKOMIICHCAIIMU CUHYCHON TUCHYHKIHH.

Ilpoba c ¢pusuueckon nazpysxoii (OH)

VY GonpumncTBa 601pHEIX CCCY cyomakcumanbaoro ypoBHs YCC npu BbI-
[IOJTHEHUM BEJIO3PTOMETPUM JOCTHYb He yhaeTcs. OmnpeneneHHble TPYAHOCTH
MPEACTABISCT HHTEPIPETALMS TecTa ¢ (PU3NUEeCKON HArPY3KOU ISl TUarHOCTUKI
CHUHYCHBIX AucyHKUuA. [t 5TOoro pa3zpaboTanbl HUKHUE TPAHHULBI HOPMaJlb-
Hoit UCC y nun crapie 40 et Ha pa3Hbix dTanax ®H y MyXuuH U XKeHIUH
(tabm. 1.1).

Ecan nanuent Bo Bpemss @H He gocTUr yka3aHHOM 4acTOTBI pUTMa Ha CO-
OTBETCTBYIOLIEH Harpyske, €CTb OCHOBAaHHS NPEAINONOKUTb, YTO Y HEro JHC-
¢ynkuus CY. C yBennyennem MomrHocTH Harpy3ku YCC MoXeT 3HaYMTENIbHO
BO3pacTaTh M MpeBbIIIATh rpaHUnbl HOpMBL llosTomy amarnoz CCCY Oymer
TeM OoJblIe JOCTOBEPEH, KOrjaa MpH OoJbIIel MOIIHOCTH HArPy3KH MOJYYEHO
HeazekBaTHO Manoe yBennueHrne YCC. YyBCTBUTENBHOCTh MOKA3aTeNs MaKCH-
ManbHOM YCC, HOCTUTHYTOH BO BpeMs Harpy304HOro TecTa, pocturaia 29 %
npu cneuupuaHocTa 75 %.

Ta6muua 1.1. Hmxane rpaannesr YCC Ha sTanax ®H

Harpl}\//iilpllu({l?rc;;) MUH) Myscamst ey
300 90 103
450 100 125
600 110 _
750 125 -

Jlasxe mpu HEBBICOKOM YYBCTBUTEILHOCTH W TPYAHOCTH WHTEPIIPETALNHU pe-
3ysabTarkl MPoObl ¢ @H MOTYT OBITH MCTIOJIL30BAHBI ISl TIPEIBAPUTEIHLHOTO BbI-
sIBJICHUsI JIUI ¢ nogo3peHueM Ha auchynkiuio CVY. [Ipu 3ToM pacnpocTpaHeH-
HOCTH BEJIOAPTOMETPUH KaK CTaHJAPTHBINA TECT Ui TUArHOCTHKHU KapauaIbHOM
MaTOJIOTUM MOXKET OTYACTH KOMIICHCHPOBAThH €€ HETOCTATKH.

Ouyenxa pynxyuu eezemamuenoii HepeHoiul cucmemsl (BHC)

Uzyuenne honororo cocrosiaust BHC ¢ moMoiisio onpeeneHus noxkasareneit
BapuabenbHOCTH cepaeuHoro putMa (BPC) BbLsiBMIIO HOBBIE JaHHBIE O (DYHKIIHO-
HUPOBAHUH M PETYJISIIMA CHHYCHOM CHCTEMBI PUTMOBOXKJIEHHUS MPU TATOJIOTHH
CA-y3na. [lngs CCCY xapakTepHbl JOMUHHUPYOIEE peoliaaHie BarOTOHUH,
COXpaHEHHE JO0JIH CUMIIATUKOTOHUH 1 OYE€Hb BBIPA)KEHHOE YMEHBIIICHNE KOJInYe-
cTBa O0NILHBIX ¢ HOpMaNbHOU QyHkimelt BHC kak npu GyHKIIMOHATLHOM, TaK U
IIpH OPTaHWYECKOM BapuaHTe CHHApPOMA. BhIJieNeH OTAeNbHBIA THII BEreTaTHB-
HBIX JUCYHKINH, He HAOMIONABIINICS Y 3/I0POBbIX JIUII, — TUTIEPTOHNYECKHii. B
CyMMe pa3Hble BapuaHThl BereTaTuBHbIX ¢BUTOB pu CCCY Obun 00HApYKEHBI
¢ nomorisio BPC B 90 % ciryuaes.

IKT evicokozo paspewienusn (no30HuUe ROMEHUUATIbL RPEOCePOUIL)

JlaHHBIC O CKPBITHIX MEXaHM3MaX apUTMOTEHE3a B TPEICEPAHIX y OOIBHBIX
CCCY momyueHsl MeTooM peructpanuu npeacepanoii DKI' ¢ ycpeaneHHbIM
curnajgoM. C TIOMOIIBIO ATOTO METO/a 3apPETUCTPUPOBAHBI OYaru HU3KOAMITIH-
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TYAHBIX BBICOKOYACTOTHBIX OCHHHHﬂHHﬁ, KOTOPBIC OAHOBPEMEHHO C YBCIIMUCHU-
€M 06U.I€FO BPEMCHU ACTIOIApU3aAlINN 0COOEHHO 3aMETHBI BO BpEMsl 3aBCPLICHUS
MOTEHIMAaNa ASUCTBUS. Ounn MOJIYYWJIM HAa3BaHUC MO3JHUX MOTCHIMUAJIOB IIPEI-
cepzu/lﬁ. HOCJ’IGI[HI/IC B Ka4C€CTBEC He6ﬂaI‘OHpI/IHTHLIX MapKEpoOB MOTYT OBIThH HC-
MOJIb30BAHbI U1 MMIPOTrHO3UPOBAHUSA NPEACCPAHBIX apPITMHfI.

1.2.7. IlpuHIMIIBI BeleHUSI TANMEHTOB

Kimmangecku BRIIEISIOT ciienyrommue crernenn komrencannu CCCY:

1. Komnencuposarntviii — %anod HET WM €CTh He3HAYUTEIbHBIE Ha KapAral-
TUH, TOJIOBHBIE 00JIM, HEOONBITYIO CTa00CTh, 0OBEKTUBHO HAOFOMACTCS TOJBKO
Opamukapams;

2. CybxomneHcuposaHHbill — aKTUBHO TIPEIBSBIISET KaT00bI, KPOME TPUCTY-
moB MAC, XCH IIA cramguu u 6omnee, 9acTble mapokcu3Mbl Taxukapauu (1-3
pasa B HeeIro), HekoHTpompyeMbie AAIT;

3. Hexomnencuposannwiii — mpuctynsl MAC.

Taxkmuka

* Komnencuposannwiii CCCY — He TpeOyeT akTHBHOTO BMEIIIATEIbCTBA, HE00-
XOIMMO JiedeHue ocHoBHOTO 3a0oneBanus (mpu BIACY, mpnobperennom CCCY),
KOppETUPOBaHKE HApyIIEHUI reMOoCTa3a M NCKIIIOUEHHUE MPeraparoB, yrHeTaro-
X pyakomio CV.

* Cyoxomnencuposannviti CCCY — axruuzanus CVY, yimydiieHue mpoBee-
HUSI, HOpMaJIu3ans BereTaTuBHOTO mucbamanca (mpu BJICY).

* [lexomnencuposannoiii CCCY — nMITIaHTALNS DIEKTPOKAPIHNOCTUMYIIATOPA
(BKO).

1.2.8. MennkaMeHTO3HOe JIeUYeHne

OcHOBHBIM HarpasieHueM MeaukameHTozHor tepanuu CCCY sBuseTcs Jie-
YeHHE MPOSBICHUN CHUHIPOMA, CBSI3aHHBIX HEMOCPEICTBEHHO C HapyLICHUEM
¢ynkumonuposanust CY. DTo mpexkae Bcero OpaauKapIuH, pa3sHble BapUaHTHI
CA-6n0kaz, cuHycHbIE May3bl, AMHU301bl OcTaHOBKM CY U CBA3aHHBIE C HUMH
KIMHUYECKHE POSBICHUS pa3HOW CTENIEHN BBIPAKEHHOCTH.

W3 Bcero crekTpa mpenaparoB Ui MOBBILICHHS CUHYCHON aKTHBHOCTH pe-
AIBHBIMU BO3MOKHOCTSIMH Bo3zaelcTBHs Ha CA-y3en 001aaaioT ajpeHOMIMETH-
KA M JICKapCTBEHHBIE CPEACTBA M3 APYI'HX TPYII, CIIOCOOHBIE CTUMYIUPOBATH
CHMIIaTOaPEHAIIOBYIO CUCTEMY, a TAK)KE aTPOIUH U €ro MPOU3BOIHbIE, OIOKH-
pYIOLIME BaryCHbIe MEXaHU3MBbI PETYIISILIUU PUTMA.

Hudgheoununwvi — Xopouio U3BeCTHbIE B KIMHUYECKOH MPaKTHKE MPenapaTsl U3
IpYIIBl @aHTATOHUCTOB KalbIMs (HU(EIUINH U ero aHaJIOTH ajianat, KopuHdap,
kopaunuH). Vx Bei6op mist euenus CCCY o6ocHoBaH:

— CIIOCOOHOCTBIO HU(ETUNUHOB, 0COOCHHO KOPOTKOTO JCHCTBUSI, BHI3BIBATH
3HAUUMOE YYalleHUEe CHHYCHOTO PUTMa;

— 4eTKO 0003HauYE€HHBIM MEXaHU3MOM 3TOT0 yYalleHHUs — PePICKTOPHBIM
POCTOM CHMIATHYECKON aKTHUBHOCTH B OTBET Ha apTepUalbHYIO Ba3oduiia-
TalHIo;
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— npeobnaganueM xpornndeckoil UbBC u aprepuanbHON THIIEPTEH3UH CPean
BO3MOKHBIX IPUYMH CUHYCHBIX AUCHYHKLIUI y 00CIIeIOBaHHBIX OOJILHBIX U BO3-
MOXHOCTAMHU opHOBpeMeHHoro Jedyernss CCCY u 0CHOBHOTO 3a00/e€BaHMS;

— IOCTYITHOCTBIO U OTHOCUTEIBHO HEBBICOKON CTOMMOCTBIO JIEUEHHI.

Jleuenue 6onpHbIx CCCY HuenunuHaMu Kak B MOHO-, TaK U B KOMOMHHPO-
BaHHOM Bapuante B 103¢ oT 20 10 80 Mr B cyTKH 00ecreuuBaso BO3MOXKHOCTD
KOPPEKLMH OCHOBHBIX MposiBIeHUH HapymeHus: Gynkuun CY B 2-HegenbHOM
KypcoBoM JieueHuu. [Ipu 3ToM yaaBanoch JOCTUTHYTh HE TOJIBKO YITyYILIEHHS
OCHOBHBIX XapaKTEPHUCTUK CHHYCHOTO PUTMa, HO M MOJHOCTBIO YCTPAHATh Hau-
Oosiee HEONMAronmpHUsITHBIC MPOSBICHUS OpaJuapUTMHN: SMU30AbI OpaauKapIui
¢ UCC menee 40 yn.MuH, CUHYCHBIE May3bl, KIMHUYECKHE CHUMIITOMBI JEKOM-
neHcauuy. YaydieHne QyHKIMA CUCTEMbl PUTMOBOXKACHUS OBbLIO MOTYYEHO Y
72—82 % OonbHBIX, ¥ UL y 8,6 % moKazarenu yXyamuminck. [lonoxurensHoe
neiicTBUe HU(ETUTTMHOB B OOJbILEH cTeneHn HaOMonanoch y OONbHBIX C BBIpa-
KEHHBIMU HcXoaHbIMU TiposiBieHusiMu CCCY u Obu10 10303aBUCHUMBIM. OnTH-
MaJbHbIE 036! IPENapaToB yCTaHABINBAIOTCS PU TECTUPOBAHUH C HCIIOJIb30Ba-
Huem /IM OKI. JlnutensHas Tepanus 3TUMU aHTarOHUCTaMU KaJIbLUS B TEUEHHUE
roja y MaluMeHToB, OTOOPaHHBIX TI0 KPUTEPHIO YIOBICTBOPUTEIBHBIX PE3yJbTa-
TOB MPOOHOTO JiedeHus, obecneyrBaga COXpaHeHHE NePBOHAYAIBHBIX MOJI0XKHU-
TENBHBIX PEe3yabTaToB B 1/3 cimydaes.

OrpaHnveHus] MpH Ha3HAYCHUH HU(EIUINUHOB OTHOCATCS K OONBHBIM, Iie-
peHecmiMM HHGpAPKT MUOKap/a, U CBS3aHbl C MOBBIMICHHBIM PHCKOM Pa3BUTHUS
OCIIO)KHEHH M COKpaIIeHHEeM 001l MPONOKUTEILHOCTH KU3HU Ha (OHE aK-
TUBALMM CUMIIATO-aJJPEHATIOBOM CUCTEMBI.

Ilpenapamot amponuna — 6ennacnoH, oeyutatramMunal, oeyuiona. Hasnauenue
9THX IMPEeNapaToB MPH CUHYCHBIX TUCQYHKIMAX Haunbosee 23PpQPEeKTUBHO y ABYX
KaTeropuii OOJIBHBIX:

— OONbHBIE C BHICOKOH aKTUBHOCTBIO Baryca 1o KJIMHUKO-aHAMHECTHYECKUM
JaHHBIM, pe3yJIbTaTaM aHaJIu3a pUTMOTPAMMBI HITH MPOOBI ¢ aTPOITUHOM;

— Oonbuble ¢ CA-OnokagamMu, MPUBOIAIIUMH K JEKOMIIEHCALIMU CHHYCHBIX
nucyHkuni. PexoMeHmyeTcss MHIMBULYaIbHBIA TOI00P 1036l MPEenapaTroB s
MIOCTOSTHHOTO MPpHEMa, OCHOBAHHBI Ha JTAHHBIX CYTOYHOI'O MOHHTOPUPOBAHMS
OKI' nam KIMHUYECKUX MPU3HAKAX HACBILICHUS (OILYLIEHUE CYXOCTH BO PTY).
B Tedyenue nepBoii Hegenu HazHadeHUs dPGEKTUBHOCTD Teparuu OJau3Ka K TOo-
Jy4eHHOW IpH JiedeHnu HudeaunuHaMmu, ogHako K 10—14-my nHIO nedeHus y
MOAABIISIIOIIETO OONBIIMHCTBA OOJBHBIX OHA CHMXKaeTcs. B cBsa3u ¢ 3TuM mpe-
naparsl aTponrHa MaJONPUTOAHBI Ul JUIMTEIbHON Tepanuy, HO NpU peLyIu-
BupytomeM teueHnn CCCY MOryT oka3arbes MOJIE€3HBIMU JJI KPAaTKOCPOYHOTO
JICYCHUS MM TPOPHUIAKTHKH B TIEPHOIBI 000CTPEHUS CUHAPOMA.

Ilpumenenue uzaopuna n ero ananaoros npu CCCY mnomyCcTUMO JHIIb B 9KC-
TPEHHBIX CUTYalUsX (SMU30/bI BEIpAXKEHHOH OpaanKapau, sinus arest ¢ KIMHU-
KOW JIGKOMIICHCAIIMM CHHIPOMA) M3-32 KPaTKOBPEMEHHOCTH AEHCTBHS, HEOOXO-
JUMOCTH Ha3HauYeHHs OOJIBIIMX 703 M BBICOKOTO PUCKA MPOBOKAIMH MapOKCHU3-
MaJIbHBIX HAapyIIEHUI pUTMa.

B xommiekcHOM MeAMKaMEeHTO3HOM JICUEHUH CUHYCHBIX AUC(QYHKIHUH B Kade-
CTBE JIOTIOJIHUTENBHBIX KOMIIOHEHTOB JIOMYCTUMO HCIIOJIb30BAaHUE CTUMYIHPYIO-
et (37eyTePOKOKK, KEHBIICHb), PACCACHIBAIOIIECH 1 METaOOIMUECKON Teparnuu
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C y4YeTOM HMHIMBHAYyalbHBIX ocobeHHocTel pasButusi CCCY y KOHKPETHOTO
00IIBHOTO.

O pextuBHOCTh JNeuenus Opaguapurmuii mpu CCCY KOHTpoIMpyeTcs K-
HUYECKUMHU U 3JIEKTPOKApIUOTrpapuuecKUMH KPUTEPUSMH, KOTOPbIE BKIIOYAFOT:

— MCYE3HOBEHHUE KIMHUYECKUX NPU3HAKOB JEKOMIIEHCALNH (CUHKONAIbHBIE U
MIPECUHKOTIANIbHBIE COCTOSIHUS);

— ncue3HoBeHue anu3on0B Opagukapauu ¢ YCC < 40 ya.mun npu M DOKT;

— MCYE3HOBEHUE Tay3 MPOJOJDKUTENBbHOCTEIO Oonee 2 cek. mpu AM DK

B ciydae HeadPpeKTHBHOCTH JIEKapCTBEHHOW Tepanuu pelieHre 00 ycTaHoB-
K€ KapIHOCTUMYJISITOpa MPUHUMAETCS C YUETOM MOKAa3aHUH K XUPYPrHYECKOMY
JICUEHHUIO.

Meouxkamenmosnas mepanus CUHOPOMA OPAOUMAXUAPUMMULL

Hnst cugpoMa OpanuTaxuapuTMUN XapaKTepHBI YacTble H KOPOTKUE Mapo-
KCU3MBI CyNPaBeHTPUKYJSIpHON Taxukapauu (damie — OI1), mostomy npu Ha3Ha-
YECHUH JICUCHUS [IaBHOM 3a/1aueil sSIBIIsSIeTCS He KyIMPOBaHKe, a IPeJ0TBPallleHue
CPBIBOB PUTMa U MAaKCUMAaJIbHO JJIMTENbHOE COXpaHEHHE CHHYCHOTO pUTMa Ha
npremiieMoM ypoBHe. TpeboBaHus 0€30MaCHOCTH PU MPOBEACHUH Teparuy Ha-
PYLICHUH prUTMa BBIILLIH Ha MEPBbIH [UIaH U yKe IPUBEIH K CEPhE3HBIM OIpaHH-
YEeHUSIM B OTHOILECHUM aHTHapUTMUYecKuX npenaparoB (AAII) mepsoro kiacca
Y TIOBBIIIEHHOW OCTOPOKHOCTH NPHU Ha3HaYeHWHM IpernaparoB JPYrHx KIacCoB.
Bri0op nekapcTBEHHOrO cpeacTBa Ajsl MPO(UIAKTUKH apUTMUIH ONpeaessier-
Csl HE TOJIBKO M Ja)X€ HE CTOJIBKO CIIOCOOHOCTBIO K TOIABICHUIO MEXaHHU3MOB
apuTMOTeHe3a, HO MUHUMH3aIMeH pUCKa MOOOYHBIX IEHCTBUH MPH JJTUTEIHHOM
npumeHenuu. Mcnonbs3oBanue oueHku pyHkun CA-y3na 'y 6onsHbIx CCCY, Ta-
KHUM 00pa30oM, SIBISIETCSI HEOOXOAMMBIM YCIOBHEM JUIst 000CHOBaHMsI Ha3HAYCHUS
1 TIOJIHOLIEHHOTO aHann3a 3QQEeKTUBHOCTH MPOTHBOAPUTMUYECKOTO JICUCHUS B
rpyIme OONbHBIX OpaguTaxuapuTMHEH.

OneHka MPOTHBOAPUTMUYECKOTO JICHCTBUS MTperapaToB JOKHA ObITH O0BEK-
TUBHOM. [IJ11 3TOrO peKOMeHIyeTcsl NCIOIb30BATh KPUTEPUH TMOI0KHUTEIBHOTO
addexra, pazpadorannsie anst JM OKI':

— CHIDKEHHE 00IIero KoJMUeCcTBa 3KCTpacucTon 3a cyTku Ha 80 % u Oonee;

— MCYE3HOBEHHUE MAPHBIX, 3aJTOBBIX U PAHHUX SKCTPACHCTOI;

— YMEHBIIIEHHEe CYMMapHOM JUIUTENbHOCTH MMAPOKCU3MOB 3a CyTKH Ha 90 % u
Gonee.

JlaHHBIE KPUTEPUHU MO3BOJISIOT UCKIIOUYUTH BOZMOKHOCTD BIMSHUS CIIOHTaH-
HBIX KOJIEOAHUH 4aCTOThI 3KCTPACUCTOIHMH U JUTUTENLHOCTH ITAPOKCU3MOB B Te4e-
HHUE CYyTOK Ha MHAMBUAYaIbHYIO OLEeHKY aeicTBus AAIL

Ha3nayenune aHTaroHMCTOB KasbLUsl M3 TPYNNbl HU(EAUIHHOB C ILIEJIbIO
yayumenus: Gynkuun CA-y3na IpUBeNo K CYHIECTBEHHOMY YMEHBIICHHIO Ia-
POKCH3MalbHBIX HapylleHuid put™a y 44 % OOJBbHBIX ¢ CHHIPOMOM Opaauta-
XHapUTMUH. BO3MOXKHOCTh PeIyKLIMHU Cephe3HbIX apuTMHUil y 6ombHbIX CCCY
BO3/IEHCTBHEM Ha HEKOTOPBIE MEXaHU3MbI, TPUBOSIINE K HAPYLICHUIO (DYHKIUT
CY, noxnreepkaaeT YHUBEPCAIbHYIO posb narojgoru CA-30HBI B IpeACEepIHOM
apUTMOTEHE3E.

Jleuenne mapokcuaMaibHbIX Taxukapaui pazaeivu AAIL I, 1T, 1T u IV knac-
coB (mponadeHOH, MEKCHIIETHH, aTeHOJI0JI, KOPIAapOH, BeparmaMuil) Obu1o 3 Qek-
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TUBHBIM B cpefHeM y 48 % OonbHbIx CCCY, oqHako B 16 % ciyuaeB HaOmrona-
JIOCh IPOAPUTMOTEHHOE JIEHCTBUE JICKAPCTB.

IIpumenenue AAII nnas npeBEeHTUBHOTO JICYCHUS HNAPOKCU3MAIBHBIX TaXH-
aputMuil y 0onbHBIX ¢ HapylieHueM (GyHKiuu CY BO3MOXKHO TOJIBKO MPU YCIIO-
BUM coxpaHeHHOU peakiuu CA-y3ja Ha aTPONHUH U OTCYTCTBUH KIMHUKO-IJICK-
Tpokapauorpaduieckux npusHakos aekomnencanuu CCCY.

Takum 00pa3oM, CIIEKTP UCTIONB30BaHUS OIPAHUYNBACTCS CICYFOIIUMU IIPe-
rnaparamu:

* de3acpe2anmvl U AHMUKOA2YISAHMbL — TIPUA CUHIPOME OpaJuTaxHuKap/Iuy,
UCC menee 40 ynapoB B MUHYTY;

* MIpemnaparkl ¢ MOJOKHUTEIBLHBIM XPOHOTPOIHEIM 3 dhexkrom — ipu BIACY:

a) XOIUHOAUMUKY — aTPOTUH, OellaTaMUuHal, OSIaCOH, OSJUTON/T;

0) cumnamomumemuxy — V3aAPUH, aTyTICHT, HOHAXJIa3UH, XJIOPAI[U31H;

* po(UIIAKTUKA ¥ KyNHPOBAHUE MMAPOKCU3MATbHON TaxXUKapIAUH TPU CHH-
JIpoMe OpaJiuTaxVKapAHuU — ALIONEHUH, NPONAQEHOH, PUMMULICH U MATble
003bl KOPOAPOHA,

* AHMUOKCUOAHMHAL mepanisi, CTIOCOOCTBYIOIIAsT HOPMaTU3aul (yHKIUN
MemOpan kinetok CY u [1CC.

o BHenpeHus B KIMHUYECKYIO MTPAKTUKY METOAOB MMOCTOSHHOMN 3JIEKTPOKap-
JUOCTUMYJISIIIUKA €KErOlHAs CMEPTHOCTh OOJIBHBIX C IMOJIHOW MpPEICepaHO-Ke-
JIyIOYKOBOM Onokasoii mpessiana 50 %. [lepBriil 3MeKTpOKapAHOCTUMYIISATOD
ObuT uMILTaHTHPOBaH A. Cenunrom B 1958 1., 3Ta fara crajga TOUYKOM OTCUeTa JUIs
KJIIMHUYECKOTO BHEAPEHUSI BRICOKO3(D(MEKTUBHOTO U KU3HECIACAIOIETO METOAa
JieueHus1 OOJBHBIX ¢ OpaMapUTMHUIMUA. B MEXIyHApOIHOW MpaKTUKE st 000-
3raueHus Buaa DKC ucnonb3yercs 5-OyKBEHHBI HOMEHKIATYPHBIN KOJI, KOTO-
PpBIii IPEICTaBISET COO0H COBMECTHYIO pa3padoTKy pabouux rpymmn CeBepoame-
PUKAHCKOTO O0IIeCTBa MO KapAHOCTUMYIIALNU U 3nekTpodusnonoruu (NASPE)
u bpuTanckoli rpynmsl o ctumynsinun U anekrpodusnonorun (BREG), nzsecr-
Hblii kak oommii ko NBG-NASPE/BREG (ta6m. 1.2). Kak npaBuiio, ucmnosnb3y-
10T niepBbie 3 OykBbl, a OykBa R (IV mo3umus) ucmnonb3yercs Juist IporpaMMu-
poBanubix JOKC ¢ uzmensmomeiics yactorol putMmoBoxkaeHus — VVIR, DDDR
(amanranus o yacrore); 5-s1 Oyksa B kojie NBG cBsizaHa ¢ aHTHTaXUKapAUTAYC-
CKUMU (PYHKIIUSMHU.

Tabnuna 1.2. Exunsnii kog 9KC — NBG-NASPE/BREG (2001 1)

ITo3umyst OyKBEI B HOMEHKIIAType Kojia
1 | 11 | 111 | v v
DyHKIMOHAIBHOE 3HAYCHUE OYyKBbI B HOMCHKJIATYpE KOJa
Kamepa(s1) Kawepa(ur) OrtBer Ha Monynsauus MHorokamepHast
cTumyupyemasi(bie) BOCHPHHHMAI0- BOCIIPHUATHE Y4aCTOTHI CTUMYJIALAS
masi(bie)
0 —mer 0 —mer 0 —mer OAiI;eTe cenias
A —nipescepaue A —nipencepaue T — Tpurrep 0 —Her peAcep
V — kennynoukoBast
V —xenynouex V —xenynouex I — nmonmaBnenue R — Monynsmust 2
D — nBoiinas
D — o6e xamepsl D — o6e kamepsl D — o6e dyHKIMK | 9aCTOTEI by
+ + +
(A+V) (A+V) (T+D) (A+V)
S — oqHOKaMepHast S — oiHOKaMepHast
(A unm V) (Awmm V)
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1.2.9. Pexomenaganuu no IKC npu ICY

Knaccl

1. JlokymMeHTHpOBaHHAas OpaIuKap/Iusl WU 11ay3bl, COMPOBOMKTAFONUECS
CHUMIITOMATHKOM.

2. CumritoMHasi OpaJiuKap/vs, BbI3BAaHHAS MEIUKaMEHTaMH, KOTOPBIC
HEIb3s OTMEHUTb.

3. [IposiBrsromasicss KIMHUYECKH XPOHOTPOIIHASI HEOCTATOUHOCTb.

Knacc Il a

1. ACY ¢ UCC < 40 ynapoB B MUHYTY, COITPOBOKAAIOMIASICS CHMIITOMaTHKOM,
HO IIPU OTCYTCTBUH JOKYMEHTHPOBAaHHOH OoJiee 3HaYMMOM OpaJuKapIuH.

2. CHHKOIIE HEsICHOW THOJIOTUH, ITpH 3ToM B Xoae DDU perucrpupyercs Ha-
pyuenue pynkuuu CV.

Knacc Il 6

1. MunumanbsHO BbIpakeHHas cumntomaruka npu YCC B coctostHun Ooap-
cTBoBaHusA < 40 ynapoB B MUHYTY.

Knacce 11T
1. BeccumntoMHast TUC(YHKIIHSI CHHYCHOTO y3J1a.

Hokazanusn onsa IKC npu CCCY:

1.) mpuctynst MAC;

2.) mporpeccupytomas XCH, cBa3annas ¢ Opanukapanei;

3.) 4yacTble MapOKCU3MBI CYNPABEHTPUKYISPHON TaxWKapiuH, HE IMOAIA0-
myecs MeJUKaMEHTO3HON KOPPEKINY;

4.) TpoMO03MOOTUYECKHE OCIOKHEHUS;

5.) IpeCUHKONAIbHBIEC NI KPaTKOBPEMEHHbBIE CHHKONAIBHBIC COCTOSHUS, HE
MOJIAIOIINECS MEANKAMEHTO3HOH KOPPEKLIUH;

6.) yxymuienue obmiero cocrosaus 6oiapHOro CCCY (cuHmpom OpaauTaxu-
Kapaun) Ha ¢poHe agexBatHOH AAT;

7.) HeoOX0MUMOCTh HHTCHCUBHON AAT.

Knunanko-snekrpokapauorpaduyeckuie mokasanusi 6oiee mUpoKo OTPaKaIOT
cocrostaue ripooaemsl sieueHuss CCCY:

* Hajnuue npuctynoB MOC Ha (oHe OpaauapuTMHH MO0 PU KyTTUPOBAHUN
MapOKCH3MOB HaJDKEITYI0YKOBOW TaXUaPUTMUH;

* IPOTPECCUPYIOIIAs HEAOCTATOUHOCTh KpoBoOOpaleHus Ha (poHe

OpaznapuT™Muu;

* orcyTcTBHE 3P (PEeKTa MU HEBOZMOXHOCTh IPOBEACHUS MEINKAMEHTO3HOM
Teparuy CHHAPOMA TP HAJIMYUU KIMHUYECKUX TPOSIBICHUI OpaTuapuTMHuy;

* CIIOHTAHHBIC ACHCTOJMU MO JAaHHBIM MoHHTOpUpoBaHus DKI' amutespHO-
c1hi0 0omee 2000-3000 mc;

* octaHoBka min otka3 CY (Sinus Arrest);

» CA-Onokana 2—3-oii crenenu ¢ acucroiauamu oonee 2000 mc;

* IEPUOJINYECCKOE YPEIKCHUE YK CIIa COKPAILICHUN KelyJoukoB MeHee 40
VA.MHH, 0COOCHHO B HOYHBIE YaCHI.
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Inexkmpoguzuonozuieckue nOKA3aAHUA:

* BBOCY - 3500 u 6oiee mc;

* KBBDCY — 2300 u 6onee mc;

* Bpemst uctTuHHOM acuctonuu (BUA) mocne crumynsiiiu nipeacepauii 3000

MC u Ootee;

* BCAII 6onee 300 Mc nipu HaTMYUK MPU3HAKA «BTOPHYHBIX) I1ay3 BO BpeMs
OO®U, «mmapanoKkcanbHOI» peakliny Ha BBeJIeHHe aTpornrHa Bo Bpems DDU, mpu-
3HakoB CA-Omokaael Ha DKT;

* oTpurarenpHas mpobda ¢ arponuHoM (ipupocTt UCC menee 30 %, ymeHbIie-
nue BBOCY menee 30 %).

IIpomusonoxazanus k nocmoaunoit IKC npeocepouit (AAI):

* Tpan3uTopHbie AB-6mokansl 2 ct. Ha OKT;

* oudaciukynsipHas Ookana Hoxek myuka ['mca na OKI;

* 3HaueHue Touku Benkebaxa meree 100 ya.mun mo gaaasiM DDU;

* nipexosime 0yiokaabl Hoxek nmyuka ['uca Ha OKI" unu Bo Bpems DDU Ha

gacToTax cTuMmyisiuu meree 100 umMm.MuH;

* MHTEPMUTTHpYIOIIas OJIOKa/Ia JIEBOI 1 MpaBoil HOXEK ITydka [ uca Bo Bpems
yuamatomeit IKC npencepnuii B mpenenax AB-poBoguMocTu.

Onexrpoctumyisanuio npeacepauit npu CCCY, ecnu HET MPOTHBOIOKA3a-
HUH, MOKHO CUUTATh «30JI0THIM MpaBmiioMm» DKC. CreneHb 3aBUCUMOCTH KU3HH
6onbHOTO OT pabotel IKC onpenensieTcss BO BpeMst HCCIIEAOBAHHUS C OTKIIOYCHH-
eM DOKC u ol1eHKOH CITOHTaHHOU aKTUBHOCTH CEep/Ila M0 OOIIETIPUHATON KIaCCH-
(pukaruu ¢ BbIIeTIeHreM 4 KIIacCOB:

* TIepBBIN — OOJIBHBIE C ACUCTOJIMEHN 5 CEKyH[ U OoJee;

* BTOPOi1 — OOJIBHBIE C aCUCTONHEH OT 3 110 5 CEeKyH,;

* TpeTuil — OOJBHBIE C ACUCTONNEH TO 2 10 3 CEKYH]I C MOCIEAYIONUM

BO3HHKHOBEHHEM YKTOMHUYECKOTO 3aMEIAIOIIEr0 PUTMAa,

* YETBEPTHII — OOJBbHBIC, Y KOTOPBIX NIOCIIE KPAaTKOBPEMEHHOW acCUCTONHH (Me-
Hee 2 CeKYH/) MOSIBJISETCS CIIOHTAHHBIM PUTM C YactoTor Oosiee 40 ymapoB B
MUHYTY.

Cuutaercs, 4To OOJbHBIE C TOKAa3aTeIsIMHK 1-ro 1 2-T0 Kjacca SBJSIOTCS MMOJI-
HOCTBIO 3aBUCUMBIMHU OT paboTsl DKC, OonbHBIE ¢ TTOKa3aTeIsIMH 3-TO Kjlacca —
YaCTUYHO 3aBHCHMBIMH, a OOJIbHBIE C TIOKA3aTesIMU 4-T0 Kilacca SBISIFOTCS He-
3aBUCUMbIMH OT paboTsl DKC.

HccnenoBanus CIOHTAaHHOW aKTUBHOCTH CEpIa 4epe3 2—6 Mec. MOCie M-
wrantanun JKC nokasanu, 4To 3HAYUTENFHON JAWHAMUKH TEpexojia OIepHpo-
BaHHBIX 00JbHBIX ¢ CCCY M3 0IHOTO Kjlacca B Pyroi He HaOIromaeTcst (KpoMe
OT/ICNBHBIX ciydaeB). [IpakTHYECKH 3TO MOXET MMETh BRKHOE 3HAYCHUE JUIS
MIPOTHO3a Y KOHKPETHOTO OOJILHOT0, 0COOEHHO €CIIi HEOOXOMMO OIIEHUBATH €0
TPYAOCTIOCOOHOCTh M IPUHUMATh YKCIIEPTHOE PEIICHHE.
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1.2.10. Xupypruueckoe JieueHue

Jus 6paguraxucucronndeckoit hopmbl CCCY xupypruueckoe JedeHue mpo-
BOIUTCS B TPEX BapHaHTaX.

Ilepeuvuii gapuanm 3akmodaercs: B ToM, yTo uMmiiantupyercs OKC B pexume
AAI, HO IpM 3TOM BO3MOXKHEI peruauBbl DII; B 3TOM Citydae 00IBHBIM € IPOhH-
JIAKTHYECKOM LEeJIbI0 Ha3HAYal0T aHTHAPUTMHUUECKYIO TEPaIHuio.

B ocnoBy émopoco sapuanma nonoxena snekrponectpykuus AB-y3na ¢ co-
3JaHHUEM TIOJTHOM MCKYCCTBEHHOH OJIOKAbI, ISl JISUEHHUsI KOTOPOH UMILTAHTHPY-
ercs OKC.

Tpemuii 6apuanm XUPypPrudecKoro JEUEHUs] COCTOUT B PE3EKLUU CHHYCOBO-
ro y3J1a ¢ MOCJIEAYIOIUM 3aMelleHreM JedeKTa 3amiaTol u3 ayrornepukapaa 1
nmrutanTanueit OKC (B pexxume DDD unmu AAI). Takast onepariyisi pOBOIUTCS B
YCIIOBUSIX HOPMOTEPMHUYECKOTO HCKYCCTBEHHOTO KPOBOOOpAILICHHSI, BCICACTBUE
Yero MoKa3aHHs K Hel BeCbMa OIpaHHYCHBI.
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«He Bce, 4TO IPOUCXOIUT, IPOUCXOIUT OT CYIBOBI.
Koe-uto HaxoauTCs U B Hallled BIACTI
Kapneao uz Kupena, opesnezpeueckuii gpunocogp

IJTABA 1II. CHHAPOMBI
HPEABO3BYKJIEHUA ) KEJAYIOYKOB

2.1. OIPEAEJIEHHUE

CuHAPOM NPEXIEBPEMEHHOTO BO30YXKICHHS JKEIIY0UYKOB — COCTOSTHHE, KOTa
4acTh MHOKapZAa JKEIYIO0YKOB MJIM BECh JKEJIyAOYKOBBIH MHOKap[ BO30yXIaet-
Csl CHHYCHBIMH (IIPEACEPIHBIMHI) UMITYJIbCAMHU Y€pe3 JOMOJHUTEIBHBINA MyTh C
OIIEPEKEHUEM TI0 CPABHEHUIO C TEM, UTO ObIBACT B OOBIYHBIX YCIOBHSX, KOTAA TE
K€ UMITYJIbChI IIPOBOIATCS K JKelynouKaM Toibko yepe3 ABY u cucremy ['nca —
[Typxunse [4].

BriepBble cMHAPOM MPEXKAEBPEMEHHOTO BO3OYKACHUS KETYJOUYKOB OIUCAIN
Wilson (1915) u Hamburger (1929) kak BapuanTt HopmansHoi DK [5].

B kaunuueckoii npaxmuxe naubonee vacmo ecmpeyaromces 3 cunopoma (¢e-
HOMeHa) npedso30yicoenus [6]:

1. Cunnpom yxopouenHoro PQ — LGL (B. Lown, W. Ganong, S. Levine) =
Jlayna — I'enonra — Jlesuna mwim CLC (A. Clerk, R. Levy, C. Cristesco) =
Knepxka — JleBu — Kpucrecko.

2. Cungpom Bonbda — [Napkuncona — Yaiita (BILY), unu cungpom Wolff —
Parkinson — White (WPW), Ha3BaHHBII Tak 110 IMEHH HCCIIEI0BATENCH, OITUCAB-
LIMX KIMHUKO-3JIEKTPOKApAMOrpaduiuecKyto KapTHHY MPEACEpIHO-KEIyI0UKO-
BbIX fononHuTenbHbIX myTeit (L. Wolff, J. Parkinson, P. White, 1930).

3. Cunapom Maxeiima.

B namie Bpemst KoHIENLMS NPeABO30YKICHHUS BKIIOYACT Psif] paHee HEH3BECT-
HBIX SIBJICHHH, B YACTHOCTH, HAJIM4YHUE: &) CKPBITHIX JOMOIHUTEIbHBIX IyTEH mpo-
Benenus (AI1I1), n3duparensHO MPOBOASAIIMX UMITYJbCHI B PETPOrPaIHOM Harpas-
JICHUM OT JKEIyAOYKa K HPEICepauio (Tak Ha3bIBAEMBIC CKPBITBIC PETPOrpaHbIC
«yuku Kenra»); 0) Mplmeynslx coequHennid Mexxny ABY wnm ctBonom myuka
I'uca u xenmynoukom; B) MHOKecTBeHHBIX [IIIT u np. MHOrooOpasue aHoMab-
HBIX, OKOJIBHBIX ITyTeH M COCIMHEHUH C/eNao HEOOXOIMMBIM MX KIacCHU(UIHM-
poBanue. Jta paboTa ObLIa BBHINOIHEHA EBPOIEHCKON HCCIIENOBATENBCKON IPyI-
MOH N0 W3YYCHHUIO NpeaBo30yxieHus skemynodkoB [Anderson R. et al, 1975].
PexomeHzyeTcsi TEpMHMHOM «COCAMHEHHE» O0003HAauaTh aHOMalbHbIC ITPOBOMS-
LIMe MyTH, NPOHMKAIOUIME B COKPATUTEIBHBIA MHOKapH, TEPMHUHOM «TPaKD» —
aHOMaJIbHBIE ITyTH, 3aKaHYMBAIOLIUECS B CIEUAIN3UPOBAHHON IIPOBO/SIICH TKAHH.

Anamomuueckasn knaccugpuxayus 000a80UHbIX NymMell:

* [IPEACEPIHO-KEITYI0UKOBbIE COeAMHEHUS («ImyuKku Kenray);

* HOJIOBEHTPUKYJIIpHBIE coeAnHeHus Mexxay ABY u npasoit croponoit MOKII
(BormoxHa MaxeiiMa);

* Homo(acMKysIpHBIA TpakT Mexay ABY u passerBnenuem mpasoit HIII
(BormoxHa MaxetiMa);
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I'nasa 1. Cunapomsl peiBo30YKACHHS JKETYI0UKOB

* (hacIMKyJISIPHO-BEHTPHUKYJSIPHOE COSANHEHHNE MEXK1y CTBOJIOM ['uca u Mmuo-
kapaom DK (Bonokna Maxeiima);

* arprodacuuKyIIpHbIA TpakT, cBssbiBatomii 111 co ctBonom ['nca (Tpakr
bpemenmarie);

* arpuUOHOJANbHBIM TpakT Mexny CA u HmwkKHed udacthio ABY (Tpakr
Jlxeiimca).

B HacTosiee Bpemsi H3BECTHO HECKOJIBKO JOTOJTHUTENBHBIX (aHOMAaJIbHBIX)
nyteit AB-npoBenenus [4]: myuku Kenta, cBA3bIBaIOIINE MPENCEPAUs] U MHO-
Kap[ Kenyno4ukoB (puc. 2.1, a); myuku Maxeiima, coenunsironie AB-y3en ¢ npa-
Boii croponoit MKII wnu pazBeTBieHnsMu npaBoit HOXKH mmyuka ['uca (puc. 2.1,
0); myuku Jxeiimca, coenunsirontie CA-y3en ¢ HukHel yacTeio AB-y3na (puc.
2.1, B); my4ok bpenrenmarie, csizpiBaromuii [111 ¢ o0mum cTBooM myuka ['uca
(puc. 2.1, 1).

a)

Mysok

CA-yaen
Maxekma

Crson nyuka
[tte]

Jesoa woxko

Myuox
myuka Nuca

Kewro

Mpoeos

HO®EQD
Mposos Hoxeo

myuka [uco

D)

Craon nyyka
Muco

Myuok
Bpewessowe

Puc. 2.1. lononuutensHble (aHOManbHbIe) MyTH AB-mipoBenenns: a — mydok Kenra; 6 — my4ok
Maxeiima; B — my4ok Jlxeiimca; T — mydok bpemenmanie

Yarmie Bcero u3 BceX U3BECTHBIX CHHIPOMOB IMIPEXKIEBPEMEHHOTO BO30YKIe-
HUS KEILyI04KOB BCcTpeuaercss WPW.
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2.2. CHHIPOM BOJIb®A — IAPKUHCOHA — YAWTA

S.A. Levin u R.B. Beenson B 1941 roxy npeuioXuinn HCIoIb30BaTh TEPMUH
«cunapom Wolff — Parkinson — White, (WPW)», koTopblii momnynsipeH u B Ha-
cTOsiIIee BpeMst B KIIMHIUYECKOM mpakTuke [11].

2.2.1. Onpenesienue

Cunanpom Bomwha — [Napkuncona — Yaiita (BITY), unu 6omnee Toano — Wolff
— Parkinson — White syndrome (WPW) — coderanne 3ieKkTpokapauorpadudie-
ckoro (eHOMeHa, WILTIOCTPHUPYIONIETO MPeaBO30YKIeHUE JKEITYyIOYKOB CepIa
[0 JIOTIOTHUTEIBHOMY (aHOMAJIbHOMY) aTPHOBEHTPUKYISIPHOMY COCTUHEHHIO
(IABC), n mapokcu3ManbHON aTpHOBEHTPHUKYIIPHON PEIUTIPOKHON (re-entry)
taxukapauu (ABPT), Bo3HuKaromed B pe3ysTare pealu3aii MeXaHu3Ma 1mo-
BTOPHOTO BXOJIa 3JEKTPUUYECKOTO BO30YKIACHHS, CTPYKTYPHBIMU COCTaBIISIOIIH-
MU KOMIIOHEHTaMH KOTOPOTO SIBJISIOTCS BPOXKIACHHOE T00aBOYHOE aTPUOBEHTPH-
KYJIIpHOE COSOMHEHHE, aTpPUOBEHTPUKYIsipHOe coenuHeHne (ABC), mumokapnm
TIpeACeparii I MHOKAP/ KEITyI0uKoB [9].

CornacHo pexomenmarusm BO3 (1980) Beigenstor ¢ernomen WPW u cun-
opom WPW. O ¢enomene WPW TOBOPAT B TOM CiIydae, €CIM y TAaldeHTa Ha
(hoHE CHHYCHOTO pUTMa Ha MTOBEPXHOCTHOMH 31ekTpokapauorpamme (OKI') ume-
I0TCS TIPU3HAKK aHTEPOTPaTHOTrO (OT MpeAcCepAns K HKeIyIodKaM) MPOBEISHHS
o JJABC (mpenBo30ykaeHHE KeITyI0uKOB), HO B aHaMHEe3¢ HET YKa3aHW Ha
xmandeckue nposiineanst ABPT. Cunopom WPW — couetanmne DKI' mpu3HakoB
JIIIT  xmmHIYIeCKUX TpOosiBIIeHMH mapokcu3MoB HPC.

2.2.2. DnIuaAeMHUOJIOTHS, HCTOPHUSA

Cunznpom WPW BcTpeuaercst BO BCeX BO3PACTHBIX IPYIIAX U BBISBISAETCS Y
1-30 na 10 000 yenosek. [1o qaHHBIM pa3NUYHBIX aBTOPOB PACIPOCTPAHEHHOCTh
cunapoma WPW B o0mieii nomyssituu kosteonercst ot 0,15 no 0,25 %, npuuem y
OOJIBHBIX C BPOXKICHHBIMH IIOPOKaMH CEP/Lia OHA HECKOJIBKO BBILIE M COCTABIISCT
0,5 %. CooTHOLIEHUE MEXIY MY>KUMHAMH U >KEHITUHAMU cocTaBiser 3:2 [1-4].
B GonpmmHCTBE cayvaeB KIMHUYecKas MaHnectauus cuagpoma WPW Bo3Hu-
KaeT B MoJyiofoM Bospacte (oT 10 go 20 5ieT) u ropasno pexe — y JIuI cTapiueit
Bo3pacTHOM rpynmnsl — B 0,04-0,31 % y nereit u B 0,15 % y B3pocnsix [4].

B nepuon ¢ 1913 no 1929 r. B aureparype NOSABIAIUCH OT/IEIbHBIE ONMCAHUS
OKIT, 00bIYHO paccMaTpUBaBLIMECS KaK dIICKTPOKapauorpapuueckue Kypbesbl,
KOTOpBIE PETPOCHEKTUBHO MOXKHO OINPEACTHTh KaK CIIydau MpPeABO30YKACHUS
xenmynodkoB [Cohn A. u Fraser F., 1913-1914; Wilson F., 1915; Hamburger W.,
1929]. Tomeko B 1930 1. L. Wolff, J. Parkinson u P. White npumnu k BbIBOZY,
YTO pedb UIET 00 0COO0M KIMHUKO-3JIEKTPOKApIHOTrpaguIecKoM CUHAPOME, TI0-
Jy4YHBIIEM 110 UX MMeHaM Ha3BaHue cuHapomMa WPW. B 1930 r. White u Wolff
BMecrte ¢ John Parkinson u3 Jlorona (puc. 2.2) o6o6urm 11 cnyvaes, npencra-
BUB HX KaK CHHIPOM, COCTOSIIIMN M3 «KOMOMHALUH OJIOKAbl HOXKKH, aHOMAJIbHO
KOPOTKOTO MHTepBasia PR M mapokcu3MoOB TaxuKapAuu y MOJIOABIX, 3J0POBBIX
MAIMEHTOB C HOPMAaJIbHBIMU CEPALIAMI.
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Ecnu ObITh OOBEKTHBHBIM, TO TMpaBWiIbHEE ObUIO OBl CKa3aTh «CHHAPOM
White — Wolff — Parkinson». imenno k Paul Dudley White 2 anpens 1928 . npu-
mren 35-1eTHUH penoaaBaress ¢ ’kajaobamu Ha cepaneonenust. AccucteHT White
— Louis Wolff BeimonHm snexTpokapauorpaduio, mpu KOTOpoi ObUIH OTMEUEHBI
u3Menenus komriekca QRS u ykopouenue unrepsana P-R. Ilpu narpyske u no-
ciie BBefieHus pactBopa arpornrHa DKI' mpunsina oObraubIi BUA (pHc. 2.3).

iﬂl

E

s
]
- |

®otorpadus (1930 r.) L. Wolff, J. Parkinson u P. White
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Eme panbire A. Kent (1893, 1913, 1914) B cepun paboT cOOOLIMIT O HAXO-
Ke B Ceplle MJCKONUTAIOIUX JIaTepalIbHBIX «Y3JIOB», CBS3BIBAIOIIMX IIPAaBOE
npezacepaue co CTeHKoH mpasoro kenynouka. [IpaBaa, oH paccMarpuBait X Kak
cyOcTpaT HOPMaJIBHOTO HPEACEPIHO-KEeNyI0YKOBOTO cOoeAnHeHHs. Bekope mo-
cieoBaio ynuButenabHoe npeasuaenue G. Mines (1914) o Tom, 4To CTPYKTYpBI,
onucanHble A. Kent, MOTyT OBITH OCHOBOI KPyTrOBOTO PUTMa B CEPILIE YeTOBEKa.
Takyro e runoresy BeiIBuHYN S. de Boer (1921).

2.2.3. OTtHoJgorus

Curnpom WPW He cBsI3aH cO CTPYKTYypHOH TaToorueit cepamna. Tem He me-
Hee y 3TOH KaTerOpHH MalMeHTOB MOTYT BBISBIISATHCS BPOXKICHHBIE aHOMAIUN
pa3BHUTHS cep/lla, TAaKKe KaK CHHAPOM COETMHUTEIbHOTKAHHOM AUCIIIa3UH (CHH-
npoM Mapdana, cuaapom Diepca — JlaHmo, mpoJiaric MUTPAIBHOTO KilanaHa). B
psane ciydaeB cungapoMm WPW coueTtaercs ¢ BpOXKIACHHBIMU MMOPOKaMH CeEpJlia
(medexT MexTpencepaHON U MEXOKETYIOYKOBOM TIeperopoaKk, TeTpana damo)
[1, 13]. UMeroTCst onTMcaHUs CEMEWHBIX BapruaHToB cuHApomMa WPW [12, 10].

OCHOBHOW TIPUYMHON BO3HUKHOBEHHs cuHApomMa WPW sBsercs Hammdne
n ¢ynakrmonnpoanue [III1 — myukoB Kenra. B Hacrosiiee BpeMs M3BECTHBI
Y IpyTHe aHOMAaJIbHBIE TyTH MPOBEACHNS, B TOM YHCIIE TaK Ha3bIBa€MbIE CKPHI-
ThIe Tydkn KeHTa, crtocoOHbIe MPOBOMUTH AIMEKTPUUECKUN UMITYIIEC PETPOTPaAI-
HO OT JKeJTyJ0YKOB K mpeacepausm (puc. 2.4).

hAKTRONEH R
KNQnaH

Puc. 2.4. JlecaTp nokanu3anuii JOMOTHUTEIBHBIX (aHOMAaJbHBIX) IMyukoB Kenra (mo J. Gallagher
¢ coaBr, 1978): 1 — mpaBblil mepenHuil NapacenTaJbHbIM IMy4YOK, 2 — TpaBbId IepeqHui;
3 — mpaBblid OOKOBOIf; 4 — MpaBBIil 3aAHUN; 5 — MpaBbBI MapaceNTaNbHBIA; 6 — JIEBBIH 3aTHUH
rapacenTanbHblii; 7 — JEBbIH 3amHul; § — NeBblil O0KOBOH; 9 — neBrid nmepennuit; 10 — neBbIid
MepeHuI napacenTaibHbII

C npakTHYECKO# TOUKH 3pEHUSI HanboJIee YacTo OMPEACIISIFOTCS JIBa JIEKTPO-
Kapauorpadguyeckux tumna cuaapoma WPW — tun A u tun B, BiepBbie onvcaH-
Heie B 1945 1. F. Rosenbaum u coaBTopamu.
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Cunopom WPW, mun A

IIpu 3TOM CHHIpPOME CHHYCHBIM UMIYJbC, IPOAs 1O JieBoMy nyuky Ilamna-
muHa — KeHTa, B030y>kaaeT gacTh JieBoro skenynouka (JIXK) panbine ocrambHBIX
yacTel JKeITyAOYKOB, KOTOPbIE AKTUBU3HUPYIOTCS HEMHOTIO IMO3KE HMITYIbCOM,
MPUILEANINM 10 HOpMaJIbHOMY IIyTH — uepe3 AB-coenunenne. CienoBarensHo,
MIPOUCXOUT CIIETYIONIEE:

Bo-nepBhIX, mpekaeBpeMeHHOe, YeM B HOpMe, BO30YXKICHHE JKEITyI0YKOB,
rxoHkpeTHO vacT JIK, uto mpossnsercs Ha OKI' ykopouennem mutepsaia P-Q
(menee 0,10 cexyHn).

Bo-BropbIX, mocrenennoe Bo30yxaeHne MbILIEYHbIX cnoeB JIXK, koTopblii ak-
TUBU3UPYETCS KaK Obl «IOCIOHHO», 4TO MPUBOAUT K (GopmupoBanuto Ha DKI
BOJIHBI JieJIbTa — A.

B-TpeThux, HE OJHOBpEMEHHOE, KaK OOBIYHO, a TIOCIe0BarenbHOe BO30Y-
JKJIeHNEe 000MX HKETYI0YKOB — MPEXKICBPEMEHHO aKTUBU3NPYIOTCS JIEBBIH JKery-
JI0YEK, 3aTeM MEKIKEIYIOUKOBas IIePEropoKa 1, HaKOHEIl, IPaBbIi JKEIyJ0UeK,
T. €. X0 BO30Y)KJICHUSI HAalOMHHAET TAKOBOMW, KaK MpH OI0Kazie MpaBoil HOXKKHU
myuka ['uca (puc. 2.5).

Takum o6pazom, DKI" npusnakamu cuaapoma WPW Tumna A siBisitorcst:

* ykopouenHslii, meree 0,10 c. uarepsan P-Q (P-R);

* MTOJIOKUTENbHAS BOJTHA A B OTBE/IEHUSX OT NepeAHEN CTEHKH U OTPHIIATENb-
Has A-BOJHA B OTBEICHUSX OT 33[HEM CTEHKH JIEBOTO KEIyl04Ka, HAIOMUHAO-
I1ast maTojxornyeckuit 3yoer Q;

* ymmpenue komiuiekca QRS 6onee 0,12 cexynn, ero aedopmanysi, HaoMu-
Haromas Ookay npaBoii HOKKHY Tyuka ['uca.

FEi it A A

Puc. 2.5. Dnekrpokapamorpamma mnpu cunapome WPW (tunm A). CrpenkamMu IMOKa3aHbI
OTpHUIIATENbHBIE U MOJOKUTEIbHBIE A-BOTHEI

Cunopom Bonvgha — Ilapxkuncona — Yauma (WPW), mun B

IIpu sTOM cUHApPOME CHUHYCHBIH UMIIYJbC, MPOMAa MO mpaBoMy Iyuky Ila-
naauHo — KeHTa, akTUBU3UPYET 4acTh MPABOTO XKENyAOuKa paHblle, YeM IMpo-
n30MaeT 00BIYHOE BO30OYKIICHHE 000UX JKEIYTO0YKOB OT UMITYJIbCA, MPHUILE/IIIETO
yepes aTpUOBEHTPUKYIIsIpHOE coennHenue. Kak u npu Tume A, mpoucxoauT:

* BO-IIEPBBIX, IIPEKIEBPEMEHHOE BO30YXKI€HHUE KETYJOUKOB, & UMEHHO — Ya-
CTH TIPABOTO Keyaouka (nHTepBai P-Q ykopouen);

* BO-BTOPBIX, HOCTETICHHAs], TIOCIOMHAS aKTUBALMS MBIILICYHBIX MACC IIPABOTO
KEJy[I04Ka, YTO IIPUBOAUT K (POPMHUPOBAHUIO BOJIHBI A;

* B-TPETHbUX, HEOIHOBPEMEHHOE BO30YKACHUE 000UX KEIYyJOUKOB: IpPEexKe-
BpEMEHHAs aKTUBALMsI CHaYajla 4yacTy MPaBOTo kKeya0uKa, 3aTeM BCEro €ro, 1o-
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TOM MEXKeNyIOYKOBOH MEPEropoaKH 1, HAKOHEL, JIEBOTO JKeIyJouKa. Takoi Xox
BO30YXKIEHHSI KETyJOUYKOB HAIIOMHUHAET OJI0Kaay JIeBOM HOXKKH myuka [ uca.

OKT -npusnaku cunapoma WPW, tun B (puc. 2.6):

* ykopoueHHbIi nnTepsai P-Q (menee 0,10 c);

* OTpHLATENbHASl BOJIHA A B MPAaBBIX T'PYIHBIX U MOJOKUTEIbHAS B JIEBBIX
TPYIHBIX OTBEACHUSIX;

* yimpenue komiuiekca QRS 6onee 0,12 cexyna, nedopmanus ero, HaoOMu-
Haroas OloKary JeBOH HOXKKH Mmy4ka [ uca.

s
i v
i ¥

Puc. 2.6. OKI" npu cunnpome WPW, tun B

Cremyer OTMETHTD, UTO CYIIECTBYET HEMAJIO KaK TIEPEXOAHBIX (OPM CHHIPO-
mMa WPW ot tuna A x tumy B, Tak u uxX coderanue, Ha3piBaeMoe A-B Ttumom
cuagpoma WPW. Bee 310 mpuBoauT K 0obIiioMy MHOT000pasnio DKI'-kapTHHB
ATOTO CHHIpOMA.

2.2.4. lnarHocTHYECKHE KPUTEPUH

Knuanveckas kaptuna cunapoma WPW (Bapuants! Teuenus) [4]:

* Manughecmnasn popma — n3menenust Ha JKI' mocrosHHBIE + KIMHUKA.

» Unmepmumupyiowas gpopma — nzmenenus Ha DKI npexopsiue.

o Jlamenmnas hopma — n3meHeHust ToabKo ipu DDU.

» Cxpwimast ghopma — 0OHapyKEHUE TOIBKO Ha BCKPBITHH.

Teuenue cunopoma WPW:

Oo6b1uHOE TeueHne cuaapomMa WPW MokeT OBbITh MPEACTABICHO CIETYIOIIIM
oOpazom:

1-s1 craaus: kpaTkoBpeMeHHbIe (<20—30 MHH) IPUCTYIBI OPTOAPOMHOM TaXu-
KapIuu, Kynupymouiecs pediaekTopHo;

2-5 cTaAus: MOBBIIEHUE YaCTOTHI U JUIUTENbHOCTH (30 MUH — 3 4) IPHUCTYIOB,
KyIHpPOBAaHUE OJJHUM aHTHAPUTMHUYECKUM IIpenapaToM, HHOI/Ia B COYETaHUU C Ba-
T'YCHBIMU poOamu. J{ist mpoduIakTHKY TaXUKaApAUU IPUMEHSIOT METUKaMEHTBI;

3-4 cTaaus: yacTble U JUIMTEIbHBIE (>3 U) MPUCTYIIBI OPTOJPOMHOMN TaXuKap-
Jquu, nosisiaenue npuctynos @II, KT, @X, HapyleHus: NpoBOAALIEH CUCTEMBI
(CCCY, BHIII', AB-6mokazsr), TOIEPAaHTHOCTH K aHTHAPUTMHYCCKUM TIperiapa-
taM. [lokazana karerepras abmarms AI1I1.
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Brinenstor cnenyronye KinHuaeckue Gopmel peromena WPW:

* manugpecmupyrowas — nocrosuubie u3menenus DK (ykopouennsiit PQ,
JenpTa-BoitHa, mupokuii QRS);

* unmepmummupyiowaa — npexonpsane n3menenus DK, Bkmodas Opaan n
taxu3aBucumbie Omokaasl [l [Ipu cyrounom monutopupoBanuu DKI' Tummy-
HbIe U3MEHEHUs reproandecku ucye3atot B 30—40 % cimyyaeB, 4To OOBIYHO CBSI-
3aHo ¢ mpexoznsei onokamoin JIT.

KT -npusnaku cunopoma WPW:

 natepsai P-Q(R) menbme 0,12 cexynn;

» xommiekc QRS cnmBHOI, B €ro cocTaBe WMeEEeTCs JOTOIHUTEIbHAS BOJIHA
BO30YXeHMs — A-BOJHa,

* MMEIOTCS YBEIHYEHHE IMPOJODKUTEIEHOCTH | JieopMaIis KOMILIEKCa
QRST.

Cunnpom WPW xapakrepusyercss HAIMYMEM B ceplie IBYX (WK Oolblie)
HE3aBHCHUMBIX ITyTeH MpeacepAHO-KEITyJOYKOBOTO MPOBEACHHS, IPUYEM 10 JI0-
MTOTHUTETFHOMY TYTH 3JIEKTPUYECKUI HWMITYIbC PacIpoCTpaHseTcs ObIcTpee,
yeM 1o AB-y3ny u cucreme I'uca — Ilypkunbe. IloaTomy moutu cpasy mocie
JETIONSIPU3ALIH IPEICEPANI AEKTPUIESCKUN UMITYIIEC IPOBOAUTCS IO aHOMAJIb-
HOMy nydky KeHTa U BbI3bIBa€T akTHBALMIO YaCTH MHOKapJa OJHOTO U3 JKely-
J1049KOB (puc. 2.8). OcTanbHbIC YYaCTKU KEIYI0UYKOB BO30YKIAIOTCS 3a CUCT UM-
MyJIbCa, PACIPOCTPAHSIONIETOCS MO OObIYHOMY TTyTH (110 AB-y3my, myuky ['uca
u ero BeTBsM). Kommieke QRS mpu 3ToM mprodpeTraeTt XxapakTep CIMBHOTO KOM-
IJIeKca: HadaJdbHas A-BOJHA OTpayKaeT BO30YKIeHHE MHOKap/a, OOYCIOBICHHOE
HAMITYJIbCOM, TPUIICIINAM I10 JOMOJHUTEIFHOMY (aHOMalbHOMY) ITYYKY, & OC-
HoBHas yacTh QRS — mo oOpryHOMY IyTH. OTICaHHAS TOCIEA0BATEILHOCTD BO3-
Oy >K/IEHUsI KETYJI0OYKOB ONpEJeNIsIeT TPH TIIAaBHBIX AIIEKTPOKapAnOrpadUuecKux
npusHaka cuaapoma WPW (puc. 2.7).

a)

HononuurensHe i
nyuox Keuta

A-sonHa

MpexaespemeHHoe
BOBYHAEHHE HENYOOoHEa

B)

Puc. 2.7. Dnexrpokapauorpaduiaeckue Ipu3Haku cuaapoma WPW
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2.2.5. HapyumieHusi puT™Ma cepana,
HauOoJIee 4acTo BCTpedaeMblie Npu cuHapome WPW

B nactosimee Bpems BeiaensaoT cieaytomre Bapuantel HPC nipu cuaapome
WPW ¢ cooTBeTCTBYIOIIEH YaCTOTON BCTPEUAEMOCTHU:

* Mapokcu3MaibHasg peuunpokHas AB oprompomHas Taxukapaus (aHrte-
pOTpagHO UMITYJIBC MPOBOAUTCS uepe3 AB-yzen, perporpamuno — uepe3 JIIIT)
(80 %);

* mapokcu3MalibHas peuurpokHas AB antunpomuas taxukapaus (ABPT)
(amTeporpamno — gepes AL, perporpagao — uepe3 AB-y3en) (mo 32 %);

* pubprstust mpeacepauit (ot 10 mo 32 %);

* TpereTanue npeacepanii — okono 5 %.

Opronpomuas AB-perumnpoxnas (kpyrosas) 1T npu cuanpome WPW Bo3-
HUKaeT MPH HAJIMYMH JOTIOTHUTEIBHBIX (aHOMaJbHBIX) MyTell AB-nipoBenenus.
B stux cimywasx Kpyr macro re-entry, SIBISIOLITHICS MOP(OIOTHYECKUM CyO-
ctpatom 11T, oxBareiBaeT He TobkOo AB-y3emn, HO 1 mydok ['mca, onHy U3 HOXKEK
myuka ['uca, BomokHa [Typkuabe, MHOKap]I )KEITyI0YKOB (aHTEPOTpaTHOE TIPOBE-
JICHHE BHEOYEPEIHOTO UMITYJIbCA), a TakXKe JOMOJHUTEIhHBIN mydok Kenra, mo
KOTOPOMY BO30YXKICHHE PETPOTPATHO PACHPOCTPAHAETCS K MpeAcepaAnsM (CM.
puc. 2.8).

[Myuok Mweo

[hywoe

Keuta

Mpaeas woxka
s ko [weo

Puc. 2.8. Mexanusm GpopMHpOBaHHsT OPTOAPOMHON TaXUKaPIUN

KT -npusnaxu opmoopomnoii AB-peyunpoxnoii maxuxapouu (puc. 2.9):

* BHE3AIMHOE HAYaJI0 TAPOKCU3Ma C OBICTPBIM YCTAaHOBICHHEM MAaKCHMaTbHOM
YaCTOTHI CEPJICYHOTO PUTMA;

* COXpaHEHHE Ha TPOTSDKEHHU BCETO MapoOKCH3Ma YCTOWYHBOTO PETYIISIPHOTO
putMa ¢ YCC B npenemax 120-240 B MUHYTY;
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» nanmnuue B otBeneHusx II, III m aVF orpunarensueix 3youos P, pacmona-
raroumxcs nozaan kommiekca QRS, mockonbky Bo30yxeHHe, pacpoCcTpaHsIo-
nieecst Mo OONBLIOH meTiie re-entry, Topas3o MOIKe JOCTUTACT MPENCEPANi, UeM
JKEITYJI0UKOB;

* HaJTMuue y3Kux kommiekcoB QRS, 3a nuckmoueHueM ciydaes, koraa Ha poHe
TaXUKapJuK BO3HUKAaeT QyHKIIMOHAJIbHAs OI0Ka1a OMHON U3 HOXKEK myuka [ 'uca,
u Komiuiekcel QRS craHoBsATCS abeppaHTHBIMU;

* BHE3AITHOE OKOHYAHHE MTaPOKCU3Ma.

Puc. 2.9. Opronpomuas AB-penunpokHas Taxukapaus npu cuaapome WPW

Aumuopomnas AB-peyunpokuasa (Kpyzoeasn) maxukapous npu cunopome
wePw

VY O0JBHBIX C CHHIPOMOM IPEABO30YKACHUS KEMYJOUYKOB OHAa BCTPEUACTCS
ropaszio pexe, 4eM oprorpomHasi AB-y3moBas. DTOT BapuaHT TaXHUKapAUU OObIY-
HO TIPOBOIMPYETCS TPEICEPIHON IKCTPACHUCTONON, KoTopasi Onokupyercs B ABY
U PaCIpPOCTPAHSIETCS K JKEJIYI0UKaM Yepe3 JOMOIHUTENbHbINA (aHOMAJIbHBIN) My Th
MIPOBEICHUS, UMEIOLIHI OoJiee KOPOTKUi pedpakTeprsiii nepuo. [Tpu arom Ha DKI
PETUCTPUPYIOTCS MNUPOKHE CIMBHBIE KOMIUTIEKCH QRS ¢ HammumeM TUNUYIHON 11t
cuagpoma WPW A-omnsr (puc. 2.10). [Tozagn xommiekca QRS MoXHO 3aMeTUTB
(He Bcerma) orpuuaTenbHble 3yOLBl P, oTpaxaromue perporpagHoe Bo30yKIeHUE
npencepauid. YCC Bo Bpemst mapokcusma 00braHO focturaer 170-250 B MUHYTY.

Puc. 2.10. AaTuapomuas AB-pennnpoxHas Taxukapaus npu cuaapome WPW

Mexanuszmot 0dpazosanusn uopuIayuu U mpenemanus npeocepouii

Hanmuune y G0nbpHBIX ¢ TapOKCH3MATBHON MeplaTeIbHONH apuTMHUEi CHHIPO-
mMa WPW unu CCCY 3HauMTENbHO OCJIOXKHSET TEYEHUE W MPOTHO3 TOT0 Ha-
pPYLIEHHUST pUTMa W OKa3bIBAaeT peIIaroliee BIMSHUE Ha BHIOOP METOAA JIeUeHUs
huOpIILIATINN.

IKT -npusnaxamu TII aBnsiroTCA:

» ganmuane Ha DK gacteix (1o 200400 B MUH), peryaspHBIX, TOX0KUX APYT
Ha JIpyra MpecepIHbIX BOJIH F, IMENMX XapakTepHyo Miioo0pa3Hyo Gopmy
(orenenns IL, 111, aVF, V|, V));
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* B OOJBIIMHCTBE CIy4aeB COXPAHSETCSI MPABUJIBHBIA, PEryJSPHBINA Kely-
JOYKOBBIM PUTM C OJMHAKOBBIMU HHTepBasamu F—F (3a nckiroueHuem ciryyaes
HW3MEHEHUS CTETeHU aTPUOBEHTPHUKYISPHOM OJOKaJbl B MOMEHT PErHCTpaluu
OKT);

* HaJM4YUe HOPMAJIbHBIX, HEM3MEHEHHBIX (Y3KHX) JKEIYTOYKOBBIX KOMILICK-
COB, K2)XIOMy M3 KOTOPBIX MPEIIIECTBYET ONpeAeieHHOoe (Yalle MOCTOSHHOE)
Koiu4ecTBO npeacepaublx BomHF (2:1;3:1;4: 1ut n.).

OKI -npusnaxu DII:

* orcytcTBHE BO Beex DKI-oTBenenusx 3youa P;

* HAJTMYUE Ha MIPOTSHKEHUH BCETO CEPIICUHOT0 [UKIIA OECTIOPSA0UHBIX METKUX
BOJH f, UMeOLMX paznuyHyto Gopmy U ammiuTyny. Bomusl f myyme peructpu-
pytorcs B oteefenusix V, Vo, 11, Il u aVF;

* HEPETYJSIPHOCTD JKEJTYJOUKOBBIX KoMIulekcoB QRS — HenpaBuibHBIN Kemy-
JOYKOBBIM PUTM (pa3iuyuHbIe 110 MPOAODKUTENFHOCTH HHTEpBaibl R—R);

* Hanuuue komiuiekcoB QRS, mMeromux B OONBIIMHCTBE CITy4aeB HOPMaJlb-
HBI HEM3MEHEHHBIN BHJ 03 AehopMaluyl ¥ yIIHPEHUSI.

B 3aBuCHMMOCTH OT BEeIMYHMHBI BOJHBI f pa3nnyaloT KPyMHO- U MEIKOBOJIHU-
ctyto popmbl OII. [Ipr KpymHOBOIHUCTOM popMe aMIUTUTYAa BOJIH f mpeBbIaeT
0,5 MM, a ux yactora o0br4HO He mpeBbimaet 350-400 B MunyTy. Takue BONHBI
00b19HO Xopoto pacnosHatorcs Ha DKI. I[Ipu menxoBonuucroit popme PII ya-
crora BoiH f nocturaer 600-700 B MUHYTY, @ UX aMIUIUTyAa MeHbIne 0,5 MM.
Wnoraa Bonusl f BooOmie He BuaHBI HA DKI' HU B OAHOM U3 ANIEKTPOKapANOTrpa-
(uuecKkux OTBEICHUH.

2.3. CHHAPOM YKOPOUYEHHOT'O HHTEPBAJIA P-Q(R)
[CUHJIPOM CLC]

Cunnpom CLC (Knepka — JleBu — Kpuctecko) 00yciIOBIeH HATMIHEM JTOTION-
HUTEIBHOTO aHOMAJIBHOTO IIyTH MPOBEACHUS 3IEKTPUUECKOTO UMITyIbca (IIydKa
JlxeiiMca) Mexy peacepaAnsiMU U ITyukoM ['nca. MlHorna sToT cuHapoMm Hasbl-
BatoT cuaapoMoM LGL (Jlayna — I'anonra — JleBune). JlonomHUTENBHBII TTy4OK
Ixefimca kak Obl mryHTHpYeT ABY, mosToMy BONHA BO30YKIEHHS, MUHYS T10-
ciieinuil, ObIcTpo, 6€3 HOpMaJIbHON (PHU3MOIOrMYECKOH 3aAepKKHU, pacIpocTpa-
HSETCS 10 KETYI0UYKaM M BBI3BIBACT MX YCKOPEHHYIO akTuBauuio (puc. 2.11).
Cunnpom CLC Takke SBIS€TCS BPOXKACHHOW aHOManueil. Y OONBHBIX C ATHM
CHUHIPOMOM HMMEETCSI MOBBIIICHHAS! CKJIOHHOCTh K BO3HMKHOBEHHUIO MAapOKCH3-
MaJIbHBIX TaXUAPUTMHH.

OKIT - npusnaxu cunopoma ykopouennoeo unmepsaia P-Q(R):

* ykopoueHue unrepsaia P-Q(R), nponomknuTensHOCTh KOTOPOTO HE MPEBbI-
maet 0,11 cexyHpI;

* OTCYTCTBHE B cocTaBe Kommiekca QRS nomnonHuTensHON BONHBEI BO30YX1e-
HUS — A-BOJIHEL,

* HaJTMYME HEM3MEHEHHBIX (Y3KHX) 1 Hee(OPMUPOBAHHBIX KOMILIEKCOB QRS
(32 UCKJIIOYEHHEM CIIy4aeB COIYTCTBYIOLIEH OnOKaabl HOKEK M BETBEH Iydxa
I'uca).
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a) AB-yaen
R
Myuok ; p
[xeiimco &8
5
6)
E
P
5

Puc. 2.11. ®opmuposanue DKI" npu cunapome ykopouernnoro natepsana P-Q(R)

2.4. JJIEKTPOPU3NOJOI'NYECKOE
NCCIEJOBAHUE

Hccnenosanue npu cunapomMe WPW npuUMEHSIOT IS CAENYIOIUX LEe:

* BBISIBJICHUE JIATEHTHBIX U CKPBIThIX JTABC;

* ONpe/eNieHNe PUCKA, CBSI3aHHOTO C KOHCEPBATHUBHBIM JIEUEHUEM, OIpejie-
JICHWE aHTeporpajHoi Toukr BeHkeOaxa u aHTeporpagHoro 3pQeKTUBHOTO pe-
¢dpakreproro nepuona (SPIT) JABC;

* 000CHOBaHME METO/Ia KOHCEPBATUBHOTO JICUCHUS;

* n3ydenne mexaun3smoB ABPT u onpenenenne 30HbI TaXUKapInH;

* ypecnuiieBoganoe DU ¢ nesbio nuphepeHInaIbHON THArHOCTHKH MEKIY
Pa3TUYHBIMA TAPOKCU3MATHHBIMH HATHKEITyIOYKOBBIMU TaXUKAPIUSIMU.

Huarnoctuueckuii mpotokon YIIDKC ocyrecTBiIsieTcs Mo CTaHAapTHOW Me-
tonuke [1, 4, 8] IBYXIOTIOCHBIM 30HIOM-3JICKTPOAOM C HCTOIH30BAHUEM YHH-
BEPCAIILHOTO JIEKTPOKAPIUOCTUMYIISATOPA, TEHEPUPYIOIIETO UMITYJIbCHI aMILTH-
tymoit 20-40 B, qmutensHOCTHIO OT 2 10 16 MC U ¢ TUana3oHOM 9acTOTHI CTUMY-
jsiuu ot 60 1o 1200 uMmi.MuH.

Paznuuator sunokapauansaoe DOU u upecnumeBogHoe DU, BTopoe maert
JIy4IIMe pe3yabTarhl 10 BbIsBIeHMIO Jokanu3anuu JIIIT.
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Duookapouanvnoe DJOU

Hemstmu poBeaenus >an0-2OU y nanueHToB ¢ cunapoMom WPW sBrsitores:

* Bepudukanus kauHnueckoii ABPT;

* OmpeziesieHNE PEKUMOB €€ MHAYKIUHU U KyITUPOBaHHUS;

* ipoBenenue auddepennuansHoro auarso3a ¢ ABPT, npencepanoii u BHY-
Tpunpeacepanoi raxukapaueit, @I, TII. B cayyasx aHTUIPOMHON TaXUKapAUuU
nmu ABPT c aGeppanueii nposeaenust no noxkam I1I" quddepenumansuerii aua-
THO3 MIPOBOJIAT U € KETYI0UYKOBOH TaxuKap/uei;

* TosTyueHne nHpopMauu 06 3nekrpopusnonornyeckux corcreax JABC u
ONPEJEIICHUE €r0 JIOKAIU3ALINH;

* onpeziesieHNe TaKTUKH JaJIbHEHIIEro JIeueHus;

* sHAOKapauainbHoe Kaptuposanue JABC u ero pammowactoTHas aOmsums
(PUA).

BaxnelmumM n1HarHOCTUYECKUM IMPU3HAKOM SABJISETCS JUIUTENBHOCTh aHTe-
porpaaHoro 3 dexTuBHOrO pedpakreproro nepuona (DPIT) JAIII1. On sBusercs
OTIPEEISIOMUM (HaKTOPOM B BOSHUKHOBEHHH MAaKCUMaJIbHOM YaCTOTHI JKEeMy104-
KOBOT'O pUTMa, IPU KOTOPOM MOXKET BO3HUKHYTH DII.

» Kopomuxuui DPII (< 220 Mc) BeieT K 4aCThIM KeITyJ0YKOBBIM BO30Y XK ICHUSM
C KOPOTKMMH MHTepBasaMu R-R, uTo sBnsgercs myrem Kk Bo3HUKHOBEHHIO DXK.

* Cpeonuti OPIT (250-300 mc).

o J{nunneiii DPIT (>300 Mc) npensTCTBYET BOSHUKHOBEHHUIO 3TUX OMACHBIX JIJIS
YKU3HU COCTOSHUH.

Yeposou nepexooa @I1 6 O sersemcs.

1. JJmutensHocth DPIT <270 mc.

2. InnTenbHOCTh caMoro KopoTkoro uHTepBana R-R B nepuon OI1:

» <220 Mc (xommiekcel QRS mmpoxue ¢ A-BoJIHOI) — OUEBUAHBIN pUCK

* 220—< 250 Mc — BepOATHBIN PUCK

* >250—< 300 MC — BO3MOXKHBIN pHCK

* 300 MC — HE3HAYUTEIBHBIN PUCK BOZHUKHOBEHHS.

@K yacTo Bo3HMKaeT npu Haingue Heckoiabkux JII1.

2.5. CTPATU®OUKAIIUA PUCKA
BHE3AITHOM CMEPTHU

Kak n3BecTHO, B KITMHIYECKOI MMPaKTUKE BhIIEISIOT «(penomer WP Wy, xorma
HUMEIOTCS IPU3HAKK NPEeABO30YKAeHHs 0e3 KIMHNYEeCKUX MposiBneHuid. [lanuen-
ThI ¢ peHoMeHOM WPW 00BIYHO UMEIOT XOPOIIHA MPOTHO3 C PacYeTHOM 4acTo-
TOM apuTMHUUecKuX 31130108 1,7 Ha 100 nanuenTo-ner. Puck BHe3anHoi cMepTu
pu 3TOM KpaifHe He3HaunteneH (1 Ha 1000 manmenTo-net). B HacTosmee Bpems,
[0 MHEHHUIO OOJBLIMHCTBA IKCIIEPTOB, MIPOBEICHHUE 3JIEKTPOPUIUOIOTUIECKUX
HCCIICIOBAHUH B ATOM IpyIIe HE SABISIETCS HEOOXOAUMBIM.

BaxxHbIM sIBiIsIeTCsl OlpesieJIeHUe PUCKa BHE3AITHOW CMEPTH y CUMITOMa-
TUYHBIX OonbHBIX. Ilo pe3ynabraraM eBpONElcKOro KOONepaTUBHOTO Hcce-
JOBaHMs BBIIEICHBI CIEAYIOUINEe KPUTEPHUH BBICOKOIO M HU3KOTO pHcKa (u-
Opmisnuu kenynoukoB npu cuaapome WPW (mo Torner P. m coaBr.,1991)
(Tabma. 2.1).
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Tabmuua 2.1. KnuHnveckue U 31eKTPOPU3HOIOTHUCCKIE XapaKTEPUCTUKHA BBICOKOTO U HH3KOTO
pricka GUOPUILISAIMHI JKETYI0IKOB Y MAIIMEHTOB ¢ cCuHApOoMOoM WPW

| CHBIII/I(l]I/I‘{HOCTI) quCTBI/ITCJ'IBHOCTB

Bericokuii puck

KnuHnueckue xapakTepucTHKH

1. Bonee oxguoro tuna criontanHoit HXKT 96 % 26 %

2. Cnonranssie snu301b1 TIT 98 % 22 %

3. Cnionranssle smu307b! TIT n OIT 98 % 13 %
DnekTpohH3U0IOrHUECKUE XapAKTEPUCTHKU

;ﬂl;—plz l:/g;l{Hi ég)l:d (I:IHZ[yI.IPIpOBaHHOfI OII meHee 96 % 60 %

2. bonee omgnoro JJABC 96 % 27 %

3. MuH. nukiI ctumyisinuu ¢ BA nposeneHueM 1o

0, 0,
JIABC menee mim pasen 240 mc 87% 66 %

Huskwuii puck

Knuanueckne XapaKTEPUCTUKN

1. UaTepMuTTHpYIOIIEe Npe/1BO30yKICHHUE,
HCUYE3HOBEHHE TIPU HArPY3KE, XOJITEPOBCKOM 96 % 48 %
MOHHTOPUPOBAHNY WIIM BBEJICHUM aiiMaliHa

éIgHTepMHTTprmmee peaBo30yxKICHHE Ha 100 % 239,

3. R-R muH. npu cniontannoit ®I1> 220 mc 100 % 42 %
DneKTpO(YH3HOTOrHICCKIE XaPAKTCPUCTHKI

1. R-R muH. npu unaynuposansoit GIT> 280 mc 100 % 58 %

2. HXT - ve ungynupyercs 100 % 21 %

3. OPII sxenmynouka menee wim pased 190 mc 91 % 42 %

CBoiicTBa aHTEpOrpaJHON aHOMAJIBHOM MPOBOAMMOCTH SIBISIOTCS OIpEre-
JSIIOIIMMHE TIPU OLICHKE pHCcKa QUOPHIUISLMN JKEITyI0uKoB. BaxkHO Takxke 3HATh
TUI BBISIBJICHHOW HAJ[KEJTyOYKOBOW TaxMKapIuH, HaJMYUe Oojiee OAHOTO BHJA
TaxMKapIuH Y OIHOro OONbHOrO U Hanuyue MHOXecTBeHHbIX JJABC. Hannune
WHTEPMUTTHPYIOLIETO NpoBeaeHNs: U MUHUMabHbIH R—R nipu ®I1 6omnee 220 mc
CBUJETEIBCTBYIOT O He3HauuTedbHOM pucke DXK. Cnenyer oTMETUTH OTCYT-
CTBHE MPOTHOCTUYECKOIO 3HAUCHMS CHHKOIE NMPH CTpaTU(HUKALUU PUCKA BHE-
3aITHOM CMEPTH B 3TOH rpyrie OOJIbHBIX.

2.6. JEYEHUE CUHAPOMA WPW

Tepanuto naureHToB ¢ cMHAPOMOM WPW MOXHO pa3faenuTh Ha TPU YacTH:

* SKCTPEHHOE MJIM HEOTIIOKHOE KyITMPOBAHUE TAPOKCU3MOB TaXUKapAHUH;

* XpOHHUYECKAs Teparus sl MPO(QHUIAKTUKU PUCTYIIOB;

* paJIMKAJILHOE YCTPaHeHHUE CyOCcTpara TaXUKap/Iuu.

Heo0xoauMocTh ¥ BBIOOD IJIAHOBOTO JICYCHHUSI OTPEICIISIOTCS YaCTOTOMN MpH-
CTYIIOB U UX TSHKECThIO, HAJIMYMEM COIYTCTBYIOIIEH MaTOJIOTUH, 0COOCHHOCTSIMH
AHOMAaJIbHOTO MPOBEJICHUS U HAJTMYUEM PHUCKa BHE3AMTHOU CMEPTH, a TAKXKE HKella-
HUEM MalUeHTa U CIEIU(PUKON ero NpopeCCUOHATBHON IEATEIILHOCTH.
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2.7. BBIGOP JIEUEBHOUM TAKTUKH

[Ipu BEIOOpE TakTHKHM BefieHns O00IBHOTO ¢ cuHApoMOM WPW MOkHO BBIfIe-
JIUTh 5 MOATPYIIL:

1. Ilayuenmol ¢ 8bIPANCEHHOU CUMNMOMAMUKOLU (NPECUHKONe, CuHKone, (u-
OpunIAYUs dHCey00uK08), mpedyrouue IKCMPEHHOU 20CNUMATU3AYUU.

Metoznom BeIOOpA SIBISIETCS KAaTETEPHAs JECTPYKLUS, €CIIM HET IPOTHBOIIOKA-
3aHUH, CBS3aHHBIX C OTpaHUYEHHBIM 0ocTynoM K JIABC — aHoManuu BEeHO3HOU
CHCTEMBI, HaJIMuhe KaBa(uiIbTpa, NCKyCCTBEHHOTO KiamaHa cepaua. B momo6-
HBIX CIIy4asX MOXKET ObITh pAaCCMOTPEHA MEIUKAMEHTO3HAs IM XUPYPruuecKas
TaKTHKA.

2. llayuenmol ¢ ymeperHOU CUMNMOMAMUKOU 6e3 HeoOX00UMOCmuU 20Cnuma-
AU3AYUU.

Her rapantnun, uro He Bo3HHKHeT DII. BEIOOp omperenseTcss COBMECTHO C
OOJIHBIM — KaTeTEepHas OIIEPaLsl WK MEJUKAMEHTO3HAas! Tepamys.

3. Acumnmomamuunvle nayueHmol, CEA3AHHbIE C NPOPeccuell 8blCOKO20 PUc-
Ka — ooumenu noe3008s, asmodycos, 1emyuKi.

Heob6xonuma olieHKa prcka BHE3aIIHONW CMEPTH.

4. Acumnmomamuunvle 601bHYBLE, HE CEA3ANHbBLE C NPODECCUAMU 8bICOKO20 PUCKAL.

Onenka pucka BozHuKHOBeHHs PII npu xenaHnu 00JIBHOTO, 1e7IeCO00Pa3HO
ypecrmmieBogaoe IPM. OcoOeHHO HEOOXOIUMO TSI CHOPTCMEHOB.

5. Acumnmomamuunvle nayuenmol @ OPyUx CUMyayusx.

Heo6xoauMocTh OLIEHKH pHCKa HyKHA IS IPOIOJDKEHHSI Kapbepbl (BOCHHbIE
JIETYUKH, TPO(eCCHOHANBHBIC CIIOPTCMEHBI) MM IJIsl CTpaxoBaHus >ku3HU. He-
00X0MMa OLICHKA M BO3MOXKHA KOPPEKLMS sl HPOJOIKEHUS TPO(eCCHOHATb-
HOM J€ATENBHOCTH.

2.8. MEJUKAMEHTO3HAS TEPAIIUSA

Bri0op tepanuu npu cunzpome WPW onpernensercs HarpaBIeHHOCTBIO Jei-
CTBHSI aHTHAPUTMHUYECKUX TIpenapaToB. B ciryuae opTonpoMHON TaXUKapAUU BO3-
MOYKHO BO3/ICHICTBUE Ha 00a 3BeHa 1ienu prueHTpH — 1100 Ha ABY, 6o Ha JIABC.
Hcnonp3oBanue npenaparoB, H30JIMPOBaHHO BIUSIOIIMX TOJIbKO Ha ABY, onpas-
JAHHO TOJIBKO B ClTy4asix perporpaaHo-¢pynkunonupytomux JABC (tabdm. 2.2).

Tabnuma 2.2. HanpaBineHHOCTD IeHCTBHS aHTHAPUTMHIECKUX MTPENapaToB

AB-yzen JIABC AB-yzen u JIABC
Jluroxcun XUHUIUH DnexanHuI
bera-6iokaropsl HoBoxannamuj Iponacdenon
Kaypunessie 6110katopsl Jlusonupamu Corainon
JIngoxann AmMuonapox

B ypreHTHON NpakTUKe BO3MOXKHO KyNMPOBAaHUE TaXUKapAUU METOIOM 4a-
CTOW CTUMYJISILIUU — SHAOKApAUAIbHON UIH YPECIULIECBOJHOMN.

Heomnoxcnaa mepanua ABPT

[Ipu remomuuaMuveckn 3HaUMMON cumnromaruke Ha ¢oHe ABPT (cunko-
Iie, PECUHKOIIE, CTCHOKAPAUS, TUIIOTEH3HsI, HAPACTaHUE NPU3HAKOB CEPACYHON
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HEJ0CTAaTOYHOCTH) TIOKa3aHa He3aMeMIUTeNbHas HapyKHasl dIeKTpudeckast Kap-
auosepeust (100 1x) [1, 4, 3]. Mctopudecku B Hallei cTpaHe LIMPOKO pacrpo-
CTpaHEH METOJ YPECHUILEBOTHON IEKTPOKAPAUOCTUMYIISIIINN, KOTOPBIA TaKxke
MOJKET MCIIOJIb30BaThCs A1l HEOTIOKHOTO KynupoBanust ABPT B pexxume cBepx-
yactoit (400—-600 B MUHYTY) W/WJIM YaCTOH CTUMYJISIIMY (IIPEBBILIAIONIEH YacTO-
Ty Cep/ICUHBIX COKpAIIEHNH BO BpeMs Taxukapanu Oosee uem Ha 10 %) [8].

[Ipenaparamu u MeTonaMu EepBOM JTMHUM B JICUEHUH XOPOIIO NEPEHOCUMBIX
napokcu3MoB optoApoMHbIX ABPT sBmistorcs:

* mpoBeneHne peIeKTOpHBIX nprueMoB (mpoba BanbcanbBel, Maccax Kapo-
TUIHOTO CHHYCA);

* aneHozuHTpudochar (ATD) BHyTprBeHHO 5—10 Mr 60710COM, B OTCYTCTBHE
addexra uepe3 3 MuHyTh — 10-20 MmrT;

* B-agpenobnokaropst [1, 3].

B cnyuae, ecnu mocne MCIoNb30BaHMs BBILIENIEPEUNCIIEHHBIX MPENaparoB
(B-ampenobnokatopel, AT®) CUHYCHBII PUTM HE BOCCTAHOBJIEH W T€MOAWHA-
MHKa OCTaeTCs CTa0MIbHOM, pEKOMEHAYETCsl UCIONb30BaTh aHTHAPUTMHUECKUE
npernaparsl Ic moakiiaccoB (3TMO3UH, 3Talu3uH, nponadenoH). IhHeKTHBHOCTD
3THX mIpemnaparoB cocTtaniugeT okosno 80 %. OnHako peanbHas yrpo3a TSKeIbIX
MOOOYHBIX U aPUTMOTCHHBIX ACUCTBHI 3THX MpenapaToB 00yCIOBIMBacT HEOO-
XOOUMOCTb IPUMEHEHHS UX JIMIIb NPH YCTOHYMBOU K B-agpeHo0nokatopaM Ta-
xuaputmuu [1, 2, 5, 7, 20].

[Ipu anTunpomusix ABPT u npu kynuposanuu ®II npu cunagpome WPW 1e-
necoo0pa3Ho Ha3HaYeHUe aHTHApUTMHYeCcKHX npenapaToB Ic u Il knaccos (aTa-
LU3UH, nponadeHOH, aMHOIapOH, HUOCHTaH, BepHakanaHT). Hanpumep:

* STAlM3UH BHYTPUBEHHO MEJIEHHO 50 MI' CO CKOPOCTBIO 5 MI/MHUH;

* nponiapeHoH BHYTpUBeHHO 1-2 Mr/kr B Teuenue 10-20 MunyT;

* aMHOZIapPOH BHYTPUBEHHO 3—5 MI/KT B TeueHne 5—20 MuH;

» HuOeHTaH BHYTpUBeHHO 0,125-0,375 mr;

* BEpHAKaJIaHT BHYTPUBEHHO 3 MI/KT B Teuenue 10 munyr [1, 2, 5, 7, 20, 23].

UcnonezoBanue B-aapeHoOI0KaTOpPOB, OJIOKATOPOB KAJBIHEBBIX KaHAJIOB U
CepJCUHBIX NIMKO3MJI0B MPOTHBOMNOKA3aHO U3-3a TOTO, YTO OHU 3aMEJISIOT Ipo-
Benenue no ABC u He BnudAroT Ha poBeneHue nmnynsca no JJABC anteporpan-
HO€ WJIN JJa)ke YCHIJIMBAIOT €ro. B KOHEYHOM UTOTre 3TO SIBISETCS MOTEHIHAIBHO
OTACHBIM B OTHOLIEHUHU TpaHchopmaru ABPT B xenynouKkoByr0 TaXUKapAHIO
n/unm XK.

Takum 00pa3oM, COBpEMEHHBIN aJlTOPUTM JICUCHUSI OTHOCUTEIBFHO XOPOLIO T1e-
peHocuMbIx napokcu3MoB ABPT nmoapasymeBaet momiaroBoe UCIoiib30BaHKUE Pa3-
JIMYHBIX METO/I0B KYITMPOBaHUs apUTMHH (BarycHble MaHeBpbl — AAIl — upecnu-
LIEBOIHAA AIIEKTPOKAPANOCTUMYIISALMS — 3JIEKTPOUMITYJIbCHAS TEPANus ) U 3aBUCUT
OT paHee YCTaHOBJICHHOH 3(P(eKTHBHOCTH MPUMEHEHHS KaXKJOTO U3 STUX METOIOB.
[ocrosinHas anTHapuTMHUYecKast Tepanusi. B cimyuae ecim 'y G0JBHBIX C CHHIPOMOM
WPW npu KIMHHYECKOM 00CIIEI0BaHUM HE BBISBIISIIOTCS PU3HAKH BBIPAKEHHOM
CTPYKTYPHOI [1aTOJIOTHH MUOKap/a, Hanbosee SpQeKTHBHBIM CPECTBOM SIBIISIETCS
Ha3HaueHue npenaparos Ic knacca (pnekannua u nponadeHon). Ha done ux npue-
May 35 % narnuenToB B TedeHue rona ABPT He penuuBrpyert, B To BpeMsi Kak 3¢-
(DeKTUBHOCTH OJIOKATOPOB KaJbLIMEBBIX KaHAJIOB COCTaBIACT Uik 25 %. Cueny-
eT coONIOAaTh OCTOPOKHOCTh MPU Ha3HAYEHHH OJIOKATOPOB KaJbLUEBBIX KaHAIIOB
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HEeIUTHAPOITMPHIMHOBOTO psijia (BeparnamMuil Wi AWITHA3eM) WIH [-OIOKatopos
JTULIaM ¢ MaHudecTupyrommM cuaapomoM WPW u BepuuIMpoBaHHON aHTH-
JPOMHOM TaxuKapauen. Y manueHToB ¢ peakumu napokcuzmamu ABPT (1-2 paza
B r0f1) 0€3 BBIPAKEHHON reMOANHAMUYECKON 3HAYUUMOCTH BO3MOYKHO ITPUMEHEHHUE
AHTUAPUTMUYECKUX CPEJCTB TOJIBKO BO BPEMS MPUCTYTNA TaXUKapAWUHU (TIPUHLMIT
«Pills in pocket» — o TpedoBanuio) [1, 2, 5, 11, 18, 20, 22, 23].

Bnaromaps crpeMuTensHOMY pa3BUTHIO METOIOB KaTeTEpHOW abMsIuu B Jie-
yennn HXXT B Hacrosiee Bpems nposeaeHune noctostHHoil AAT noka3aHo ToJb-
ko TeM manuentam ¢ ABPT, koTopsie oTka3biBatoTcs oT nposenenus PUA.

2.9. KATETEPHASI
PAJIMOYACTOTHASI ABJIALIMSI (PUA)

B nacrosiiiee Bpemst B OBCEITHEBHOW MPAKTUKE UCTIONB3YIOTCS MTOKa3aHUs K
PYA JJABC y 6onbHbIX ¢ cunapomoM WPW, paspaborannsie BHOA B 2005 r:

Knace I ,PY9A4 abcontomno nokasaua:

1) manmentam ¢ cumnromarnueckoid ABPT, ycToitunBoil k aHTHapuTMUUe-
CKHUM IIperapaTaM, a TaKkXKe IPU HENePEeHOCUMOCTH IIPENapaToB MALHEHTOM WIH
€ro HeXeJlaHUH MPOA0IIKATh JUINTENIbHYIO JIEKAPCTBEHHYIO TE€PAIuio;

2) manmenTtam ¢ OII (unu apyroit mpeacepAHON TaxuapuTMueii) U ObICTPBIM
JKEITyI0YKOBBIM OTBETOM, CBA3AHHBIM C aHTEPOTPATHBIM ITPOBECHUEM UMITYJIbCA
o {ABC, ecnu Taxukapust yCTOH4MBa K IEMCTBHIO aHTHAPUTMHUUYECKUX TIpera-
paroB, a TAKXKE IIPU HENEPEHOCUMOCTH IPENapaToB MALUEHTOM UM €ro HeXema-
HUU NPOJOIKATh JUINTENbHYI0 AAT.

Knacce Il , P44 omnocumenvho nokazana:

1) manmentam ¢ ABPT mmm @II ¢ BBICOKOM YaCTOTOW COKpAIEHUH JKeTya04-
KOB, Bepu(HUIHMPOBAaHHOM B Xozae nposeneHust DDOU;

2) B OTCYTCTBHE CUMIITOMOB ITAIIMEHTAM C TIPEIBO30YKICHUEM KEITYIOUKOB,
eciu uX npodeccHoHalbHast AeITeNbHOCTh, CTPAXOBble BOBMOKHOCTH, TyIIEB-
HBI KOM(OPT WM HHTEPECHI 00IIECTBEHHOW 0e301MacHOCTH OyyT HApYIICHHI B
pe3yibraTe BO3HUKHOBEHMSI CIIOHTAHHBIX TaXUApPUTMUI;

3) manueHTaM ¢ ykasaHusIMM B aHaMmHe3e Ha PII u npusHakamu npenso30y-
JKICHUS Ha ToBepXHOCTHOH DK

4) manMeHTaM C MpHU3HaKaMu NpenBO30YXKICHHS W CEMEHHBIM aHaMHE30M
BHE3AITHOM CepJIeYHON CMEPTH.

Knacc Il ,PY9A ne nokaszana:

MaIMeHTaM, y KOTOPBIX apiUTMHH, CBsI3aHHBIE ¢ TIpoBeeHneM 1o [IABC, a¢-
(EKTHBHO KOHTPOJIHUPYIOTCS PoBOaUMOi AAT, JIerko mepeHocsITCs, WK Talu-
€HT NPEINOYUTAET MEINKAMEHTO3HYI0 Tepanuio rnposeneHno PUA.

B GonpmmHCTBE citywaeB mepBuyHas d¢pdexktuBHocTh PUA mipy cuHIpome
WPW cocrasnser 95 %. [loBropHsle ceccun PUYA, kak mpaBuiio, mo3BOJISIOT A0-
CTUTHYTH TIOKa3arenel abcomoTHOH 2(h(EeKTUBHOCTH TIPH JICYEHUH ITOTO 3200-
nesanus [1, 2].

HoBasi xommbroTepu3npoBaHHasi cUCTeMa HE(IIOOPOCKOMUUECKOro KapTu-
pOBaHUsA, TIO3BOJISISI BRICTPANBaTh TPEXMEPHOE M300pakeHNE PacIpOCTPAHEHUS
BO30YXK/ICHHSI, 1aeT HECOMHEHHbIE TPEUMYIIECTBA B TOMMYECKON THAarHOCTHKE U
karereproi aectpykmun JJABC (puc. 2.12).
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Ymko nparoro
npeacepinm

JIABC

Tpexc rsop i biii
[T

Puc. 2.12. TpexmepHOe H300pakeHNE PACIIPOCTPAHESHUSI BO3OYKICHUS

2.10. KATETEPHASA JECTPYKIUA

B 1987 1. Borggrefe coo0uun o nepBoil B MUpe YCHEIHON KaTeTepHOM Jie-
cTpykuun npaBoctoponHero JIABC ¢ ncnosibp3oBaHneM TOKa BEICOKOW YacTOTHI.
B Hacrosiiee Bpems 3TOT METOA SBJSETCS IPUOPUTETHBIM B JIEUEHUU CHHIPOMA
WPW. Oco0eHHOCTH METOIMKH KaTeTepHOH ONepaluy B OCHOBHOM KacaloTCs
nectpykuuu jgesoctopornux JJABC, rie MoxeT ObITh IPUMEHEH PeTpOrpaIHbIi
JIOCTYTI Yepe3 aopTy WM BBINOJIHEHA TpaHCCeNTaabHast MyHKIU.

D¢ dextuBrocTh K/I 3aBUCHT OT OIBITA M JIOKAJIH3aUH aHOMAJIBHBIX COE/IU-
HeHuii 1 Bapbupyet ot 71 % 10 98,8 %. [Ipu TouHO# ycTaHOBKE KareTepa B o0a-
CTH aHOMAJIBHOTO MpoBeneHHus () (HEKT JOCTUraeTCsi B TEUEHUE TIEPBBIX CEKYH/I
BO37IelicTBUA. B 1enom ycTpaHeHne aHOMaIbHOTO MPOBEACHUS, HE3aBUCUMO OT
JIOKaJIM3alnH, MOXKET OBITh TOCTUTHYTO Y 95 % OGonbHBIX (puc. 2.13).

Puc. 2.13. Karerepnas aectpykuus JABC: OKI' B mporuecce oneparuu
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2.11. XUPYPI'HYECKOE JIEYHEHHE

B Hacrosiniee BpeMs orepannu Ha «OTKPBITOM CEPJILIE» BBIIOIHAIOTCS B PE-
KHX CJIydasiX COYCTAHHOH MMaTOJIOIMU WIIM HEBO3MOKHOCTH, WK Hed(PEKTUBHO-
CTH KaTeTepHBIX onepanui. FMcnoib3yroT SHI0KapANaIbHbIN WU STIUKapIdalib-
HbIA XUPYPrU4€CKUE JOCTYIIbI JJIsl YCTPAaHEHUS! aHOMaJIbHOTO ITPOBEACHUS.

2.12. PYKOBOACTBO 11O JIEYEHHIO TAIUEHTOB
C PUBPNJVIALIUEUN NPEACEPANUN

Pexomenganuu no nedenuto OI1 u mpeaBo3OyKACHUS KETyIOUKOB.

Kaacce 1.

1. Karetepnas abnanus JOMOTHUTENBFHOTO MyTH Y TTALIMEHTOB ¢ CUMITOMaMHU
¢ @II, y xotopsix umeercsi WPW-cuaapomM, 0codeHHO ¢ 00MOpOKamMH H3-3a Ya-
CTOTO CEp/ICYHOTO PUTMA WK C KOPOTKUM pedpaktepHbiM niepuogom AT (ypo-
6eHb Ookazamenbcme: B).

2. HemensieHnHoe BBITIOIHEHHUE MIEKTPUIECKON KapAMOBEPCUH IS TPOHIIaK-
TUKU QUOPHILTALNY KeTy04uKoB y nauneHToB ¢ WPW, y xotopeix ®II mporeka-
€T C YaCTBIM JKETYI0UYKOBBIM OTBETOM, CBSI3aHHBIM C T€éMOJAMHAMUYECKON HecTa-
OWIBLHOCTBIO (Ypogensb doxkazamenvems: B).

3. Ha3znaueHue BHYTPUBEHHO NTPOKaWHAMUIA MM HOYTHIINAA AJI1 BOCCTAHOB-
JICHUSI CHHYCHOTO puTMa y nauueHToB ¢ WPW, y xotopeix ®@I1 npoucxoaut 6e3
reMOJMHaMHUYeCcKol HecTabunpHOCTH mpH mHpokux QRS xommnekcax Ha xap-
nuorpamme (Gonbiie win paBHbie 120 Mc) (yposens doxazamenvcemg: C).

Kaace II.

1. Ha3HaueHue BHYTPUBEHHO XMHUJMHA, MPOKAaWHAMMJA, AW30IHpPaAMHUAA,
nOyTUINAA WM aMUOAApOHA TeMOIMHAMUYECKH YCTOWYHMBBIM IalMEHTaM C
@II ¢ BoBIEUEHHEM NPOBEACHUS IO JOMOIHUTEIBHOMY MYTH (Vpo8eHsb 00KaA3d-
menvbcms: B).

2. TpeboBanue HeMeIJICHHON KapAWOBEPCHH, €CIM Pa3BUBAIOTCS OYEHB Ya-
CTas TaxWKapAus WM TeMOAWHAMHUYecKas HeCTaOWIBHOCTh y IMalUeHTOB C
@II ¢ BoBIEUEHHEM IPOBEACHUS IO JOMOIHUTEIBHOMY MYTH (Vpo8eHsb 00Ka3d-
menvbcms: B).

Kuaacc III.

1. BHyTpuBeHHOEe Ha3zHa4yeHUE OeTa-OJOKaTOPOB, CEPIACYHBIX TITUKO3UIOB,
JWIITHA3eMa WK BepanaMuia y nanneHToB ¢ WPW-cuHapoMoM, y KOTOPBIX HMe-
eTCsl MPeIBO30y K IeHue xkeynodkoB npu DI1 (yposenv doxkazamenvcma: B).

2.13. IPAKTUYECKHUE PEKOMEHJALIUN

* Hopmanbnast OKI" ve uckmouaet Hammuus 11

* Onpenenenue gokanu3anuu 11 mo HATMYUIO U NOISPHOCTH JETIbTa-BOIHBI B
pasnnusbix oTBefieHnaX JKI' He nMeeT CyIecTBeHHOTO KIMHUYECKOTO 3HAYeHHSI.

* Bpoxxaennsiit mydok Kenrta moxxet nposieisitbest Ha DKI™ ncesnonHdapkr-
HBIMU U3MEHEHUSIMH.

* TakTHKa BeleHHsI CHHAPOMA MTPEABO30YKACHUS JKEITYIOUKOB ONPEeIseTCs
HAJIMYKUEM TaxUKapAuu U NpoBoAsuMu cBoiictBamu [I1.
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* [Tanmentam onpeneneHHbIX Mpodeccuii ¢ MpU3HaKaMu TPenBO30YKICHHS
Ha OKI TpeOyercst onpenenenue anekTpodusnoaorndeckux cooicts /11 B cBs-
3M C BBICOKMM PHCKOM HEOIArompHsTHBIX CUTYalM{ yXKe MPH [IEPBOM IIPUCTYIE
TaXUKapAHU.

* Bepanamui ¥ AUTOKCUH YCKOPSIIOT IPOBEAECHHE TI0 AONOIHUTEIBHOMY IIYyTH
Kenrta 1 MOTyT OBITH OMACHBIMHU TPH PA3BUTUU GUOPHIUIALUH MU TPEHeTaHUs
npeacepaui.

* AB y3noBasg peunnpokHas TaxuKapAus MOXKET ObITh 00yCIIOBJICHA PETPO-
rpaano ¢yHkuunonupyrommm 11

* [Ipu taxuxapauu ¢ oueHb Boicokoi YCC (>200-250 B MUHYTY) HY>KHO HC-
KITIIOYaTh CUHAPOM NPenBO30YKICHHS JKETYI0UKOB.
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«M36exarb karacTpodbl MOXKET TOJIBKO TOT,
KTO CUUTAET €€ BO3MOXKHOIN»
B. Illgeoens, nemeykuii yueniit u nyonuyucm

IJTIABA 1II. CHHAPOMBbI
YAJIMHEHHOI'O UHTEPBAJIA QT

Cunnpom ymmmHerHoro natepBana QT (LQTS) — nacneacteenHoe 3a0omeBa-
HHUE, XapaKTEepU3YIOLIECs MaToJornyeckuM yanuHenueM uarepsana QT na OKT'
mokost (QTc > 460 mc y xenmuH U QTc > 440 Mc y My»X4YUH), CHHKOTIATbHBIMHI
COCTOSIHHSIMU 1 BBICOKUM prickoM BCC BcniecTBre pa3BuTHS TOTUMOPQPHOH ikKe-
JTYZIOYKOBOM TaxXWKapauu Thma mupysT (torsades de pointes).

3.1. ACTOPUYECKAS CITPABKA

HcTopust OTKpBITHS CUHAPOMA YIUIMHEHHOTO WHTEpBaja BEJET CBOW OTCUET
c 1856 ., xorna T. Meissner onucan BHE3aIMHY0 CMEPTh MOJIOJIOTO YeJIOBEKa BO
BpeMs1 SMOLIMOHAJIBHOTO cTpecca. B cembe ele ABoe AeTeil ymepiiu IpHu aHajo-
THYHBIX 0OCTOATEIILCTBAX.

Tonbko yepes 100 ner, B 1957 ., A. Jervell u F. Lange-Nielsen npencrasuiu
nosiHoe kiuHuueckoe onucanue LQTS y ueTkipex 4ieHOB 0OHOM ceMbH, IIe BCE
CTpajiajyu BPOXKJCHHON [TTyXOTOHM, YaCTBIMU MOTEPSIMH CO3HAHUS M UMENH CTOM-
koe ymiunenue unrepsaia QT ma DKI. Bekope C. Romano (1963) u O. Ward
(1964) npencraBuny HaOIIOACHUE aHAJIOTMYHOTO CHHIPOMA, HO 0€3 BPOXKICH-
HOU INIyXOTBHI.

B 1957 . A. Jervell u F. Lange-Nielsen [48] nepBbiMu onrcaiy ciiyyau co-
YeTaH!s BpOXKJCHHOW TIIyXOHEMOTHI ¢ yuinHeHueM unrepsaia QT u snusonamu
MOTEPU CO3HAHUS, KOTOPbIE, KaK ObLIO YCTaHOBJICHO MO3Ke, HEPEIKO 3aKaHYHMBa-
JIICh BHE3AITHOM CMEPTHIO JIeTel B MEpByI0 Aekaay >ku3Hu. C. Romano ¢ coaBT.
[64] u O. Ward [78] He3aBUCHMO APYT OT Apyra ONHCaIH aHAJIOTHYHYIO KIMHH-
YEeCKyI0 KapTUHY: yuinHenue natepsaia QT B coueTaHnu ¢ cepaeUHbIMU apUT-
MUSIMH, 31IM30[aM{ TIOTEPH CO3HAHUS U CIIyyasiMM BHE3aIHOM CMepTH y AeTeit
0e3 HapyLICHHUS CITyXa U PeUH.

Hcmopuueckue cobvimus

* 1957: coobenue o nepsoM cemeitnom ciydae LQTS (cunnpom xepsernna
— Jlaare-Hunbcena);

* 1963—-1964: onucanue cunapoma Pomano — Yopna;

* 1958-1970: onucano 25 ciyuaes LQTS;

* 1971: neps.siii 3¢ dexruBubii Meton nedenuss LQTS — ynanenue neBoro
3BE314aTOTO T'aHIIINS;

* 1979: peructp LQTS;

* 1991-2001: unenTuduuupoansl ocHoBHbIe reHbl LQTS;

* K 2012 r. upentudumuponano 13 rero LQTS.
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3.2. KNIACCU®PUKAIUA

CymecTtByeT Heckonmbko kinaccudukanuii LQTS [18] (tadn. 3.1), a Takke B
TOM YHCIIE CIEYIOIIas:

Tabmuma 3.1

KJIMHUKO-3TUOJIOTHYECKAS KTACCUPUKALUS YIIUMHEHUS UHTEPBAJIA QT
Io KIMHHYECKHM MPOSIBJICHHSIM:

1. C npuctynamu norepu co3HaHus (TOJIOBOKPYKEHHS U T. 11.)

2. BeccumnromHoe

ITo npoucxoxIeHNIO:

I. Bpoxkiennbie:

1. Cungpom Gervell u Lange-Nielsen
2. Cunapom Romano — Ward

3. CnopasuuHoe

11. ITpuodpereHHbIe

1. Boi3BaHHOe J1eKapCTBEeHHBIMH NpenaparaMu
AHTHApHTMHYECKHE NpPenapaTbl

I A xylace — XMHU/IMH, HOBOKAWHAMHUJ, AU30TTUPAMUJL

I C kitacc — sHKauHU, QIIeKanHu

III xmacc — aMuogapoH, COTAION, CeMATHIIN
Jlpyrue kapaMoTponHbie Mpenaparsbl (IPeHIIaMIH, THOo(Ia31H, TPOOYKOIT)
IlcuxoTponHble cpeacTBa (THOPUIA3UH, TAIOTICPHION)
TpunukInyecKne aHTHAENPECCAHThI
AHTHIHCTAMHHHBIE cpeJcTBa (TepdeHa H, acTeMu30m)
AHTHOMOTHKM (9PHTPOMHUIIMH, CHIHPAMULINH, IEHTAMHINH, CYIb(haMeTOKCa30JI-TPUMETOIIPHM )
IIpoTuBorpHéKOBLIE CpeICTBA (KSTOKOHA30, (hIyKOHA30], HTPAKOHA30I)
JuypeTuku (Kpome KaauicOeperaronmx)

2. DeKTPOIMTHBIE HAPYIIEHHUSI:
T'unokanuemust

T'unokanbuuemus
T'uromarauemust

3. Hapymienus co ctoponni LHHC:
Cy0apaxHoUJaIbHbIe KPOBOM3IHSHUS
TpomO03bI

Tpasma

DOMmbouus

Omyxons

Wudekus

4. 3a6o1eBaHus cepaua:
CunycoBas Opaaukapauns, O10Ka bl
MuOKapaUThI

Wmemust MHOKapza

Wudapkr Muokapaa

ITponamnc MUTpaIbHOTO KilanaHa
Kapnuonarun

5. Pa3Hoe:

ManoGenkoBast quera
XpoHNYECKUH aIKOTOJIN3M
OcreoreHHas capkoMa
Kapuunoma Jierkoro
Onepanys Ha 1ee
CeMeiiHbli nepuoauYecKuil napaay
SIn cxoprimoHoB

Cunnpom Konna
DdeoxpomaruToma
Tl'unorepmus

Barotomus
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I. Tlo aTHONIOTHNM:

1. BpoxaeHHBIH (MANOTIaTHYECKHUA, CEeMEHHBIH ), HACIeACTBEHHBIC (DOPMBIL:
* cunapom Jlxepsenna — Jlanre-Hunbscena (coueranue mpuCTyNoB MOTEPH
CO3HAHUS U BHE3AIMTHON CMEPTH C BPOXKIACHHON TITyXOHEMOTOH );

* cuaapom Pomano — Yopya (aHamOTHYHEIH CHHAPOM 0€3 BPOXKICHHON
[JIyXOHEMOTHI);

* ciopagnueckue Gpopmbl, 00yCIOBICHHBIE CIOHTAHHBIMU MYTaLUsMH.

2. [IpuobpeTeHHsIit:

* ocTpbIil (yanuHeHue naTepBaia QT, MPUYMHON KOTOPOTO SBISETCS OCTPOE
COCTOSIHHE);

* XpoHMUYeCcKnH (yummHeHre naTepBaia QT mpu XpoHHYecKkoM 3a00JIeBaHUH ).
II. 1o KIMHUYECKUM NPOSIBICHUSAM:

1. beccuHkomanbHEbI:

* U30JIMpOBaHHOE yiyiHeHHe nHTepBaia QT (heHoMeH yITMHEHHOTO
nutepsana QT);

* ckpbITast (hopma (CHHKOIIE U yayInHeHne naTepBaia QT

HE PEerHUCTPUPYIOTCS).

2. CunkonanbHbId (coocTBeHHO LQTS):

* cuHkorie Ha (one yymmHenus narepsaia QT;

* CHHKOIIE B OTCYTCTBHUE Y/UIMHEeHNs: nHTepBana QT.

3.3. SAIIMAEMHUOJIOT UA

YacroTa BCTpeyaeMOCTH HACJIEICTBEHHOTO CHHIPOMA Y/UIMHEHHOTO HHTEpBajia
QT 1o JaHHBIM UCCIICAOBAHUH MOCACIHUX JIET JoCcTarouHo Beicoka. LQTS oOHa-
PY’KeH BO BCEX ITHUYECKUX rpymmax. Bpoxxnenusrii cuaapom LQTS Berpewaercs
¢ gactoroi 1-2:10000. YcranoBneHo, uto cuHapoM Pomano — Yopza BhIsBIsSETCS
B momyJsiuu ¢ yactoroit 1: 5000-7000 [52], a B aerckom Bozpacte 1:5000-1:7000
[58]. Cunnpom lxepsenna — Jlanre-Hunbcena siBisiercs peaxoit naronorueit. Co-
miacHo ganHbIM G.R. Fraser, 1aHHbIi cuHAPOM BeTpevasics B nomyssiuu 4—10-net-
Hux aereit Coequaennoro Kopomesctra ¢ actoroii 1,6 Ha 1 mutH [44]. [To manHBIM
J.T. Bricker [31], LQTS ¢ BbIcOKOW 4acTOTO# BBISBISETCS Y JIMII, CTPAJAIOIINX
MApOKCU3MAIEHBIMU COCTOSIHHSIMU, a y JIETeH C BPOXJICHHOH IITyXOTOW — OKOJIO
0,8 %. IIpu obcnenoBaHUM TPYIIT AIIMEHTOB C KapIHOT€HHBIMI CHHKOTIaIbHBIMH
COCTOSTHUSIMU CHHAPOM BBIsIBIIEH B 36 % ciydaeB. Mmerorcst ykazaHHusS Ha BBICO-
KyI0 4acTOTy OOHapy>KE€HHs MaToJIOTHMYecKoro yanuHeHus uuarepsaia QT npu co-
IITCTBYIOIIEM 3JIEKTpoKapauorpaduueckoM oocnenosanuu [49].

[Ipunobperennoe ymmaenne natepBanma QT B 3 pasza damie BCTpedaeTcs y
MY>KYUH U XapaKTepHO IS JUI] OoJiee TIOKUIIOTO BO3pacTa ¢ 3a00JICBaHIIMH,
IIPU KOTOPBIX JTOMUHUPYIOLIUM SIBJISETCS KOPOHAPOTEHHOE MOpakKeHHEe MUOKAp-
na [19]. B 3aBucumoctu OT KiMHUYeckoro Bapuanta TeueHus LQTS mpouent
BCTPEUAEMOCTH Pa3IUUHBIN:

* m3onupoBanHoe ymmuHenue uatepsana QT (40 %);

* cuHKore ¢ yjuyinHenueM nnatepsana QT (38 %);

* cunkorie 6e3 yumnenus uarepsana QT (11 %);

* CKpbITast popma — «HeMoe», tateHTHoe Teuenne (11 %),— koropas mpemamno-
JlaraeT HaJudue BBICOKOTO prucka cuHKomne u BCC 0e3 kKakux-Tmub0 OYeBUIHBIX
(heHOTHITMYECKUX MTPOSIBICHUH 3a00IeBaHusI.
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ITocnenHuii MOKHO € BBICOKOM BEPOSTHOCTBIO JUArHOCTUPOBATH TOJBKO Pe-
TPOCIEKTUBHO, TIOCJIC BHE3AMHOW CMEPTH POJCTBEHHHMKOB MpoOaH/Ia, CUMTAB-
LIUXCS paHee MPAKTHYECKU 310POBBIMU.

3.4. O9TUOJIOI'USA U ITATOI'EHE3

Bpoxnennas ¢popma LQTS o0yciioBieHa TeHHBIMH MYTalldsIMH, & IMEHHO
MyTanued B 13 reHax, Ha OCHOBAHMM YEro BBIACIAIOT 13 T€HOTUIOB CHHApOMA
(tabmn. 3.2). B nuteparype onucano 6 tTunos BpoxkaerHoro LQTS B 3aBucumocTn
OT JIOKaJIM3aIuu MyTUpoBaBIiero rena [13, 32, 43, 45, 46, 47].

Oto myramuu B 6 reHax kamumeBbix kananmoB (KCNQI1, KCNH2, KCNEI1,
KCNE2, KCNJ2, KCNJ5), 2 renax HarpueBbix kaHaioB (SCN5SA, SCN4B), 1
rere kanpiueBbix kaHanoB (CACNA1C) u 4 reHax crieruUUecKux CBA3BIBAIO-
mux U crpoutenbHblx 0enkoB (AKAP9, ANK9, CAV3, SNTA1). B pesynbrare
00 CHMKAETCSl KOHIICHTPALUsl MOHOB Kaliusl B KIETKE, JTUOO yBETUUMBACTCS
KOHIIEHTPAIIUsl HOHOB HATpHs 1 Kanblus u Hapymaercsi Na/Ca-00MeH, 4To cro-
COOCTBYET YBEJIIMYCHHIO JUTUTEIHHOCTH IMMOTEHIINAA JEHCTBHS.

ITepsrrit renorum cuaapoma (LQT1) — cambril pacipocTpaHEHHBIN U BCTpE-
yaerca B 35-50 % ciydaeB Bcex BapuaHToB cuHApoma LQT u B 90 % ciaydaes
oOycrioBiuBaeT pasputue curapoma /xepseisia — Jlanre-Hunbcena, B To BpeMs
kak ocranbHble 10 % cBsizanbl ¢ maTeiM reHotunioM (LQTS). Bropoit reHoTun
cunapoma (LQT?2) Berpeuaercs B 2540 % cmyuaes. lllecToit reHOTHIT CHHAPO-
ma (LQT6) dhenorummuecku cxoner ¢ LQT2, HO perucTpupyeTcst Topas3no pexe.
Tpetnii renorun cunapoma (LQT3) Bcrpeuaetcs B 5—10 % ciaygaeB. OctanbHbie
TeHOTHITHI SBIIAIOTCS HauOoee peakuMu (hopMaMy U BCTPEYAIOTCSl MEHEe YeM B
1,5 % cmyuaes.

Ta6muua 3.2. I'ensl, acconuuponanusie ¢ LQTS

Gene Syndrome Frequeucy Locus Protein (Functional effect)
KCNQI1 (LQT1) RWS, JLNS 40-55 11pls.5 Kv7.1(])
KCNH2 (LQT2) RWS 30-45 7q35-36 Kv11.1(})
SCNSA (LQT3) RWS 5-10 3p21-p24 NaV1.5(1)

ANKB (LQT4) RWS <1 % 4q25-q27 Ankyrin B (|)
KCNEI1 (LQT5) RWS. JLNS <1 % 21q22.1 MinK(])
KCNE2 (LQT®6) RWS <1 % 21q22.1 MiRPI (|)
KCNI2 (LQT7) AS <1 % 17q23 Kir2.1 (})
CACNAIC (LQTS8) TS <1 % 12p13.3 L-type calcium channel (1)
CAV3 (LQT9) RWS <1 % 3p25 Caveolin 3 (])
SCN4B (LQT10) RWS <1% 11923.3 Sodiun channel -4 ()
AKAP9 (LQTI11) RWS <1 % 7q21-q22 Yotiao(|)
SNTA1 (LQT12) RWS <1 % 20ql11.2 Syntrophin-al ()
KCNIJ5 (LQT13) RWS <1 % 11q24 Kir3.4 ()

RWS — cunipom Pomano — Yoppaa, JLNS — cunpom [Ixepsesuia — Jlanre-Huibcena, AS — cunpom
Amnpepcona, TS — cuanpom Tumorn
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B pesynbrare yka3aHHBIX T€HHBIX MYyTallMil pa3BUBAETCS TUCQYHKIMS HOH-
HBIX KaHAJIOB, YTO MIPUBOJUT K YBEITUUCHHUIO BPEMEHH OOIIEeH 3JEKTPHUECKOH aK-
TUBHOCTH KEITy04YKOB U yuinHeHuto uurepsana QT na OKI [14]. Jlns kaxno-
IO JIOKyCa ONMCAHBI AECITKH MyTalluii, IPUBOAAIIMX K Bo3HMKHOBeHUI0 LQTS.
Cunapom Pomano — Yopaa, koTopslii HaciaeayeTcst o ayTOCOMHO-IOMHUHAHTHO-
My THUILY, MOXKET Pa3BUBaThCs IPU HAJTMUUKM MyTaLUK B TIOOOM U3 IIECTH T€HOB,
cunzapom Jxepsenna — Jlanre-Hunbcena, KOTopblil HacieyeTcs 1o ayTOCOMHO-
peleccCuBHOMY THITY, pa3BUBAETCsl, KOrma peOCHOK OT 000MX poAMTENeH moayyva-
et mytanthbie Tenbl KVLQT1 wiu KCNEI [71, 72].

3.5.TEHETUYECKHE OCOBEHHOCTHA
CUHIPOMA LQTS

e JIBO€ U3 MATU HOCUTENEH MyTaHTHBIX ajuieneil He UMeroT yauHeHus: QT.

* IleHeTpaHTHOCTb HH3Kasi W pa3lIdyHa Yy pa3HbBIX THUIIOB CHHIpPOMA
LQTI<LQT2<LQTS3.

* [leHeTpaHTHOCTH CYIIECTBCHHO YBEJINYHUBACTCS MIPU IPUMEHEHUH CPEICTB,
yraussromux uarepsai QT.

* beccuMIITOMHbIE HOCHUTENM NATOJIOTMYECKUX aijiefedl MMEIOT MEHbIINH
pHCK (aTambHBIX apUTMUIl, HO 3TOT PHCK CYIIECTBCHHO IMOBBIILIACTCS B CIIydae
npuema sekapcts, yanuasommx uatepsasn QT. Ilpumepno y 20 % OonbHBIX,
nMeronrx BropuaHoe yninuaenne QT, BeisBistores crierududeckue st LQTS
MYTaLHH.

* Koppenmsinust Mexay TeHOTUNOM W (DEHOTHUIIOM HMEETCSl TOJNBKO Y
LQTI-LQTS.

* Bricokast reHeTHYeCKas TeTepOreHHOCTh: 13 reHoB, 6omee 760 myTanuii.

* Hacnenyercst npenMylieCTBEHHO ayTOCOMHO-JOMUHAHTHBIM ITyTeM, a LQT1
u LQTS eme u ayToCOMHO-PEIIECCUBHBIM.

* 5-10 % cayuaeB cunapoMa LQT pa3BuUBaIOTCS BCIEACTBUE CIIOHTAHHBIX
CIOPAaAMYECKUX MyTalui.

* 20-25 % cnyuaeB cunapoma LQT sABIAIOTCS FeHETHYECKH HEYIOBUMBIMU,
YTO TpeOyeT MOMCKa HOBBIX MPUUYMHHBIX MyTalHi.

* ¥V psapa 60nbHBIX (UKCHPYIOTCS MYTAallMK Cpa3y B HECKOJIBKHX IEHaX, 4TO
IIPUBOJUT K OoJiee BEIPAXKEHHBIM KIMHUYECKUM IPOSBICHUSIM 3a001€BaHUSL.

* B HacTosimee BpeMsi €CTh TEXHUUECKUE BO3MOKHOCTH HCCIICIOBAHUS I10JI-
HOH MOCIIEA0BATEIBHOCTH KOIUPYIOIIEH YaCTH COOTBETCTBYIOLIEro reHa [13].

Omuonocus cuHApOMa 10 HEJAABHEIO BPEMEHH OCTaBajlach A0 KOHIA He-
BBISICHEHHOH, XOTS1 0oOHapy)xeHHe 3a00JeBaHHS Y HECKOJIbKUX YJICHOB OFHOM
CEMbH TO3BOJIMJIO MPAKTHUYECKH C MOMEHTA HEPBOTO OINUCAHHs paccMarpH-
BaTh €r0 KaK HACJEACTBEHHYIO MMaTONOTHI0. bbuiM yCTaHOBIEHBI COOTHOIICHUS
Yyclia TOPAKCHHBIX U HEMOPa)KEHHBIX JIMI] B CEMbAX OOJIBHBIX C CHHIPOMOM
xepsemna — Jlanre-Hunscena u Pomano — Yopna. OHU COOTBETCTBOBAIU
ayTOCOMHO-PEIIECCUBHOMY M QyTOCOMHO-IOMHHAaHTHOMY THIIaM HACJIeI0BaHUS
COOTBETCTBEHHO [49]. Bce 3TH naHHBIE MOCTYKHJIA OCHOBAHHUEM JIJIs1 aKTUBHOM
pa3pabOTKH FeHETHYECKO TEOpUH U IOUCKA I'€Ha, OTBETCTBEHHOI'O 3a pa3BU-
THE 3a00JIeBaHusl.
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B namoczeneze cunnpoma ymHenHoro unTtepBana QT Beaymas poib npu-
HaJJIeKUT HECKOJIBKUM OCHOBHBIM THITOTE3aM.

OnHa ¥3 HUX — THIIOTE3a CUMIATHYECKOro AucOananca — npeanonaraeT Ha-
pylIeHne MpaBOCTOPOHHEN cuMMaTH4ecKoil MHHepBaluu cepaua. B pesynerare
(dhopmupyeTcst aCHMMETPHSI MHHEPBALIMH C TIPE00IalaHieM JIeBOCTOPOHHUX CUM-
MaTUYECKUX BIMSHUNA. CBSA3b 3TOr0 HapyleHus ¢ yJuinHeHueM unteppana QT Ha
OKT Obina yoeauTensHo ToKa3aHa B 9KCIIEPUMEHTAaX C yAaJeHUEM IIPaBOCTOPOH-
HUX CUMIATHYECKUX TaHTIIHEB.

Kpome runotessl cumMnaTH4eckoro aucbanaHca TakKe B Ka94ecTBE OCHOBHOM
CYIIECTBYET TMIIOTE3a «BHYTPHUCEP/IEUHBIX aHOMAJIHI», COIACYIOIIascs ¢ Teo-
pueil 0 MaToIoruu MOHHBIX KaHaIoB. MyTalliM B reHaX, OTBETCTBEHHBIX 3a pa3-
BUTHE CHHIpPOMA yIJIMHEHHOTO nHTepBana QT, npuBoAsT K HapylmeHHIO QyHK-
LUOHUPOBAHUS MOHHBIX KaHAJOB (KaJMEBOTO MJIM HATPHEBOTO) M YBEIUYCHHIO
MIPOAOJKUTENFHOCTH TOTEHIMaNa JeicTBUs B Kapauomuouute. Hapymienus
(YHKIMOHMPOBAaHUSI MOHHBIX KaHAJIOB MPHU COMYTCTBYIOIIUX YCIOBHSIX MOTYT
OOJIETYHTh TOSBICHUE PAaHHUX MM TO3AHUX MOCTIACTIONSPU3ALUA H, CIeoBa-
TEJILHO, TTOJIMMOPQHOH KETyTOUKOBOH TaXUKapIuHU TUIIA «IHPYIT» (torsades de
pointes).

B nacrosiiee Bpemst cuMTaeTcs, 4TO 3a Pa3BUTHE TUIHWYHBIX KIMHUYECKUX
MpOSIBIIEHUN CHHJIpOMa yIiIMHEeHHoro uHTepBasia QT OTBETCTBEHHBI HE MEHee
6 paznuuHbIx TeHoB [40]:

1-it Tun —ren KVLQT1 (LQT1) na koporkom muieue 11-ii xpomocomsl 11p15,5
KOAMPYET CTPYKTYPY alib(a-cyObeTMHHIIBI MEUICHHBIX KaJIHEBbIX KAHAJIOB;

2-it T — red HERG (LQT?2) Ha ayuHaHOM ieue 7- XpoMocoMbl 7q35-36
KOAMPYET CTPYKTYPY alb(a-CyObeTUHHIIBI OBICTPBIX KAJTHEBBIX KAHAJIOB;

3-i1 Tun — ren SCNSA (LQT3) na kopoTkoM 1utede 3-it xpomocomsl 3p21-24
KOAMPYET CTPYKTYPY Oelika HaTPUEBBIX KaHAJIOB;

4-it Tun — red LQT4 Ha mymmHHOM TUTeue 4-i Xpomocombl 4q25-27 (u3yueH
HEJIOCTAaTOYHO);

5-1i m 6-i1 Tunel — rensl KCNET 1 KCNE2 (LQTS u LQT6) na jymmHHOM mieye
21-it xpomocombl 21q22,1-22 oTBeyaroT 3a cUHTE3 OeTa-CyObeIuHMIl MeICH-
HBIX U OBICTPBIX KAJINEBBIX KaHAJIOB COOTBETCTBEHHO.

[Ipu ananuse myTtanuii B CEMbSX ¢ TUArHOCTUPOBAHHBIM CHHApPOMOM Poma-
HO — Yop/a 0Ka3anoch, 4TO OHU HE OTpaHUuYEHBI KaKOW-THO0 OJHOH JoKann3a-
LUe, a O0HAPYKUBAIOTCS B PA3IMUHBIX MECTAX KaKJIOTO ['CHA B Pa3HBIX CEMbSIX.
Takum 06pa3oM, MOXKHO OBUIO MPEAIIOIOKNTH, YTO BBIPAKCHHAsI TeHETHYECKAs
reTEepPOreHHOCTDb M 00YCIOBINBACT BBIPAKCHHYIO KIMHUUYECKYIO BAPHAOECITLHOCTD
3aboneBanus. Onnako mis reHoB KvLQT1 u HERG 6b110 BBISIBICHO HECKOJIBKO
«TOPAYMX TOYCK» MyTaluui (CIenUpUUECKUX MO3UIMK BHYTPHU T'eHa, I KOTO-
PBIX BBISBJICHBI MyTaIlMM BO MHOTHX CeMbsiX) [61], 1 OblIa BBIIBUHYTA THIIOTE3a
0 TOM, YTO OJIMHAKOBBIC TEHETUYECKHE HAPYILIEHHS TTOBIEKYT 3a COOON CXOXKHE
KJIMHUYECKHE MpOsABJICHUs. Bomnpekn oXHJaHUSAM yXKe IMepBble HCCIeT0BaHMS
MOKa3alk, YTO 3HauuTeJbHAs (pEeHOTUNMHYECKas TeTePOreHHOCTh COXPaHSETCs
JIaKe TIPU MJICHTUYHBIX MYTAIUsIX, YTO MOXET OBITh CBSI3aHO KaK C Pa3IUYHOM
IKCTPECCUBHOCTHIO T'eHa, MOTU(PHUIMPYIOIIUM BIHSIHUEM JIPYTUX FCHOB, TaK U C
BJIIMSIHUEM JPYTHX HETeHETHYECKUX (akTopos [73].
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B ciyuae cunnpoma [[xepsenna — Jlanre-HunbceHa xiiMHU4YecKass KapTHHA
3a00JIeBaHMsl Pa3BUBACTCS B TOM Cllydyae, €clM MHIUBHI YHACJIEIOBal MOBpe-
xneHnple KvLQT1 w/mmn KCNE1-annenn or oboux poaureneil. MyTaHTHbIE
QI MOTYT OBITh OAMHAKOBBIMH (MPOOAH TOMO3UIOTEH, OOBIYHO B CEMBSIX C
KPOBHBIM POJICTBOM POJMTENEH) WM Pa3HBIMH (COCTaBHBIE T€TEPO3UTOTHI, HITH
komnayHzbl). Takum oOpazom, 00a poaurens npodania ¢ cuHapoMoM Jxepsern-
na— Jlanre-HunbceHa TOMKHBI SIBISTHCA HOCUTENAMU MyTallMii B JaHHBIX FeHaXx,
HECMOTpSI Ha TO, YTO OHH, KaK MPaBuIIo (HO HE Bceraa!), He MMEIOT KIMHUYEeCKHX
nposiBiIeHUl Oose3nu [61].

Cy1iecTBOBaHHE IByX OCHOBHBIX T'MIIOTE3 MMaTOI€HE3a HACJIEACTBEHHOTO CHH-
JpoMa yUTMHeHHoro uHTepBana QT npeanonaraet u3ydeHHne B HACTOSIILEE BPEMsI
B3aMMOCBSA3H T€HETHUYECKOW MPUPOJIBI U aAPEHEPTHUECKUX MEXaHU3MOB JaHHOTO
3a00J1eBaHMs HA YPOBHE HOHHO-3JIEKTPOJIMTHBIX B3aUMOJIEHCTBUI [54].

[TpuoGperennsiii octpeiit LQTS MokeT BO3HUKHYTH ITPHU MPUMEHEHUH HEKO-
TOPBIX JIEKAPCTBEHHBIX CPEJICTB B T€PANEBTUUECKUX /103aX, OTPABJICHUAX MEIH-
KaMEHTaMH U BELECTBAMM, OKa3bIBAIOIIUMH KapAHMOTOKCHYECKOe IeHCTBHE (T1a-
XUKapIUH B TOKCHYECKUX J103aX, P4/l alKaJIOUI0B — AKOHUT, KOHUH, BEpaTpuH U
ap.). Anst KMMHADUCTa BaYKHO 3HATh, KaKUe Tpernaparsl MOTYT BbI3BATh yAJIHHE-
Hue uarepBana QT, 4To Jano TOTYOK K pPa3BUTHIO HOBOTO HalpaBJIEHUs — pa3pa-
OOTKH METOAMK MPEKIMHIYECKOH OLleHKH pucka pa3Butust LQTS non neficteuem
JICKapCTBEHHBIX BemecTB [33].

Bbonbiioe 3HaueHne npu ocTpeIX ciaydasx yauinHeHus uHtepBana QT umeer
HapylIeHne dIEKTPOJIUTHOrO OanaHca ¢ TMIOKanbLueMueHd [55] u runokanue-
Mmueit [55]. ObmensBectHo ymanuHeHue nHTepBana QT mpu ocTpoit uimemun u
nH(papKTe MUOKapa, IPH MUO- U TepuKapauTax [55]. OnucaHo yagnHEeHUe WH-
tepBana QT y maunmeHToB ¢ HEPBHOM aHOpEKCHEH, TyOepKyJIe3HbIM MHOKapAU-
ToMm [39].

Octpsle caydyan yanuHeHus nHTepBaia QT ¢ apuTMUSAMU U BBICOKMM PUCKOM
BHE3aITHOI CMEPTH MOTYT BO3HHKATh MIPHU MTOBPEKICHUHU TOJIOBHOTO MO3Ta (TpaB-
Ma, HHCYJIBT) U TPYAHOH KIeTkH [8].

[IpuoGperennslii xpoundeckuid LQTS MoKeT BO3HUKHYTH IPH KapAHOCKIIe-
po3e, KapAHMOMHUOTIATHH, MPOJIANICe MUTPAJIBHOTO KJlanaHa, THIEPTPOPUH MeX-
KEITYI0YKOBOH MEePEropoAKH, XpOHHIECKOH 1IepedpoCcCOCyANCTO HeT0CTaTOUHO-
CTH, OIYXOJISIX TOJOBHOTO Mo3ra [8, 50], HEKOTOPBIX YHAOKPHUHHBIX 3a00JI€BaHU-
sx (caxapublii quabet, 6one3ns Muenko — Kymmnra, rmokoctepoma, CHHAPOM
Konna).

[Tarorene3 mpuodperenHoro LQTS pazHooOpaseH, Tak Kak B 3aBHCUMOCTH
OT STHOJIOTHH O0YCJIOBJIEH Pa3IMYHBIMU MEXaHH3MaMH, IPUBOISIIMMH K Hapy-
LIEHUIO PACIPOCTPAHEHHUs MPOLECCOB PENONAPU3ALUN MO CEpAECUHON MBIIILE.
B nocnennee BpeMs MosSBUIMCH pabOThI, JOKA3bIBAIOIINE, YTO BOSHUKHOBEHHUE
npuobperernnoro LQTS cBszaHo ¢ Hanu4ueM y OOJBHBIX «MOTYAILEH» MyTaluu
B OIHOM U3 T'€HOB, OTBETCTBEHHBIX 3a BpoxaAeHHbIH LQTS [59].

Cunraercs, 4TO CHIKEHHE YPOBHSI MarHHUs B CHIBOPOTKE KPOBH M JrcOanaHC
MEX/y MpaBo- U JIEBOXKETYA0UYKOBOI CHUMIIAaTUUECKON MHHEpBalUel cepala Wr-
parotT 0colOyro posib B MaTOreHe3e Kak BPOXKIEHHOTO, TaK U MPUOOPETEHHOTO
LQTS [9, 21, 22, 74,75].
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OCHOBHO MPUYMHOW Pa3BUTHsI MAPOKCU3MAIBHOMN JKEITy0YKOBON TaXUKap-
nun tThna torsade de pointes y Takux OONBHBIX SIBISIETCS. HETOMOT€HHOCTh pero-
NSpU3ANNAN MHOKap/a, TPUBOIAIIast Ha (POHE YIITUHEHHS TIepUOJa OTHOCUTEIb-
HOM pedpakTepHOCTH K BOSHUKHOBEHHIO TIO3IHUX JKEITyAOUYKOBBIX MOTECHIINAIOB,
JKEITy0UYKOBBIX SKCTPACUCTON U MexaHu3Ma re-entry [12, 27].

B GonpiimHCTBE ciydaeB 3allycKy 3TOH (aTanbHOW apUTMUU MPEALICCTBYET
Tak HasbiBaemas short-long-short-mocnenoBarensHOCT, UM (PEHOMEH «KacKa-
na» [76]. B ocHoBe kiaccudeckolt short-long-short-rmocienoBaTenbHOCTH JIEKUT
YyepeZoBaHUE CYNPaBEHTPUKYISIPHOM HKCTPACUCTOJBI, MOCTIKCTPACHCTOINYE-
CKOH Iay3bl ¥ IOBTOPHOM JKEITyA0UYKOBON IKCTPACUCTOIBI, TOCIIEe KOTOPOH 3aIry-
CKaeTCsl TaXMKapAHs TUIA «IUPYIT» [44]. Ipyrum MexaHu3MOM BO3HUKHOBCHHUS
MapOKCHU3MOB JKEJIyIOUKOBOW Taxukapauu torade de pointes mpu BpOKACHHOM
LQTS sBisiercst COMyTCTBYIOIIAS B YACTH CIy4aeB AUCIUIA3Usl COCAMHUTEIBHON
TKaHU, KJIMHUYECKU MaHU(DECTUPYIOIIAsl IPOIAIICOM CTBOPOK MUTPAIBHOTO MU
TPEXCTBOPYATOTO KiamaHa. Pe3koe mpoBrcaHue CTBOPOK KIIAaHHOTO ammapara
BBI3BIBAET MEXaHUUECKOE pa3ApakeHHe MUOKap/a ¢ (GOPMHPOBAHHEM SKTOIUYE-
CKOT'O TETePOTreHHOr0 ovara Bo30yxaeHus [23].

3.6. KIMHUKA

BriaensioT 2 0CHOBHBIX KIMHUYECKUX BapHaHTa TeUeHHs cuaapoma [18]:

1. beccuHkomanbHbI:

* U30JIMpOBaHHOE yunuHeHue natepsaia QT (0e3 cuHKome B aHaMHEe3e). JTa
(dhopma TUarHoOCTUpYETCsI CIy4aiHO TpU 00CIIEI0BAHNH TIO TTOBOAY APYTOTO 3a-
0OoJIeBaHUs WM B CBSI3U C HaJM4ueM B ceMbe OobHOro CYU QT;

* CKpbITasi (hopMa — JaTCHTHOE TEUCHHE CHUHIpPOMa (CHHKOIIC W YIJIMHEHHE
nntepBana QT He peructpupyrorcs). Jnarno3 MokeT ObITh YCTaHOBJIEH TOJIBKO
PETPOCHEKTHUBHO TOCIIE BHE3AMHONH CMEPTH HESICHOM 3THOJIOTHH «3I0POBOTO»
poncteennnka 6onpaoro LQTS;

2. CUHKOTIANBHBII:

* cuHKore Ha (hoHe ymnHenus uarepsaia QT;

* CHHKOIIE B OTCYTCTBHUE Y/UIMHEeHUs: nHTepBana QT.

Ocnoenoe kaunuueckoe nposgnenue LOTS — cunkonanvhvie cocmoanus. OHU
COCTOSIT U3 TPEeX MOCJIE0BATEILHO CMEHAIOMINXCS CTAANN: MPeICHHKONANIBHOM,
CHUHKOTIAJILHON M BOCCTAaHOBUTEIHLHOTO Tiepuona [4].

IIpeocunkonanvroe cocmosmue NPOSIBIIETCS TOIOBOKPYKEHHEM, 0011ei BHE-
3arHOM c1ab0CThIO, TOTEMHEHUEM B Ta3ax, cep/leOneHeM, OIyICHUEM Tsi-
KECTH 3a TPYIUHOMN, «3BOHOM B ymiax». [lepe/l mOBTOPHBIM CHHKOIE OOJBHbIE
HEPEJKO UCTIBITHIBAIOT UyBCTBO TPEBOTH, CTpaxa CMEPTH.

B nepuos coGCTBEHHO cunKOne 0TMEUAETCs MOTEPS CO3HAHUS MTPOIOIIKUTEIb-
HOCTBIO OT HECKOJIBKUX CEKYHJ] 10 3—5 MHHYT (B cpenHeM 1-2 muH.). [myOokast
yTpara co3HaHus ¢ apeeKkchei, CyIoporaMu TOHHKO-KJIOHHYECKOTO XapakTe-
pa, HEMPOM3BOJIBHBIM MOYEHCITYCKaHHEM U Je(eKalneil 0TMedaeTcsi IpUMEPHO
y TIOJIOBHHBI OONBHBIX. Hannune cygopor sBisieTcsi KpuTepUueM TSKECTH CUHKO-
e, TaK Kak 0eccO3HaTeNIbHOEe COCTOSHHE COMPOBOXKIAETCS CYI0POraMU TOJIBKO
MIPU JIOCTATOYHO MPOJOKUTEIBHON U TITyOOKOH HIIIeMUH Mo3Ta [4].
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B nocmcunxonanvrom nepuooe, npopomkaroniemcs B cpeanem 0,5-3 gaca,
OOJIBHBIC HCITBITHIBAIOT YYBCTBO CJIA00CTH, Pa30UTOCTH, COHITUBOCTH, TOJIOBHYIO
0onb. [locnenpuctynHbIil COH HAOOMACTCS PENIKO, OBIBACT HEMPOIOIKUTEIb-
HBIM, TTIOBEPXHOCTHBIM.

Bo3spact, B KOTOpOM B OOJIBIIIMHCTBE CIy4acB BIIEPBHIC BO3HUKAIOT CUHKO-
najbHBIC COCTOSHUS Mpu BpoxkaeHHOM LQTS, konebnercst oT mepBhIX MECSIICB
*)u3HU 110 16 set. TshkecTh X MOXKET HapacTarh B IIpernyOepTaTHOM U IyOepTar-
HOM TepHOoJax, a 3aTeM ocjiabesath [15].

CunkonanvHvle npucmynsi BOSHUKAIOT C Pa3JIMYHON YaCTOTOMN: Y OTHUX OO0JIb-
HBIX OHU OTMEUAIOTCS HECKOJILKO Pa3 B JICHb, Y APYTUX — OJIUH pa3 B TOJ WM He-
CKOJIBKO JIeT (B cpenueM 2—4 paza B ron). Knunuueckasi KapTuHa CHHKOIIAJIBEHOTO
COCTOSIHHS C CY/IOPOTaMH HAITOMUHAET OOJIBIIION SMUICITUICCKHUH MTPHUITa 0K,

Omnuyusamu cunxone npu LOTS senaromesa [18]:

* BO3HUKHOBECHHE Ha BBICOTE ICHXOSMOIIMOHAIBLHON WM (DU3MUECKON Ha-
TPY3KH;

* [IPEJICHHKONIAILHOE COCTOSTHUE, KJIMHUKA KOTOPOTO OIMCaHa BHIIIIE, OTINYa-
€TCS OT AMHUJICITHYSCKON aypbl (OIIYIICHUE PA3INYHBIX 3al1aX0B U BKYCOB, JBH-
rareibHbBIC U PEUCBBIC aBTOMATU3MBI, TAPECTE3UN PA3JINYHBIX YUYACTKOB TeEJa);

* OBICTPOE BOCCTAHOBJICHHUE CO3HAHUS M OTCYTCTBHE aHAMHECTUYCCKUX HAPY-
IICHHI B TIOCIIEIIPUCTYITHBINA TIEPUOT;

* OTCYTCTBUC Yy OOJIBHBIX W3MEHCHHH JTUYHOCTH, TUIHYHBIX JIJIST OOJIbHBIX
SMUJICTICUEN.

VY psia OOMBHBIX MPUCTYIBI MOTYT MPOTEKATh O€3 MOTEPU CO3HAHUS U Xa-
PaKTepU3YIOTCSl BHE3AITHO TOSBISIIOIIEHCS pe3koi cabocThio, O0IBHOMN Onesn-
HEET, Ca/INTCS WIH JIOKHUTCSI, OTMEYaeT epe0ou B pabote cep/iia, 00U B TpyIu
WY KUBOTE. Takoll CHMIITOMOKOMILIEKC PAaClICHUBAKOT KaK YKBHBAJICHT TIPE/I-
CUHKOIAJILHOTO cOCTOsiHUs [4]. CHHKOIE CBSI3aHBI C Pa3BUTHUEM IPHUCTYIIOB
MOJINTOTTHOW TapOKCU3MAIILHOM JKEITYyIOUKOBOM Taxukapauu tuma torsade de
pointes (puc. 3.1) [60, 69]. OHu OBIBatOT KOPOTKUMH, CIIOHTAHHO MPEKPaIIaI0-
IIUMUCS, HO MOTYT TPaHC(POPMUPOBATHCSA B (HUOPHIUISIUIO JKEITYIOUYKOB WITH
ACUCTOJIUIO U IPUBOJIMTH K BHE3amHOU cmepTu. [IpoBonupyrommmu hakropamu
JUTSL Pa3BUTHSI CHHKOMIAJTBHOTO COCTOSIHUSI MOTYT OBITh (pU3MYECKasl Harpy3Ka,
SMOIMOHAIBLHOE MepeHanpsbkeHue u np. [4]. s kaxaoro 001pHOTO TPOBOIH-
pyrorre hakTopbl HACTOIBKO OJTHOTUITHBI, YTO B JAJIBHEHIIIEM OH CO3HATEIIEHO
crapaetcs u30erartb CHUTYaIlMid, CIIOCOOCTBYIONIUX PAa3BUTHIO CHHKOIMAJBHBIX
cocrosHui [69, 70].

[pu cunnpome Jxeppemna — Jlanre-HunbceHa npucTyIibl MOTEPU COZHAHMUSI
COUYETAIOTCA C BPOXKIACHHONW HEHPOCEHCOPHOM ITyxoToit [48].

Buowl napywenusa pumma npu 6podCOEHHBIX U NPUOOPEMEHHbIX CUHOPOMAX.

1) monumMopdHBIE KeTyJ0UYKOBbIe Taxukapauu (puc. 3.1):

* JByHampaelieHHbIe BepeTeHooOpasHbie KT (Taxukapausi THIIA «ITUPYIT»
niu torsade de pointes);

* «xaotrueckas» KT;

2) KeITyI0YKOBbIE SKCTPACUCTOIUH;

3) GuOpHUIIAIMA W/UIU TPETIETAHNE JKEITY0UKOB, BHE3aITHAsSI CMEPTb.
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Puc. 3.1. /IBynanpasnennsie BepereHooOpa3nble KT (Taxukapaus THIIA «IIUpydIT» Wik torsade de

pointes)

3.7. AMATHOCTHUKA

OcHoBHBIM MeToaoM auarHoctuku LQTS sBnsercs OKI. JnutenbHOCTh UH-
tepBaia QT ompenenstoT Ha OCHOBAaHUU OLICHKU 3—5 IUKJIIOB. YBEIUYEHUE MIPO-
nokutenbHOCTH MHTEepBasia QT Gonee yem Ha 50 MC 1O OTHOIICHUIO K HOP-
MalibHbIM 3HaueHusM aist nanHod UCC mpu cOOTBETCTBYIOLIEH KIMHHUYECKON
KapTUHE CIYKUT noaTBepkaeHueM auarto3a LQTS. Y GonbHBIX Takke MOTYT
Habmonatbesa Opagukapaus, usmenenus cermenta ST, 3youa T, nosiBnenue 3youa
U [7, 8].

Untepsan QT oTpaxkaeT NponoDKUTENLHOCT OOLIEH IEKTPUUECKON aKTHB-
HOCTH KEJTyJI0YKOB, BKIIOUasl KaK JAEMOIpU3alfIo, TaK U PENOISIPU3aLIIO, a €T0
YAJIMHEHUE — 3aMEIJIEHHYIO0 1 aCUHXPOHHYIO PENOJISPU3ALNI0 MUOKAp/Ia JKEly-
no4koB. /nutensHoCTh MHTEpBana QT B HOpME U3MEHSIETCS B 3aBUCUMOCTH OT
4acToThl cepaeunbix cokparienuii (HCC). /s pacuera HOpMaIbHOM BETHYHHBI
untepBana QT ¢ yuerom UCC ncnonb3yror pasnnunble GOpMyIbl, TaOIUIBI U
HoMorpammsl [ 14, 66]. Haubombiee pacnpocTpaHeHUE MOy YHIIH:

@opmyna Bazemma QT =KVR —R,

rae K — xoaddunuent, pasubiii 0,37 c. as myxuud u 0,40 c. U151 )KSHIIUH.
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[IponomxutensHocTh MHTEpBana QT oTpakaeT BpeMs penospru3aini Kemy-
no4koB cepana. C TMarHoCTUYECKON LelbIo Yallle BCEro MCIoIb3yIT adComoT-
Hblid nokazarenb QTc (koppurupoBanubiii uHTEpBaid QT), KOTOPBIA paccUnThHI-
BaioT o Qopmyne baszerra. B pacuer sToro mokasaresns BBeleHa IMONMpaBKa Ha
TEKYIIYIO 4acTOTy cepaeuHoro putMma. [Ipumep pacuera QTc:

[R-R] =0, 92 ¢
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HopwmanbsHas mpoaomKuTenbHOCTh KoppurupoBanHoro uaTepBaia QT (QTc):

SQTS ITorpanuunbie HOPMA ITorpannunsie LQTS
3HAYCHHUS 3HAYCHUS
<340 340-360 360440 440-460 >460

Ha ocHoBanuu ¢opmysel bazerta ObII0 PEIIOKEHO BEIYUCIISATE KOPPUSUPO-
sannoiti B cooTBeTCTBUU ¢ YCC unmepsan: QT munyc QTc=QTAR —R.

B nopme makcumanpHas Benumunna QTc cocrapmsier, 0,42 ¢. uim 0,44 c. [14].
VYmmaennsiM cuntaetcst uHTepsan QT, mpeswimaromumii 6onee yeM Ha 50 Mc
HopmartuBHble a1 ganaor YCC 3navyenus [18, 62].

WHorpa ns pacyera NPUMEHSIOT IPYroi BapUaHT pacyera:

gopmyna Xezenuna — Xonvymana QT =0,39\R Munyc R £0,04.

Cam untepBas QT m3mepsitor oT Haubosnee panHel Touku Komriekca QRS,
COOTBETCTBYIOLIEH MEPEX0y U303JIeKTPHUECKOM tnHuM cermenTa PQ B 3yben Q,
70 MAaKCUMAJIbHO MO3AHEeH Touku 3yOna T B MecTe ero nepexoaa B M303JIEKTPU-
yeckyro JuHuio TP.

Y HEKOTOPBIX JIMIl TOYHOMY OIpeiesieHnto Bennuunbl nHTepBasia QT na OKI
npensTcTByeT 3yoen U, HakmaapIBaloMics Ha KOHeuHY1o yacThb 3youa T [7]. B
TaKHUX clydasx U3MepstoT BenuunHy nHtepsaia QU. HopmanbHyto npoaomku-
TENBHOCTD unmepsana QU MOXKHO pacCuuTaTh no gopmyie L{ykepmana:

QU=85 munyc 0,37F/100+0,025, tne F — YCC B MUHYTY.

Oxonuanue 3youa T MOXKHO TakKe ONPEACIUTh [10 MaKCUMaJIbHOMY yriyOuie-
HUIO Ha KpuBoi Mexxay 3youamu T u U [3].
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B.JI. loumuuH ¢ coaBT. [7] NpeIoXKUIN Ui TPAKTHYECKON padOoThI MOJIb-
30BarhCs TAOMIMIAMK MaKCUMaIbHOW JynTensHoCcTH uHTepBajoB QT u QU mpu
pasmuunoit YCC, paccunranubivu o opmynam bazerra u Llykepmana.

B HacTosmee BpeMst MpoBOASITCS UCCIEAOBaHUS MO BBISIBICHUIO XapaKTep-
Hoi DKI'-kapTHHBI IpH pa3INUYHBIX F€HETUYECKUX BapHaHTaX BPOXKAEHHOTO
LQTS. Ycranosneno, uro mist LQT1 xapakrepen ymupeHHsbIid 3yoen T, mis
LQT2 — Hu3KOaMIIUTYAHBIN U ABYropObIil 3yoen T (4aiie B JIEBBIX TPYIHBIX
orBeaeHUsx), s LQT3 — ynnmunenne untepsana QT npu HopmansHOM 3y01ie
T [18].

[Tpu nmpuodperennom LQTS anekrpokapanorpaduueckne n3MeHEHUs B 3Ha-
YUTEIBHOW CTETIEHH CBSA3aHbl C €0 ATHOJIOTHEH B OTINYAIOTCSl 0COOCHHOCTSIMH,
HUMEIOIUMH TuarHoctuueckoe 3Hauenue [7]. Tak, y O0abHBIX HHPAPKTOM MHO-
Kap[a, NOCTUH(APKTHBIM KapJHOCKIEPO30M, a Takxke Mpu An(pPy3HBIX MOpaxe-
HUSIX CEpACYHOM MBILIIIBI TI000T0 porucxokaeHus narepsai QT, kak mpaBuio,
YAJIUHSACTCS 3a CUET yBEIMUYECHHUs MPOAOIDKUTENLHOCTH 3yOua T, KoTopbIii Hepen-
KO OBIBAaeT MHBEPTHPOBAH. Y OOJNBHBIX C MOpaKEHHEM T'OJIOBHOTO MO3ra Hapsiay
¢ paciupenreM 3yona T Hepeako yBeTUUMBAIOTCS aMIUTUTYAA U HIMPHHA 3y01a
U. [lnd runokaJieMuy XapakTepHO HAJIWYHe BBICOKOAMIUIUTYAHOTO U LIMPOKO-
ro 3yona U, nacmauBatomierocst Ha 3yoen; T (ymnmunenue untepBana QU), kpo-
Me TOTO, KaK [PaBUiIo, HaOII0AaeTcsl KOpbITooOpasHas aenpeccus cermenta ST.
[Ipu runoxaneiuemMun ymyiuHeHue uHTepBasia QT MPOMCXOIUT 3a CUET yBEU-
YeHMsI TPOJOKUTENBHOCTH cermenTa ST. Yanunenuro unrepsana QT, BbI3BaH-
HOMY pa3JIMYHBIMU OTPABICHUSIMH U MEPEIO3UPOBKON MEANKAMEHTOB, HEPEIKO
COIYTCTBYIOT BBIpaKE€HHAsI CHHYCOBasl OpaJAnKapausi, CAHOaTpHuaibHas Onokana,
YCKOJIb3aIOIIHE Y3JI0BbIE KOMIUIEKCHI.

[losiBnenue pe3koil OpaaMKapauH, >KETyITOYKOBBIX KCTPACHUCTOJ, yBeIUde-
Hus qucnepcun uHTepBana QT OGonee 55 mc, u3menenwuit 3yona T (oH MoxkeT
OBITH OCTPBIM, AByX(a3HbIM, HHBEPTHPOBAHHBIM, €r0 aMILUIATYAa—OBBIILICHHOM
WM CHHKCHHOMW), BO3HUKHOBeHHE BhIpaxkeHHOro 3youa U Ha OKI' y GombHBIX
CYU QT sBnsroTcs NpeanecTBEHHUKAMU Pa3BUTHUS MPUCTYTA MapOKCH3Malb-
HO XKeyI0uKOBOM Taxukapauu tuna torsade de pointes [3, 7, 35, 37, 76].

[TockonbKy kKemynouKoBbIE HAPYLIEHUS PUTMA SBJISIFOTCS MapOKCHU3MaJIbHbI-
MH, U1 UX AMArHOCTUKHU CJIENyeT MPOBOIUTH XOJITEPOBCKOE MOHUTOPHUPOBAHHE
OKT. Oto uccnenoBanue UCHONB3YIOT ISl JUArHOCTHKH CKPBITHIX (popm LQTS,
koraa npu 3anucu ctangapTaoit OKI' mutensrocTs nHTEpBaia QT MoXeT OBITH
HOPMaJIbHOM, HO HAOMIONAIOTCS CHHKOMAIBHOE MPUCTYIHI [53].

C 370l ke LIeNbI0 UCTIONB3YIOT Harpy304HbIe MPOOLI (BEI0IProMeTpHs, Tpel-
MIT), IPU MIPOBEACHNUN KOTOPBIX YKopoueHHne nHtepBaia QT He cooTBeTCTBYyeT
yBenndyeHnto YCC, uto nposiBisiercs pe3kuM yanuHenneM QTc, mossnsercs ainb-
TepHanus 3yona T.

» AbcomotHbiii naTepBan QT > 370 mc npu YCC 100 B MuHyTYy nocie Ha-
IPY3KH € BBICOKOM BEPOSITHOCTBIO CBUAETENbCTBYET 0 Hanmuuuu LQT 1 unm LQT2.
» AbcomorHbil uHTepBa QT < 340 MC nenaeT TMarHo3 MaJlOBEPOSITHBIM.

* Coxpanenne QT > 445 mc B TeueHHe 9-MHHYTHOTO BOCCTAHOBHUTEIHHOI'O
reprosia mocie NpeKpameHust Harpy3Ku MOATBEPKIaeT quarsos [36].

[Ipu BBIIOTHEHUH STHX MPOO HEOOXOAMMa TOTOBHOCTH MeAIepcoHaa K mpo-
BEJICHUIO PEaHUMAIIMOHHBIX MEPONPHUATHIH, MOCKOIbKY BO3MOKHO pa3BUTHE Ma-
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POKCU3MaIbHOH JKETyI0UYKOBON TaXUKapAUH U (GPUOPHIUIALIUY JKEITyI0uKoB [25].
Taxukapaus Tuna «nupysT» Xapakrtepusyercs Ha OKI' n3menenuem Hampabie-
HUs, GOpMBI U aMIUIUTYIBI OCHOBHBIX 3yO1oB koMmiuiekca QRST Ha mpoTuBomo-
JIOXKHOE B OTHOM 1 ToM ke oTBeieHnu. YCC mpu aTom kosebnercs ot 150 g0 250
B MuHyTy [11].

[Ipu o6cnenoBannu GompHBIX ¢ LQTS ncnoneiytor Taxke DKI' BbICOKOTO
paspeleHus, ¢ MOMOILBIO KOTOPOTO OMPEAETISIOTCS O3 HUE KETyA0UKOBBIE TO-
TEHIMaJIbl, MAPKEPbI BBICOKOTO pUCKa PA3BUTHS KM3HEYTPOXKAIOIIUX apUTMHUI
[30].

OnexTpuyeckas HEOAHOPOIHOCTh MUOKap/a, Aake MPHU OTCYTCTBUHU U3MEHE-
Huil Ha crangaptHoi DKI, MOKeT OBITh TakKe BBISABICHA MPH MOMOILM METOA
MMOBEPXHOCTHOTO KapTUPOBaHUsI. DTOT METOA 0COOCHHO LIEHEH ISl TUarHOCTUKI
ckportoit popmer LQTS [57].

HoBbim MeTomom st mpeHataabHOM quarHoctuku BpoxkaeHHoro LQTS sB-
JsieTCs TJI0AHAs MarHUTOKapAnorpadus, NO3BOJISIONIAs THarHOCTUPOBATh BPO-
xnennsiii LQTS BHyTpHyTpoOHO [56].

BrisiBnena tecHas oTpuLaTenbHas KOPPEIALHOHHAS CBSI3b IIUTEIBbHOCTH
nutepBasna QT ¢ KOHLEHTpalel MarHus B CBIBOPOTKE KPOBH, TOTOMY HEKO-
TOpPBIE aBTOPBI PEKOMEHAYIOT ONPENENATh ee s yTouHeHus Tshkectu LQTS
[21].

[Tockonpky mpuumHOil BpoxkaeHHoro LQTS sBnsdroTcs n3MeHeHUs Ha
YPOBHE T€HOB, TO ISl TOATBEPKAEHU IUarHo3a U ONpeAeseHUs] TeHeTuYe-
CKOTO THIa 3a00JeBaHUS MOTYT OBITh MCIIOIb30BAaHBl METOABI TEHETUYECKOM
JMAarHOCTUKU: BBISBIEHHE F€HA-KAHAMIAaTa U METOJ MO3UIIMOHHOTO KIIOHUPO-
BaHus [46].

[Ipu cunkomansHOU hopme BpokneHHoro LQTS tpynHo mposectu mudde-
PEHLMANBHYIO AUATHOCTUKY C SMUIICTICHEH, B CBSI3H C YeM BCEM OOJIbHBIM C CHH-
KOTIANbHBIMU COCTOSIHUSIMH U CYAOPOXKHBIM CHHIPOMOM, OCOOEHHO aTHIUYHO
MPOTEKAIOMINM, HEOOXOANMO HapsIy ¢ HEBPOJIOTHUECKUM OOCIeIOBaHUEM TIPO-
BOJIUThH TIIATEIBHOE Kapauosoruueckoe odcienopanue [17].

B 1985 1. PJ. Schwarts npenioxxun HaOOp TUarHOCTHYECKUX KPUTEPUEB BPO-
»paeHubix popm LQTS [70]:

1. «bonbiney» KpuTepuu:

* ywinaenue uatepsana QT (QTc>0,44 c.);

* HaJIM4ue B aHaMHE3€ SIM30/I0B TOTEPH CO3HAHMS;

 Hamnuue CYU QT y uneHoB ceMbu.

2. «Manble» KpUTEpUHU:

* BpPOXK/IEHHAsl HEMPOCEHCOpHAs IIIyX0Ta;

* SIM30/1bI anbTepHanuy 3youa T;

* MEJUIEHHBIN cepJieuHblil pUTM (y reTeil);

* N1aTOJIOTMYECKAs JKEITyJ0YKOBask PENosIpru3anysl.

Jnaruo3 MoxeT ObITh OCTaBIICH NPH HATUYUH 2 OONBbIIUX WK | GONBLIOro
1 2 MaJbIX KpUTEPUEB.

[ockonbky BpoxkaeHHbIl LQTS siBnsieTcss B OONBLUIMHCTBE CiIydaeB Haclell-
CTBEHHBIM 3200JIEBaHHEM, BCEX POJICTBEHHUKOB OOJILHOIO HEOOXOAMMO TTOIBEPT-
HYTb TIIATEIILHOMY 00CIIeIOBaHUIO I UcKitoueHus y Hux LQTS.
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Juarnoctnueckue kpurepun LQTS: moandunmposanHas mkana Schwartz

Kpurepun Basnbt
> 480 Mc 3
QTc 460479 mc 2
450-459 mc (y My»K4uH) 1
QTc Ha 4-if MUHYTE BOCCTaHOBHUTEJILHOTO TIEPUO/IA MOCe Harpy3ku > 480 mc 1
Torsade de pointes 2

AunsrepHanus 3yona T 1

JIByxcasnsiii 3yber T B 3 oTBeeHMsIX 1

Huskass UCC juist JaHHOTO BO3pacTa (HUKe 2 MEepLEHTHIIS IS JAHHOTO BO3pacTa 0,5
IIpoBonupyembie cTrpeccom 2
Cunkore
Bes crpecca 1
Bposkennas riyxora 0,5
UYneHsl ceMbu ¢ auarHoctupoBanubiM LQTS 1
Heoxunannas BHe3anHas cMepth 10 30 J1eT y poJCTBEHHUKOB IIEPBO CTENEHH 0,5

< 1 6anna — Hu3Kas BeposaTHOCTh LQTS,
1,5-3 6aya — cpennsist BepositHocts LQTS,
> 5 6ayuoB — Beicokast BepositHocts LQTS [13, 67].

Cemetinviii ckpunune [36]:

* 3apeructpupoBatb IKI' ¢ onenkoit QTc y Bcex poACTBEHHUKOB IIEPBOIi cTe-
IICHU POJICTBA;

» it ¢ QTc > 440 Mc He0OX0IMMO BECTH, KaK MAMeHTOB ¢ BeposTHeIM LQTS;

* FCHETHYECKOE TECTUPOBAHHE.

T'enemuueckoe mecmuposarue nposooumcs [13]:

* BCEM JIETSIM M NOApOCTKaM ¢ yannHeHueM uHTepBaia QT Ha DKI' moxos
(> 460 mMc y 1 xKeHCKoro 1moJia U > 440 McC y JIHIl MY>KCKOTO T1071a), UMEIOIITHM
ocHoBHEIE (hakTophl prcka BCC (HeoObscCHUMBIE CHHKOIIE, OCTAaHOBKA CEp/IIia,
cemeitaprii anamHe3 BCC), a Takxke AeTsM ¢ srwiencueid 6e3 addexra oT mpoBo-
JUMO Tepanuu;

* BCeM OONbHBIM, UMEIOIINM BBHICOKOBEpOSITHBIN LQTS Ha ocHOBaHWM aHa-
mue3a u OKI'-penorunmpoBanus;

* OeccummnToMHBIM JtutiaM ¢ QTc > 480 mc (metn) mmm > 500 mc (B3pociibie) B
OTCYTCTBHE 3a00JI€BaHNN M COCTOSHUH, BBI3bIBAOMINX yinmnHeHHe QT;

* €CJIM TeHETUYECKOE TECTUPOBaHKE y MPOOAHa MPUBEJIO K BBIIBICHUIO MY-
Tauuu, orBeTcTBeHHOM 3a LQTS, poacTBeHHUMKaM MEpBOM M BTOPOU CTENEHU
POACTBA HE3aBUCUMO OT KJIMHUYECKOTO ()eHOTHIIA TIOKA3aHO CEJIEKTUBHOE TeHE-
THYECKOE TECTUPOBAHUE;

* ipu BeIsABJIeHUH yanuHeHus: QT Ha GoHe mpuema JeKapcTBEHHbBIX Ipenapa-
TOB T'€HETHYECKOE TECTHUPOBAHHE MO3BOJISET BBIIBUTH HOCHUTEILCTBO MYyTalUH,
OTBETCTBEHHBIX 3a nepBuuHbId LQTS;

* €CJIM HET BO3MOKHOCTH CKPUHHUHIA BCEX M3BECTHBIX MYTALMH — IPOBECTH
ceNeKTUBHbIN aHanu3 reHoB LQTS 1-3.
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3.8. JEYEHHUE

Jleuenne cuaapomo LQTS MOXHO TIPEICTaBUTD CIACAYIOMIUMU TTO3UITHASIMU:

1) m3menenne odpasa KU3HU;

2) MeANKaMEHTO3Hasl Tepartus:

* AAIl — MakCUMaJIbHO TIEPEHOCHMBIE J03BI [-0710KaTopoB (IIPOIPaHOIION
2—4 mr/kr), amuonapos (o 1000 Mr B cyTkn);

* cynmbdar Maraus (2 Mr BHYTPUBEHHO 0OJIOCOM, 3aTeM OT 3 10 20 MT B MU-
HYTYy 7—48 4acoB);

* M30TIPOTEPEHON (2—8 MT' B MUHYTY OOJIFOCOM JI0 TIOSIBJICHUST YKOPOUCHHSI NH-
tepBana QT);

3) OKC (BpeMeHHas TpeAcepaHas WU KeITyJ0IKOBasi, TOMYCKACTCs THUIIIe-
BOJIHAs);

4) DUT (nedpmbpmmnsaus);

5) UMIUTaHTaNuUs KapAnoBepTepa-1eGuopuiuIaTOpa;

6) Xxupyprudeckoe jedeHne (JIeBOCTOPOHHSS MIEHHO-TPyAHAs CHMIATIKTO-
MUSI, TPAHCIUTAHTAIHS CEPATIA).

H3menenue obpaza scusmuL:

* orpaHndcHUC (PH3UICCKUX HATPY30K, 0COOCHHO COCTSI3aTEIHLHOW CIIOPTUB-
HOU JieaTelIbHOCTH, it Hocuteler LQT1 — maBaHus 1 TaiiBUHTA;

* U30erarb CHIILHBIX IMOIMH (3K3aMEHbI), BHE3AIMHBIX aKYCTHUYECKUX CTUMY-
JIOB, 0COOEHHO BO BpeMsi cHa (OynniIbHHK, Tene(oH, CUTHAl aBTOMOOWIIS), 0CO-
6erno Hocutersim LQT2;

* HE MMPUHHUMATH JIeKapCTBEHHBIE Mpenaparsl, yanuHstomume QT, u numessie
00aBKH C HEONPEEIEHHBIM COCTABOM.

Meouxkamenmo3snas mepanus.

B nacrosmmee Bpemst Hanbos1ee ONTUMAIBHBIM METOIOM IIPEOTBPAILCHHS Ha-
pYLIEHHH pUTMa U BHE3aITHON CMEpTH IpH BpoxkaeHHOH popme LQTS apnsercs
pUMeHeHue OeTa-apeH00I0KaTOPOB (MPOIPaHOIIo, areHo00) [22, 74, 75].

* bera-0nokaTopsl PENCTABISIOT COOOH Teparuio MepBoro BIOOpa y Mmaiu-
eHTOB ¢ cuMnToMHBIM LQTS u y U1l ¢ HECOMHEHHBIM YUTMHEHHEM WHTEpBaa
QT, He umeroIUX crenupUISCKUX TPOTHUBOIIOKA3AHHIA;

» oun HambOosee 3¢dextuBHbl npu LQT1, LQTS, Heckolbko MEHEE — MpHU
LQT2;

* MOTYT OBITH PEKOMEH/I0BaHBI 0€CCUMITOMHBIM HOCUTEIISIM PUYHHHBIX MY-
TaIyH.

[Mpu ux HeaPPEKTUBHOCTH JOTOIHUTEIBHO HA3HAYAIOT MEKCHTHI, d(hdek-
TUBHBIA TIpY aHOMaJInu HaTpueBbiX KaHaoB (LQT3) [14], Hukopanaui, BBI3HI-
Barommii yrkopouenne uaTepBana QT mpu anomanuu kanueBbix kaHaimoB (LQT1
n LQT2) [61], nnmu npenaparsl Maraus (Maraepot, Marae-B6) [22].

ATNBTepHATUBHBIM METOZIOM, KOTOPBIH TNPHMEHAETCS B HACTOSIIEE BpeMs
MIPH YCTOWYMBOCTH K MEIMKaMEHTO3HOMY JiedueHHio BpoxaeHHoro LQTS u mpu
XpoHuueckoM rprodpereHHoM LQTS, siBisieTcsl UMIUTIAaHTAIMsI TAKUM OOJIbHBIM
AMEKTPOKAPANOCTUMYIIATOpa, padoratomero B pexknmax AAIR, VVIR, DDDR
[1, 5, 74], unu kapauoBeptepa-aedudpuusaTopa [10, 43].
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3.9. PEKOMEHJALIMH 11O NPOPUJIAKTUKE BCC

Kirace I

1. BonbHBIM ¢ yCTaHOBJICHHBIM JTUATHO30M (KJIMHUYECKH H/WJIH C TIOMOIIBIO
MOJIEKYJISIPHO-TeHETHYECKOTO MCCIIEI0BAHNS) CHHIPOMA YUTMHEHHOTO WHTEpBa-
na QT pexomenayercst n3MeHeHnne oopasa xu3uu (B).

2. BonbHBIE ¢ yCTaHOBJICHHBIM JIMarHO30M (KIIMHUYECKU W/WIIA yCTaHOBJICH-
HBIM C TIOMOII[BIO MOJIEKYJIIPHO-TEHETHYECKOTO HCCIIeIOBAHNSA) CHHAPOMA Y-
HeHHoro uHTepBasa QT He JOIKHBI IPUHUMATH JIEKAPCTBEHHBIE TIPETapaThl, KO-
TOpBIC BRI3BIBAIOT ymunHeHNe naTepBana QT (B).

3. B nemsax nepsuuHoi npodmnaktuky BCC GoapHBIM € IUAarHO30M CHHAPO-
ma ymmrHeHHoro nHTepBaia QT (LQT3), ycTaHOBIEHHBIM C TIOMOIIBIO MOJICKY-
JIIPHO-TEHETUYECKOTO HcCieioBannsd, pekoMenayercs nmrantanus UK/ (B).

4. B nensx propuunoit npoduiaktuku BCC namueHTam ¢ IMarHo30M CHH-
npoma ymmmHeHHoro uaTepBasia QT (LQT1, LQT2, LQTS u LQT6), ycranos-
JICHHBIM C TTOMOIIBIO MOJIEKYSIPHO-TEHETUYECKOTO HCCIIEI0BAHNS, HMEIOIINM
YKa3aHus B aHAMHE3€ Ha dIHU30]] CEPJICTHOTO apecTa (OCHOBHOH (haKTop pUCKa),
pexomenayercs nmrutantarus MK/ (B).

Kitace ITa

1. bera-aapeHOOI0KaTOPHI pEKOMEHIYIOTCSI TIAIIMEHTAM C JHAarHO30M CHHIPO-
ma yamuHernHoro uaTepBaia QT (LQT1 u LQTS), ycraHOBIEHHBIM € TOMOIIIBIO
MOJIEKYJISIPHO-TeHETHYECKOTO nccienoBanus (B).

2. Haznauenue mpemnaparoB KaJlds PEKOMEHIYETCs MalueHTaM C JIUarHO30M
cuaapoma yanuaenHoro naTepBaia QT (LQT2 u LQT6), ycTaHOBICHHBIM C TT0-
MOIIIBIO MOJIEKYJISIPHO-TeHETHYECKOTO nccienoBanus (B).

3. Haznauenme AAII IB kiacca pekoMeHAyeTCsl MalnyeHTaM C JTHarHO30M
cunapoma ymiauaenHoro natepsana QT (LQT3), ycraHOBIEHHBIM C TIOMOIIBIO
MOJIEKYJISIPHO-TeHETHIECKOTO NCCIIEIOBAHUSI.

4. Mmmmanranus UK onpaBnanHa mamueHTaM ¢ KIMHAYECKAM THarHO30M
CUHpOMa yuTMHEeHHOTO HHTepBana QT ¢ Hamn4YreM OCHOBHBIX (PaKTOPOB PHCKA
BCC (cunkore u/wim xeyaouKoBble apuTMUH) Ha QoHe mpueMa B-aagpeHo0sno-
katopos (B).

Kiace 1Ib

1. brokaropsr kanbieBbix kanajaoB 1 AAII IB kimacca MOTyT OBIT Ha3HAUEHBI
MaIrMeHTaM C JUar{o3oM cuuapomMa yaymaenHoro natepsaia QT (LQT2 u LQT6),
YCT@HOBJIEHHBIM C TTIOMOIIHIO MOJIEKYJISIPHO-TEHETHYECKOTO HccienoBanus (B).

2. beccnMNTOMHBIM HOCHUTENSIM IPUYMHHBIX MYTallli MOJKET OBITh PEKOMEH-
JIOBaH NpoduIakTHIecKuii mpuem Oeta-6moxaropos (B).

3. JIeBOCTOPOHHSISI CUMIIATIKTOMUS MOXKET 00CYKIAaThCs Y OOJIBHBIX C KITUHH-
YEeCKUM JIMAarHO30M CHHApOMa ymiauHeHHoro nHTepBana QT, mmerommx ocHOB-
ueie (haktopsl prucka BCC (ykazaHusi B aHaMHe3€ Ha 31H30]] CEepACYHOro apecTa,
KT no Ty «upyat») Ha (hoHe puema OeTa-aapeHoodnokaropos (B).

IIpy HanMuMM 4acCTBIX CUHKOIAJIBHBIX COCTOSHUN MM U3MEHEHUH Ha 3JIeK-
TposHIehanorpaMme, CBUIETEIbCTBYIONIMX O CHHKEHUH TOPOTa CYIO0POXKHOI
TOTOBHOCTH, OOJIEHBIM JIOTIOJTHUTEIHHO HAa3HAYAIOT MPOTUBOCYIOPOKHYIO Tepa-
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nuto (punnencun, penodbapOuTan, tupeHnH), HelipoMeTadoIHYecKHe mpemnapa-
ThI (IIyTaMUHOBAs KUCJIOTa, HepeOPONN3KH, aMUHAJIOH, HOOTPOIIWII) U CPEACTBA,
yIy4LIaroIe MO3roBoe KpoBooOpalieHne (LMHHAPH3HH, HHCTEHOH) [18].

[Ipu HenepeHocuMOCTH WM HEAPPEKTUBHOCTH b-aApeHOOIOKATOPOB, OTCYT-
cTBUU dPPeKTa OT IMEKTPOKAPAUOCTUMYIATOPA U HEBO3ZMOXKHOCTH MMILJIaHTH-
poBarb Kapauoseprep-aedudpuuaTop nanuentam ¢ LQTS BeIMONHAIOT J1eBo-
CTOPOHHIOIO IIEHHO-TPYAHYIO CUMIIATAKTOMUIO [58], uyTo obecneynBaeT ycTpa-
HeHHe nucbanaHca CUMIIATHYECKOW HHHEPBAIMK cepia. PEKOMEHIYIOT yaansiTh
TI-TIV cuMmnarudeckue y3ibl U 3B€314aTblil y3€ll WIH, II0 MEHbIIEH Mepe, €ro
HWKHIOK TpeTh [63]. BMecTe ¢ TeM UMErOTCsl HaOJIOICHHUS, YTO MPH BBICOKOH
3¢ PEKTUBHOCTH METO/Ia B PAHHUE CPOKH TOCIIE ONEPAli BO3MOYKHO PELIUANBU-
poBaHue 3a00JIeBaHMs B OTIAJICHHBII IEPUO/,.

HexoTopsie aBTOpbI COOOIIAIOT 00 yCHemHoM jJeueHun BpoxkaeHHoro LQTS
C UCIOJb30BaHWEM METO/a ayTOTPAaHCIUIAHTALMU Cep/la B LENIX yCTpaHeHHs
MaTOJOTHYEeCKOM nHHEepBanuu [16].

B nacrosimee Bpemst paszpabarbiBaetcs een-cneyugpuueckas mepanus LQTS.
B wactHOCTH, ycTaHOBIIEHO, uTO b-agpeHoOI0KaTOphl Hanbonee 3 HeKTHBHBI
npu LQTS 1-ro tuna, mpenaparsl Kauusi — 2-T0 TUNA, OJIOKaTOPbI HATPUEBBIX
KaHaJoB (MekcuneTuH) — 3-ro Tuna [28]. st neuenus BpoxaenHoro LQTS 3-ro
Tuna, o0yciosienHoro DG-myTanueit, ucnons3ytor guexannun [29].

HoBreim nipeniapatom B nedyeHnu 00bHBIX ¢ BposkaeHHBIM LQTS 1-ro u 2-ro
TUNA ABJSETCS HUKOPaHIWI, OTKpbIBatOUMi AT®d-4yBCTBUTENbHBIE KaJIHEBbIE
KaHaJIbl KAPJUOMHOLIMTOB. B MCIBITAHUSX HAa HEOOJIBIINX TPYINAaX MAMEHTOB C
LQTS npumenenue npenapata B cyTouHoi 1o3e 15-30 Mr cmocoO6cTBOBaIO YKO-
pouenuto uarepsaia QT na 3-u cytku ¢ (600+£90) no (540+£50) mc 6e3 n3mMeHeHus
yacToThl cokpaienuii cepauna (HCC) u aprepuansHoro nasiaenus. Hecmorps Ha
TO, UTO BCE NEpEUHCIEHHbIE NTPenaparbl 3aMeTHO ykopaunBatoT nHtepsan LQTS,
UX BIUSHME Ha MPeI0TBpallleHue apUTMHUI HET0OCTaTOYHO u3ydeHo. Kpome Toro,
B HACTOsIIIEEe BPEMs HET pealbHOH BO3MOXKHOCTH 0OCIIEIOBATh BCEX OOJBHBIX C
LQTS ¢ nomo1ipto METO10B F'eHEeTHUECKOH AUAarHOCTUKHU AJIsl TOA00pa reH-crie-
uuduueckoil Tepanuu. B cBA3M ¢ 3TUM JieyeHHE TaKUM OOJBHBIM B OCHOBHOM
noAOUPAIOT SMIUPHUECKUM IyTeM. DPPEKTUBHOCTh TEpauu OLEHHUBAIOT IO
JaHHBIM HAarpy304HBIX P00 (BEIOIProMETpHs, TPEIMUI).

3.10. HEOTJIOKHASA TEPAIIMA TP BOSHUKHOBEHUUN
MNPUCTYIHA TORSADE DE POINTES BKJIFOYAET [75 |:

1) mpekapauanbHBIN yaap;

2) OTMEHY BCEX IperapaToB, KOTOPbIE MOTYT BBI3bIBATh YUIMHEHUE UHTEPBA-
na QT u oka3bIBaTh apUTMOTEHHOE AECHCTBUE;

3) BBeJeHUE MpenapaToB MarHus (Jake Mpy HOPMAJIBHOM YPOBHE MarHus B
chIBOPOTKE). OObIYHO TpUMEHSIOT cyabdar maraust (10%-i pacTBop) o paznuy-
HBIM CXEMaM:

* B/B CTpyHHO 2,5 T 3a 2—5 MuH. 1 nanee kaneasHo 3—20 mr B MuH [20];

* B/B cTpy#HO (1-2 T 32 1-2 MuH, ecnu HeT 3 deKkTa — TOBTOPHO CTPYH-
HO yepe3 5—15 mun) wim kanenbHo (50 Mr B MUH B TedeHue 2 4). 3ateM 1-2
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CYTOKIIPOBOZST HEMPEPBIBHYIO HHPY3HUIO IpenapaTra co CKOpocThio 2—10 mr
B MHH;

* B/B 2,5-5 1, 3aTem B/M 1o 10 M1 25 % pactBopa kaxeie 6—8 4. [6];

C ycniexoM MOKET OBITh UCTIOJIB30BAHO TAKXKe B/B BBEJCHUE JTNIOKAWHA, TPHU-
MeKanHa, MeKkcuTuia [6];

4) Ha3Ha4YeHHUE CelaTUBHBIX MpenapaToB [75].

[Ipu pa3BUTHH THKETBIX TEMOJMHAMUYECKUX HAPYIIEHWH TIOKa3aHa CpodHast
UIeKTpUUecKas Kapanosepcus [6].

s mpenoTBpaiuenus npuctynos torsade de pointes nmpu BpoxaeHHom LQTS
MIPUMEHSIOT b-agpeHoOnokaropsl [57, 74] B 6onbiux J03ax (IPOMPAHOIOIN IO
120-1000 mr/cyT), KOTOpBIE YCTPAHSIOT apUTMOT€HHBIE CUMIIATUYECKUE BIIHUS-
HUS Ha TPOBOAILYIO CUCTEMY CEpALa, MOJABIISIOT T€TEPOreHHbI aBTOMATH3M,
CTaOMIIM3UPYIOT COZEPKaHWE Kalusl B MHOKapae. JTO CIOCOOCTBYET MPenoT-
Bpamenuto npuctynos torsade de pointes y 75-80 % naumentoB. Heobxoaumo
CTpPOTO COOMIONAaTh MOPSIIOK IPUMEHEHHS TIpenapara, Tak Kak OMUCcaHbl HaOJo-
JeHUs1 CMEPTH OONIBHBIX MPU BHE3AITHOM MpeKpalleHun JieueHus. Mmerorcs co-
oO0IeHsT 00 YCIEIIHOM HCIIOJIb30BaHUH b-aIpeHOON0KaTOPOB B COYETAHHUHU C
npenaparaMy MarHusi (MarHusi cyabgar, Maroepot, Mmarae-B6) [22]; 6mokaTtopa-
MU KaJbLUEBBIX KaHAJIOB (Bepanamui); M-XonnHonuTHKaMu (aTponun). Takke
MOTYT OBITh HCIIOJIB30BaHbI ITpenapaTbl Kajius 1 OJOKaTOpbl HATPUEBBIX KaHAJIOB
(MekcuneTrH, duiekannum) [29].

st mpenoTBpatienus npuctyna torsade de pointes npu MosiBICHUHN MpeIie-
ctBeHHUKOB Ha DKI' (pe3koe ynnuuenue unrepsana QT, yBenuueHnue ero mauc-
MEPCUH, TOBBIIICHUE WM CHIKEHUE aMIUTUTYABL, 1BYX(a3HOCTh WM UHBEPCHUS
3yona T, BeicokoaMIumuTyIHbIH 3yoen U) mpuMeHsieTcs yJaraonas JIeKTpoKap-
JUOCTHMYJISIIUs ¢ 4actotod 100 1 Gonee B MUH, P HEBO3MOXKHOCTH BBITOJI-
HUTh HEMEJIEHHO JIEKTPOKAPANOCTUMYJIISALUIO HCIIOIB3YIOT METUKAMEHTO3HOE
yuallleHHe CepIeuHOro puT™Ma MyTeM B/B BBEIEHHUs M3onporepeHona (2—10 Mkr
B muH 710 UCC okono 100 B muHn) [20, 75]. HeoOXoauM0O MOMHUTH, YTO U30IPO-
TEPEHOJ MOBBIILIACT MOTPEOHOCTh MHOKAp/a B KUCIOPOZE U 00YCIIOBIUBACT P/
nepupepruveckux COCyIUCThIX 9PPEKTOB, HTOITOMY MPOTUBOINOKA3aH MAlUEHTaM
C MIIEeMUYECKOl OO0JIE3HBIO cep/lla U apTepHaIbHON THIIEPTEH3HEH.

[Ipu BO3HMKHOBEHHH (YUOPHIUIALUY JKEITYyIOUYKOB MPAKTUYECKHA €AMHCTBEH-
HBIM CIIOCOOOM €€ MPEKpAaIleHHUs SBISETCS MPOBEIEHHE AEKTpUIecKor aedu-
opwusanuu. [Ipu HeadpPeKTHBHOCTH MOBTOPHBIX MOMBITOK Ae()UOPHILIALUH 110-
Ka3aHbl MHTYOALus, NCKYCCTBEHHAs! BEHTHJISILMS JIETKUX M MPOBEACHUE HEmpsi-
MOTO Macca)ka cep/ua.

Ecnu raxukapnus torsade de pointes TpancdopmupoBanack B GUOPHILISLHIO
KEITYI0YKOB, MPAKTUYECKH AMHCTBEHHBIM CIIOCOOOM €€ PEKPAaLICHUS SBISAETCS
aNeKTpruiecKas AeGuOpMIIILMs B COYETAaHIH C PEaHUMALMOHHBIMU MEPOIIPHUSs-
tusamu [20]. B cooTBETCTBUM ¢ PEKOMEHJAIMSMU CIIEHUATUCTOB AMEPUKAHCKON
acconmanuu cepana (1992) nmocnenoBarelbHOCTh peaHUMAIIMOHHBIX MEPOITPHSI-
TUH TpY GUOPHUILTALIH KETYJOUYKOB CIEAYIOIIas:

1. Hedubpummsiuums (1o 3 pas ¢ Bo3pacrarouiei sueprueit paspsaa 200-300—
360 JIx) B Buae HempepblBHOW cepuu. OAHOBPEMEHHO OCYIIECTBISATh HCKYC-
CTBEHHYIO BEHTHJISILIMIO JIETKUX M HEMPSIMOM Maccak cepAla B MEepUO 3apsiIKH
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nepudpumsatopa. Ilpu oTcyTcTBuM AeduOpHIIATOpa BBIIONHSIOT NpeKapau-
aJbHBINA yaap.

2. Ilpu coxpaHeHUU (QUOPMILISALMYU KETYIOUKOB HEOOXOOMMO MPOIOIKUTH
CEpACYHO-JIETOUHYIO0 PeaHUMalUI0, MHTYOUpOBAaTh Tpaxer, 00eCeunTh BEHO3-
HBIH focTyn 1 MoHUTOpUHT DKIT.

3. BuyTpuBeHHOE CTpylHHOE BBEAECHUE aJpeHaINHA MO 1 MTI uepe3 KaxK/ble
3—5 muH 1o MeHbllel Mepe 1-2 pa3a. B oTcyTcTBHE BEHO3HOro J0CTyMma ajape-
HaJIWH BBOIAT dHAOTpaxeanbHo (2-2,5 mr). Eciu 510 He maet addexra, MOKHO
HCIOIB30BATh APYTUE CXEMbI: IPUMEHEHHE MPOMEXYTOUHBIX (2—5 MI BHYTpH-
BEHHO CTPYIHO yepe3 Kakable 3—5 MuH), Bo3pacTaromux (1, 3, 5 Mr BHyTpHuBeH-
HO CTpYHHO uepe3 Kaxaple 3 MUH) uian BeICOKUX (0,1 MI/Kr wim He MeHee 7 Mr
BHYTPUBEHHO CTPYIHO Yepe3 Kax/ple 3—5 MUH) /103 aJ[peHaInHAa.

4. Ilpu coxpaneHun GUOPHIUIALIUM >KeIynoukoB uepe3 30—-60 cekyHn mocie
BBEICHUS HAYAJILHOH (CTaHIAPTHOM) 103bl aApEHAIMHA BHOBb BBITIOIHUTS Aehu-
OpwusIUIo paspsaom ¢ sHeprueit 360 JIx.

5. IIpu coxpaHeHUH WM PeUUAMBUPOBAHUN (HOPUIIISINN JKETyT0YKOB Lie-
necoo0pa3HO IPUMEHUTh aHTHapUTMUYeckue npenapatsl. Yepes 30—60 cekyHn
Mocyie KaKI0ro BBEICHHS Ipernapara cieayeT AeGuOprUIaLus pa3psiaoM ¢ SHep-
rueit 360 Jx. [TpuHIun neuenus: «JiekapcTBO — pa3psl, JeKapcTBO — pazpsaa». B
TaKOW CUTyalluy IPUMEHSIOT MIpernapaThl:

* IMIOKavH BBOJST BHYTPUBEHHO CTPYHHO B J03€ 1,5 MI/KT, MOBTOPHO — ye-
pe3 3—5 MuH (HachIIAomas 103a 3 MI/KT); IPH BOCCTAHOBICHUH CAMOCTOSITEb-
HOTO KpOBOOOpPALICHUS! HAYMHAIOT €r0 HENPEPHIBHYIO HH(Y3HIO CO CKOPOCTHIO
2—4 Mr/mMuH;

* Opetminii mpu HEAPPEKTUBHOCTH JTUAOKANHA BBOJISIT BHYTPUBEHHO CTPYIi-
HO B /103€ 5 MIV/KT, uepe3 5 MuH — 10 MI/KT, HHBEKIIMM B TAaKOK 03¢ MOXKHO TIO-
BTOPATH uepe3 Kaxple 5 MuH (00mas go3a 30-35 Mr/kr);

* MarHus cyab(ar BBOAAT BHYTPUBEHHO CTPYiiHO B f03¢ 1-2 1 (B Teuenue 1-2
MHH);

* [IPOKaMHaAMHJ BBOAST BHYTPHUBEHHO cO ckopocThio 30 Mr/mMuH (1o oOuiei
10361 17 mr/kr, wiau npubnuzutenbHo 1-1,2 r).

6. [Ipu nuTensHON 0CTaHOBKE KPOBOOOPAIICHUs BBOAST HATpHUs OMKapOOHAT
B 703¢ 1 MIKB/KT Macchl Tena.

Ecnu nocne neuOprmiuisiiuy BOZHUKAET aCUCTOIUS, IPOTHO3 HEOIaronpusT-
HBIW. [IJ1s1 OKa3aHUs MOMOIIY TP ACHCTONNH HEOOXOANMO:

1. IlponomkuTh peaHMMAalMOHHBIE MEPONPUSTHS, MHTYOMPOBAaTh Tpaxero,
MIPOBOJIUTH KaTe€TePU3aLMIO IEHTPATIbHBIX BEH.

2. BBoauTh afipeHaluH BHYTPUBEHHO CTpyHHO mo 1 mr uepe3 3—5 MMH JI0
HactymieHus 3¢ dexra.

3. Ilpu nosiBnernn GUOPHIISIUUH TPOJOKUTD MEPONIPHUATHS 110 MPEIBIY-
LIEH cXeMe.

4. ATpornvH BHYTPHBEHHO 10 1 MTr 4epe3 KaxJbie 3—5 MUH 10 00IIe 1036l
0,04 mr/kr (IpUOTU3UTEIHLHO 3 MT).

5. Ilpu HerpPEeKTUBHOCTH afpeHaTHA C aTPOINMHOM MPOBOJAUTH BPEMEHHYIO
ANEKTPOKAPANOCTUMYIISILIHIO (JTyUllIe SHIOKAPAHAIbHYIO).

CepaeyHo-JIErOYHYI0 PeaHUMaLUIo [IPEeKpaIaloT NpUOIU3uTeNsHO uepes 30
MUHYT, €CJIM MPOBEICHHbIC MPAaBUILHO M B MOJHOM 00BEME MEpOIPUSATHS He
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CIOCOOCTBYIOT BOCCTAHOBJICHHUIO IESTEIBLHOCTH CEP/La U BOSHUKAIOT MPU3HAKH
OMONIOrMYECKOM CMEPTH.

B aBrycre 2000 r. American Heart Association u European Resuscitation
Council omybnukoBaHo 3axitoueHHe MexXayHaponHOW KOH(EpEeHLIUHU MO cep-
JEYHO-JIETOYHON peaHuMalui U HEOTIAMKHON CEepACYHO-COCYANCTON MTOMOILH, B
KOTOPOM BHECEHBI H3MEHEHUS B MPUBEIEHHYI0 cxeMy [13, 60]:

1. [IpoBoAMTE AePUOPHIIALMIO C TOMOILBIO OM(a3HBIX UMITYJIBCOB C YHEPTHU-
et menee 200 JIx (a He MmoHoda3Hbix 200—360 JIx).

2. Ilpumensits Bazonpeccut (40 E/) u agpenanun (1 Mr) mis KynupoBaHUs
(GUOPHIUTALUY KETYI0UKOB.

3. Ilpu pedpakTepHOi GUOPHUIIISIIMHI JKEITYAOUKOB UCIIOIB30BATh AaMHOIAPOH
(300 mr).

Jlo HacTosIIEer0 BpEMEHH IPOBOIUIIN JIEYEHUE TOJIBKO CHHKOMAIBHOH (POPMBI
LQTS. Ceiiuac onpenenensl pakTopbl pucka BOSHUKHOBEHUSI CHHKOIIE U BHE3aIl-
HOM cMepTu zaeteii ¢ GeccunkonansHoi Gopmoii LQTS [18]. K HuM oTHeCceHBI:

1) npecuHKONAaIbHBIE COCTOSHHUS;

2) uarepsan QT Gonee 440 mc na IKI B mokoe;

3) unrepsan QTc 6omnee 500 mc Ha IKI B nokoe;

4) ’KeTyI0uKOBasi SKCTPACUCTOIHS IIPHU JIFOOOM CriocoOe BBISIBICHMS;

5) anprepuanus 3yona T na DKI' B mokoe miim npu X0ATEpOBCKOM MOHUTOPH-
POBaHHH;

6) cuHycoBast OpafuKapaAus;

7) uzmenenue cyrouHoi auHaMuku YCC 1Mo 1aHHBIM XONTEPOBCKOTO MOHUTO-
pupoBanus (yBeauyenue YCC Bo BpeMsi HOUHOTO CHa);

8) HaJmMuKe MO3THUX MOTEHIMAJIOB kexynoukoB Ha DK BeIcoKoro pasperie-
HUS,

9) u3MeHeHHs Ha AIIEKTPOIHIEDaTorpaMmme;

10) my»xckoii ot

11) nucniepcust uatepBana QT Gonee 55 mc [3].

OO6cnenoBanne MalMEeHTOB AJIsl BBIABICHUS (DAaKTOPOB PUCKA ClEAyeT MPOBO-
IUTh HE pEeKe OIHOTO pasa B 6 Mecsiues. [Ipu Hanmnunu Gonee 4 U3 nmepeyncieH-
HBIX (haKTOPOB JIeUECHHE MTPOBOAAT JaKE B OTCYTCTBHE CHHKOIAIBHBIX COCTOSHUI
[18].

[Tpu nanuuuu npuodperennoro LQTS npesxae Bcero He0OX0AMMO BBISICHUTD
MPUYMHY €r0 BO3HUKHOBEHHMS U MIPUHATH MEPHI [0 €€ YCTPaHEeHUIO (OTMEHa Jie-
KapCTBEHHBIX MPENaparoB, 3aMEIJISIOMINX PENOSPU3ALHI0 MUOKapaa, KOPpeK-
LUs HapyIeHHs 0ajaHca MEeKTPOJIIUTOB | T. 11.).

[Ipu octpom npuobperennom LQTS (BcnencTBue nHdpapkTa MUOKapaa, Kap-
JUOTOKCHYECKOTO JEHCTBUS JIEKapCTBEHHBIX CPEICTB) MPUMEHSIOT IMpernapaThl
Mmaruus [51, 65], MexcuneTrH, Kanust xJopua. [Ipy Ha3HAYeHNH JIEKAPCTBEHHBIX
CPE/CTB, BBI3BIBAIOUINX YIIMHeHHE nHTepBaia QT, HeoOXoAUMO y4nTHIBATH Ha-
J4Yue y OOJIBHOTO CIENYIOINX (PaKTOPOB PHUCKA!

* BpoxkaeHHbiii LQTS;

* KITMHUYECKH 3HaUuMast OpaauKapaus;

* HapyuIeHus OajlaHca MEKTPOIUTOB (0COOEHHO TMITOKATUEMUsl U TUIIOMAr-
HUEMHS);

* HapyleHne QyHKIUU IeYeHHU W MOYEK;
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* IPUMEHEHHUE APYTHX JIEKapCTBEHHBIX CPEICTB, BHI3BIBAIOIINX YAJIMHEHHE
nntepsana QT.

[Ipu Hanmuuuum XOTst OBl OAHOTO M3 ATUX (DAKTOPOB PUCKA HAa3HAYATh «OIMac-
HbIe» npenapaTsl Henb3s [38].

Hnst nedenust OONBHBIX ¢ XpoHHUYecKuM mnpuoOpereHHbIM LQTS Ttakke c
YCIIEXOM HMCIOJIB3YIOT MOCTOSHHYIO 3JIEKTpOKapaArnocTuMyssiuuto [7, 8]. Ilpu na-
POKCH3MaXx JKEIyAOYKOBOW TaXWMKapAWW MOCJE MEPEHEeCEHHOTo HH(APKTa MUO-
Kapaa (0OyCIIOBICHHBIX HaJMYUeM pyOlLa) MPUMEHSIOT COTANON M aMHUOAAPOH,
UMIUIAaHTUPYIOT KapAHOBepTepbl-neduOpuiatopsl. Mmerorcs coobmenus 06
yKopodeHnu uatepBana QTc, yIUIMHEeHHOTO BCIIGACTBUE MOCTUH(APKTHOTO Kap-
JMOCKJIEpO3a, 0] BIUSHUEM HOBOTO aHTHapuTMHuuecKkoro mpemnapara I1I knacca
HU(eKananra.

3.11. ITIPOT'HO3

IIporunos mpu LQTS cepbe3nslit. bonbHbIe 4acTo yMHparOT BO BpeMsl PUCTY-
OB BCIENCTBHE (PUOPMILISIIAY KETYJOUKOB HIIH acucToNuu. [Ipu BpoxkaeHHOM
LQTS y nereit B myOepTaTHOM IepHOIC TeUCHHE 3a00I€BaHMsl yCYTryomsieTcs, a
y B3pOCIBIX 3a00J1eBaHIe MPOTEKaeT Ooiee OIaronpusaTHO, MPUCTYIIBI Habmona-
IOTCSI 3HAUUTEIBHO peske [46].

HHTHaIl]_[aTI/IHCTHﬂﬂ BBDKHMBACMOCTDL IMAUCHTOB, HC IMOJYYaBHIUX JICUCHUC
npu cunapome Pomano — Yopna, cocrauser 45 % [17]. YactoTa cepredHoit
BHe3arHoW cMepTH npu BpoxkaeHHoOM LQTS nocturaer 73 % [22] (20 % B niep-
BBII TOJ] MOCIIe MEpPBOro 3MU30/a MOTepHU CO3HaHUs U okojio 50 % B TeyeHue
10 ner [14]).

Taxkum 06pa30M, CITYyCTs IOYTH IMOJICTOJICTHA C MOMCHTA OIMMCAaHUA 3Ta IIPO-
OJeMa Mo-Tpe)KHEMY SIBIISIETCSI BEChbMa CJIOKHON M aKTyalbHOW KapAHOJIOTHYe-
CKOU TIpo0sIeMOii, TpeOyoIIeii CBOEro pEeIICHuSI.

3.12. CTPATU®UKALIA PUCKA

Ha ocnoBanum 3HaHus reHOTHIA, TIOTa W 3HadeHus uHTepBaia QT mpowusso-
JIATCSI CTpaTHU(UKAIIMS PHCKa PA3BUTHSI CUHKOIIE, YKETyT0YKOBbIX apuTMuii 1 BCC
(tabm. 3.3). [13]. IlpoBenenue TecTa ¢ hu3mIecKoil Harpy3KoH, KOTOPBIH Y OOITBHO-
IO C CHHKOTIAJIbHBIM COCTOSTHUEM B aHAMHE3€ ITPOBOLUPYET pPa3BUTHE MOIUMOPQ-
HOM JKETyJIOUKOBOM TaxXMKapJHX H/WIM BhipaxkeHHoe (Ooree 520 Mc) yiinHeHue
KopperupoBanHoro uaTepsaia QT u ansreparmio 3yora T, IBiseTcs TOMOTHUTENb-
HBIM (PaKTOPOM, YTBEPIKIAIOIIUM PHUCK PA3BUTHS JKU3HEYTPOKAIOIIUX apHUTMHM.
EcTh enmHMYHBIC aHHBIE, KOTOPBIC YKAa3bIBAIOT, YTO THIT MyTaI[MA MOXET UMETh
CYIIIECTBEHHOE 3HAYECHHUE B OTIPEICIICHUH MTPOTHO3a OOJIHLHOTO U MOYKET OBITH OCHO-
BaHWEM T TpeBeHTUBHON nmrutanTarmm MK . 3to xacaercs mytammu A341V
rena KCNQ. bompasie JLNS, cunnpomom TUMOTH U JpYyrIMH TOMO3UTOTHBIMHU
CHHJIpOMaMH TIO/IBEPKeHbI HanOosiee BhicokoMy pucky BCC yke B J€TCKOM BO3-
pacte. bonpHbIe, peannmupoBanHbie mocie BCC, umeror Hanbosee HebIarompu-
ATHBIN POTHO3 TIOBTOPHOM OCTAHOBKH CEP/Ia, C OTHOCUTENFHBIM PUCKOM, ITOBBI-
meHHBIM B 12,9 pa3za. PacmonoskeHue MyTaIiiy B TOpooOpa3yromieM peruoHe Oeka
CUMTAETCs HE3aBUCUMBIM TeHeTHIecKnM (paktopom prucka BCC, cormoctaBumbIM ¢
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yamuaenueM QTc> 500 mc. Puck cMepTH y 6ecCUMITOMHBIX HOCUTENIEH My TallHi,
npuBoAIMX K pazButio LQT1, MmakcumarneH B MOJIOIOM BO3pacTe.

Cmpamugpurayus pucka [36]

1.IIponomxutensuocts naTepBaia QT na DKI (ocobenno 6onee 500 mc).

2. AnamHe3 OCTaHOBKHU CEp/LIA.

3. Pa3Butue cunkone Ha poHe MEIMKaMEHTO3HOW Teparnuu.

4. ITon n Bo3pacT (B AETCTBE PHUCK BBILIE Y MYKUHUH, Aajee — y KEHIIUH).

5. Y KeHUIMH BO BpeMsi OEpEMEHHOCTH PHUCK CHM)KAETCS, HO 3HAYUTEIHHO
YBEIIMYMBACTCS B TCUCHHE 9 MecsIIeB Mociie po/ioB, ocodeHHo npu LQT2.

Crpatudukanus pucka npu LQTS [13] (Tabm. 3.3).

Tabmuma 3.3
Pyick KapananbHBIX COOBITHIA K QTe B Hoxoe R o
40 rogam
LQT 1 Myx/xeH
Beicoxkuit (> 50 %) > 500 mc LQT2 Myx/xen
LQT3 My:x
JIroGoi LQT3 Ken
Cpenunii (30-49 %) <500 mc LQT3 Myx
<500 mc LQT2 Ken
. LQT2 Myx
0,
Huzknii (< 30 %) <500 mc LQT 1 Mysic/icen

3.13. 3AKVIIOYEHHUE

* HeoOxonumo momMuuth 0 LQTS mpu Hanu4uu moo3puTeIbHBIX KIMHIYE-
CKHUX MPOSIBIIEHUN Y MOJIOJIBIX JIFOAEH.

* M3mepsats uarepsan QT na OKI u paccuntsiBath QTc BpyuHyTo.

* JlaBaTh peKOMEHAINH 10 U3MEHEHHUIO 00pa3a KU3HU.

* CBOEBPEMEHHO Ha3Ha4YaTh OeTa-0I0KaToOpBl M CTPOTO KOHTPOIHPOBATH KOM-
IJIaiHC.

* [IpoBOUTE CEMENHBIN CKPUHUHL.

* [IpoBOAMTE MOJIEKYISIPHO-TEHETHUECKYIO BepU(DHUKAIHIO y TPOOAHIO0B B UX
POJICTBEHHUKOB.

* CBOEBpPEMEHHO OMpenessTh Toka3zanus it umruiantanun MK/,
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HaCHe}lCTBeHHHe ApUTMOJIOTUYECKHUE CUHPOMBI:
MPUHIUINBI JUATHOCTUKU U JICYCHUSA

«IIpoGembl BaxKHEE PELICHUSL.
Pemennst MOTYyT ycTapeTsh, a IpoOIeMBbl OCTAIOTCSD»
Hunwvc bop, oamckuit ¢puzux

IUIABA IV. CUHJIPOM PAHHEMH
PEITIOJIAAPU3ALINUA KEJTYIOUYKOB

4.1. OITPEJAEJIEHHUE

Cunopom panneu penonsipusayuu diceny0oukos (CPPJK) — 310 sneKTpokap-
nuorpaduyeckuii peHOMEH, XapaKTepU3YIOLUIMICS HAIMIUEM OAbEMa CeTMEHTa
ST (ToukH j, 3a3yOpHHBI WIIM BOJTHBI COCMHEHMSI Ha HUCXOASIIEH yacTu 3youa R,
WHOTA HallOMUHAIOILEH 3y0er 1), MOBOPOTOM JIEKTPHUECKOM OCH cepua mpo-
THUB YaCOBOW CTPEIIKHU 110 MpoaoiabHOi ocH (puc. 4.1). Ilonsem cermenta ST npu
CPPX moxer coderarbcsi MO0 € BBICOKOAMIUIUTYIHBIMH ITOJIOKHUTEIbHBIMHY,
0o ¢ orpuuarenbubiMu 3youamu T. [lepeuncnennsie xapakrepuctuku CPPXX
MOTYT PETUCTPUPOBATHCS U30JMPOBAHHO WK B coueTanuu [33]. U3 apyrux oco-
oennocreit OKI' mpu cuHapOME OTMEUAIOT:

* IByropObIii 3yoen P HopMaabHOM MPOJOIKUTEIBHOCTH;

* AMIUIUTYABI, yKOpoueHue uurepBajios PR u QT;

* OBICTPOE U PE3KOE HapacTaHUE aMIUIMTYBI 3yOna R B rpyAHBIX OTBEICHUSX
C OTHOBPEMEHHBIM YMEHBIICHHEM U Hcue3HoBeHueM 3yoma S [33, 19].

Puc. 4.1. OKI npu CPPX

OcHo6HOU Kpumepuil CuHOpOMA — BOJTHA | B JIUTEPATYPE UMEET Pa3HbIC Ha3Ba-
HUSL: «IIPU3HAK BEpOIIOKBETo Topbay, «BorHa OcOopHay [56], «1mo3mHss Jenbra-
BOJIHA» [76], «COeTUHEHUE THIA NMUISIITHOTO KPIOYKay, «THIIOTEPMHUUYECKAsi BOJI-
Ha) WU «TUTIOTEPMUYECKHI TopO», «TouKka-BoiHa J», «BonHa K», «Bonna H» u
«TOK ToBpexaenus» [71, 90, 91].

Panee CPPX paccmarpuBaics Tonbko kak DKI'-¢eHomeH 6e3 xakux-ian0o
KIMHUYECKUX TposiBieHui [36]. B HacTosiee BpeMsi, B CBSI3H C MOTYYCHHUEM
HOBBIX HAYYHBIX JIAHHBIX, 3Ta IMO3UIIHS TIepeCMaTpHUBACTCSI.

4.2. UCTOPUSA. PACITPOCTPAHEHHOCTD CPPX

Bnepsrie CPPX 6511 ommcan B 1936 1. R.Shipley m W.Halloran xak Bapuant
HopmansHo# DKI. [Tocne onmcanus nprusHakoB cuHapoMa n3ydenne CPPX mon-
roe Bpems He TOoIydasao JalbHelInero pa3sutus. Jlnme B koHIe 70-X — Havase
80-x IT. 3TOT ()¢HOMEH BHOBH NPHUBJICK BHUMAHHE HcclieoBareieil. [Ipemmerom
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n3ydeHus: ctanu kimHudeckoe 3HaueHne CPPIK, MexaHn3Mbl ero BO3HHKHOBe-
Hud, a Takke yrounenue ero DK -npusnakos [15, 33, 64, 65, 66, 67].
Pacnpoctpanennocts CPPIK B momynsiiuu, Mo JaHHBIM pa3HbIX aBTOPOB, KO-
nebnercs B mUpokux npexaenax — ot 1,5 no 10,4 % [12, 15, 20, 36]. Y myxuuH
3TOT (peHOMEH BCTpedaeTcs B 3 pasa yaile, 4yeMm y keHuuH [1, 2]. Hacrora ero
pacnpocTpaHeHus B Haulel ctpane, o AaHHeIM T.}1O. bonbmakosoii [12], B BO3-
pactHbIX rpynmnax ot 21 go 60 jet konebdaercss He3HaUNTeNbHO—OT 8,1 10 8,8 %.
B rpynne crapme 60 ner CPPX Berpeuaercs pexe—B 4,7 % ciydaes, U co3ja-
eTcs ONpeNeieHHOEe BIeYaTIeHHe, YTO C BO3PACTOM 3TOT (PEHOMEH MOXKET HMC-
4e3arh MO0 MAaCKUPOBAThCA NPUOOPETCHHBIMU HAPYILIEHUSAMHU PETIONIIPU3aLUIT
[43]. UmeroTcst nanHble 0 OONBLICH €ro pacnpoOCTPaHEHHOCTH CPEAM KUTEleh
Adpuxku, KaBkaza 1 0co0OeHHO cpeii MOJIOABIX MYKYHH HETPOUIHOH pachl [3].

4.3. KTACCUDPUKALIUA

1. A. CxopoGorarsiit (1986) [41] mocTpomt CBOIO KiIacCU(DUKALUIO MO TAKUM
KpUTEpUsM, KakK: HaJIW4YHE COMYyTCTBYIOLIEH MaTOJIOTHH CEepJeYHO-COCYIUCTOM
CHCTEMBI, Tororpadusi CHHAPOMA, €TO TIOCTOSHCTBO.

[IpenoxxeHsl 08a 0cHOBHBIX 6apuanma:

* CPPX Ge3 mopaxeHus! cepeYHO-COCYUCTON 1 JPYTHX CHCTEM;

* CPPX ¢ nopakeHueM cep/ieqHO-COCYIUCTON U IPYTUX CUCTEM,

a Taxoke mpu muna (Ha ocHoBaHUM Jiokanu3anuu DK -mpusHakoB):

1-#t Tun — nmpeobiagaHne MPU3HAKOB CHHIPOMA B OTBEIeHUX V 1-V2;

2-ii Tun — npeoOIiajiaHue IPU3HAKOB CUHPOMA B OTBeICHUIX V4—V6;

3-1i THT — POMEXYTOUHBIH (0e3 mpeoliaganus MPU3HAKOB B KAKHX-TTHOO OT-
BEJICHUSX ).

Briaenensl Takxke ocobvie sapuanmol:

* CPPX c anpTepHUpYIOMKUMHI TPU3HAKaMU;

* CPPX B coueTaHnu ¢ HapylIeHUSIMHU PUTMa U TPOBOTUMOCTH.

Kpome storo, CPPXK MOXeT OBbITh nHOCMOSAHHBIM UIU NPEXOOSUM (CKpbL-
moim).

2. OtnpasHoii moukot kraccugpuxayuu CPPXK, npennoxennoit J1.11. Bopoowb-
esvim u coasm. (1991), aBnsercs MPeaNnoNOKEHNE O BOSHUKHOBECHUU JTAHHOTO
CHHJPOMA B pe3yNbTaTe MPOBEJACHUS UMITYJIbCa 10 aTpHO(ACIHKYISIPHOMY TpaK-
Ty K OTpPaHMYEHHOMY Y4acTKy MUOKap/a.

ABTOpaMHu BBIJICISIIOTCS clieayromue Bapuantel CPPX:

* IOCTOSIHHBIN,

* HETOCTOSIHHBIM,

* BIICPBBIC BO3HUKIIINA,

* BHE3AITHO MCUE3HYBIIUII,

* UIHTEPMUTTUPYOLIUA,

* ¢ TUTaHTCKUM 3yO1ioM T,

* ¢ oTpUnareNbHbIM 3yoroM T,

* ¢ KpaTKOBpeMeHHOW nHBepcueit 3youa T,

* B coucTaHuu ¢ cuHpoMoM Bonbga — [lapkuacona — Yaiita,

* B COUETAHUU C JAOMOJIHUTEIBLHON XOPI0H JIEBOTO KETYI0UKA.
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3. A.JL bobpos, C.H. lllynenun [7] npennoxunu kinaccuduranuo CPPX no
CTEIICHH €r0 BBIPAXCHHOCTH. B Hell yuuThIBaeTCsi 00lee KOJMYECTBO OTBE[e-
HUH, B KOTOPBIX BBISBIISIOTCS MPU3HAKH j-point U j-wave.

Knaccugurkayua nenut Bcex NI C CHHAPOMOM Ha Mpu KAdccd.

B nepBom knacce Beipaxkernoctr CPPXK HaGmronarorcess MunnMansabie DKI -
MIPOSIBJICHUSI CHHAPOMA, BO BTOPOM — YMEPEHHBIE IPOSIBIICHUS U B TPETHEM KJlac-
c€ — MaKCHUMaJIbHbIE TIPOSIBIICHUSI.

BrlpakeHHOCTb CHHIPOMA OTIpEeeIsIeTCsl O0IIMM KOJTMYECTBOM OTBEICHHH ,B
KOTOPBIX BBISBIISIFOTCS TIPU3HAKH j-point U j-wave. Boissienune 2-3 OKI-orse-
nennii ¢ mpusHakamu CPPX coorBerctByer 1-my Kimaccy (MHHMMaibHOM BBI-
paxennoctn) CPPX, 4-5 orBenennii ¢ mpu3HakamMu CHHApPOMA — 2-My Kjaccy
(yMepeHHOH BRIpa)KEHHOCTH), 6 1 OoJiee OTBeIeHNH — 3-My Kiaccy (MakCHMalhb-
Ho#t BeIpaskeHHOCTH) CPPXX. UyBCTBUTENEHOCTD | CIIEITU(UIHOCTh THATHOCTH-
KM JUI KaX/10T0 Kj1acca cocTaBisitoT 85 % u 87 % COOTBETCTBEHHO.

4.4. TEOPUH TATOI'EHE3A CHHJIPOMA
PAHHEU PENOJIAPU3ALIMU KEJTYIOYKOB

B Hacrosiuuii MOMEHT CYIIECTBYET HECKOJIBKO TEOPUM MPOMCXOMKICHUS
CPPX [13]:

* BPOXKIICHHBIE DJIEKTPOPU3NOTIOTHUECKIE 0COOSHHOCTH TIPOBOISINIEH CHCTe-
met ipu CPPX [35, 36];

* (hYHKIIMOHUPOBAHNE AaTPHUOBEHTPUKYISIPHBIX IMapaHOMATBHBIX ITyTei [15,
35, 36];

* CBSI3b C BETECTAaTUBHOM nuchyHKIHeH (mpeobdaamanne BIHSHIS OJTysKIato1e-
ro Hepna) [1];

* KaK CJICICTBHE AJICKTPOINTHRIX HapyIieHu [41];

* CPPX mpu nemuddepeHIHMPOBAHHON AUCIIIA3HMH COCTUHUTEILHOW TKAHU
[48, 49];

* npyrue Teopun BosaukHoBeHuss CPPX [31, 32, 42].

Ponv anekmpoguzuonocuneckux ocobennocmeti u npooodsaujell Cucmemvl
JIIIT 6 6o3nuxnosenuu CPP)XK

VY GoNBIIMHCTBA MAIIEHTOB MOMEHT (DOPMHUPOBAHHS CHHIPOMA HEM3BECTEH.
MHuorwue aBTopbl cuntaroT npuanHoi CPPX dbyHKIIMOHMpOBaHNE JOTIOTHUTEIh-
HBIX TyTel npoBeneHusi. CauTaeTcs, 9To ATOT (PEHOMEH SIBIISETCS TIPOSIBIEHUEM
AHOMAJIHAH TIPEJICEPTHO-KETYITOIKOBOTO TPOBEIEHUS ¢ (DYHKITMOHUPOBAHUEM J10-
TTOJTHATEIHHBIX aTPHOBEHTPUKYISPHBIX WM MapaHomambHBIX myTeit [1, 11, 12,
17, 35, 36].

HccnenoBarenu moiaraiot, 9To 3a3yOprHa Ha HUCXOJSIIEM KOJICHE KOMITICK-
ca QRS mpencraBnseT coboil OTCpPOUEHHYIO NeTbTa-BOIHY. B KauecTBe mokasa-
TENbCTBA HAIWYHS JOTONHUTENbHOTO TyTH Kak nmpuuuasl CPPX mpusomsTcs
TaHHBIC 00 YKOpoueHUH nHTepBaia P-Q.

KomrutekcHOe KITMHUKO-3JIeKTpodu3nonorndeckoe oocnenoanne 108 mamm-
enToB ¢ CPPX B 13,3 % BBIABIITO pa3nudHbIe (POPMBI CHHAPOMA ITPEIBO30YKIe-
HUS JKeMynouKkoB (Hemanudectupytromie ¢hopmsl coctaBuin 60 %), 9To 3HAYH-
TEBHO MPEBOCXOINIIO TIOMYIISAIIMOHHBIE TaHHbIe — 2—4 % [28].
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[IpoBenenue 31eKTpOPU3UOTOTHIECKOTO HCCIIETOBAHMUS Cepla y TallueHTOB
¢ CPPX na ¢oHe nMeromuxcsi aHoMalnrui MPOBOJISILECH CUCTEMBI CEpAILia BBISIBH-
710 6oJiee BBICOKYIO CKOPOCTh aHTETPaIHOTO TPOBEACHUS 110 aTPHOBEHTPHUKYIISIP-
HOMY COEJUHEHHIO M JIOTIOJIHUTENIbHBIM MPOBOAAIIUM IYTSAM IO CPaBHEHMIO C
nmunamu 6e3 nanHoro cuapoma [30]. B To sxe Bpems y nui ¢ CPP He oOHapyxe-
HBI PETPOTPasHO MPOBOJAIINE JTOTOJHUTENBHBIE aTPUOBEHTPUKYIISIPHBIE COETU-
HEHUs. DTO MOATBEPKIAET MHEHHE O POJIU JOMOJHUTEIbHBIX aTPHOBEHTPUKY-
JISIPHBIX COCTUHEHUM C TOCTaTOYHO OOJBIINM JUAMETPOM U BBIPAKEHHBIM aHTE-
rpaJHBIM TIpoBeAeHUEM umnyiabca B popmupoBannn DK -kaptunsr CPPX [16].

Hepasnomepnocmv npomexanus npoyeccos 0e- u penoasipuzayuu jceny-
004K08

Bricka3bIBatoTCs MPEUIOKEHHS O CYLIECTBOBAHUU CIIEIYIOINX MEXaHU3MOB
passutus CPPX [30]:

* CPP)XX BO3HHMKaeT Kak CJIEICTBHE YPE3MEPHOIO MEPEKPBIBAHUS MPOLIECCOB
JETOJSIpU3allui ¥ PENOApU3alMi U3-3a UX 3aMEeJICHUs], HO B Pa3HOM cTelneHH,
WK TipeobnaiaHus OJHOTO U3 HHX;

* CPPX Bo3HHMKaeT Kak OAHOBPEMEHHOE BO3OYKICHUE YaCTH MHOKapAa JKe-
JIyZIOYKOB C PA3JIMYHBIX HAMIPABIEHHH M0 TaK Ha3bIBAEMBIM ITy TSIM JKETYI0UKOBOM
JETONSPU3ALIH.

B HOpME mpoliece penonsipu3aliy HAYMHAETCS Ha OCHOBaHMM, a 3aBepIlaeT-
csi B 00JIacTH BEPXYyILIKU CepAla U MPOUCXOAUT B HANPABICHUH OT 3MUKapAa K
sHA0Kapay. CaMol O3IHO IENOAPU3YIOIIEHCs YaCThI0 MUOKap/ia KeyT0uKOB
SIBIISIETCS 3aJHe0a3aIbHast 001acTh, PACIIONIOKEHHAsI BOKPYT MEXKEeTyI0YKOBON
neperopoak [85].

CyniecTByeT HECKOJIBKO TOUEK 3PEHHUS Ha MPOUCXOKACHUE BOJIHBI | U MOIbe-
Mma cermenTa ST npu CPPXK. ITogsem cermenta ST B rpyAHBIX OTBEIEHUSIX NPH
CPPX otpakaer nepeaHeHanpaBiIeHHOE CMellleHHe BekTopa cermeHTa ST kak
pe3ynbrar ubo 3aAep’KaHHOM pemnoysipu3alud B CyOdHIOKapIUalbHOW 30HE,
100 MpexaeBpeMeHHON (paHHel) penoispu3anuu CyOdMUKapAUaTbHON 30HBI
[75]. Ota mocnenHsis ToUKa 3peHUs IpU3HAETCs OOJIBIIMHCTBOM aBTOPOB, TIOJIHO-
CTBIO OIPAB/BIBAsA TEPMUH «PaHHAS PETOJIAPU3ALUS JKEITYJOUKOBY.

OTyacTu 3Ty THIOTE3y MOATBEPXKAAIOT AaHHBIE 00 YMEHBLICHUH JHOO HC-
4Ye3HOBeHHMHU Noabema cermenta ST nox BiusiHueM (GU3NUECKON Harpy3KH U IPU
BBEJICHUM U30IIpoTepeHoa [83], 4To pacLieHuBaeTCs KaK pe3ysbTaT yMEHbIICHHS
JUIMTETILHOCTH MOTEHLIMAIA IEHCTBUS B CyO NMUKapAHaIbHbBIX Y4acTKaX MHOKap-
Jia xKeynodkoB [76]. OnHako B OoJiee MO3MHUX UCCIIeAOBaHUAX [82] MOKa3aHo,
YTO TEPMUH «PaHHSS PENOSIPU3ALMS» IS DIIEKTPOKapauorpaguueckoro heHo-
meHa CPPX, mo-Buaumomy, He Bcer/ia sBJISeTCs JOCTaTOUHO KOPPEKTHBIM.

[Ipu ucnonszoBanuM MeroAa MHoromnosmocHoro DKI'-kapTupoBanus cepama
[0Ka3aHO, YTO PaHHHUE IOJIOKUTENbHbIE TOKU pernoispuzannn 3a 5-30 MmMc 10
okoHuaHus komIiekca QRS ¢ onnHaKkoBOM 4acTOTOM pEeruCTpUPYIOTCS y Mally-
enToB kak ¢ CPPX, Tak u 6e3 Hero [43]. Takke yCTaHOBJIEHO, UTO HauOoOIEe
pannee OKI -mposenenne CPPXK — nepBuuHOe HapylieHHe mpolecca KOHEUHOM
JIETOJSIPU3ALIMH KETy0UYKOB B BUJIE PE3KOT0 3aMEJICHUS CIIaa MOJI0KUTEIbHO-
ro MOTeHIMaja Ha HUCXOAALeM KoneHe 3youa R u orcyrerust na DKI 3y6ma S.
Takasi cuTyanus BO3MOKHA JIUILB IPH HAPYHICHUH (PU3UOIOTHIECKOTO aCHHXPO-
HU3Ma JIENOJISIPU3ALMY B PA3IMUHBIX YYaCTKaX CEp/IeYHOM MBILIIBI B pe3ysbTaTe
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nnu OoJiee paHHEro BO30yKIeHH 3aHe0a3aIbHbIX OTIENIOB CepaLa, UM (Jarie)
Oosiee MO3IHEH ACTOIIPU3AMKY MHUOKap/a TIepeJHEe CTEHKH JKeyI0YKoB. Y ya-
CTH MALEHTOB 00HAPYXHBAETCsI OBICTPOE, IIOUTH OIHOBPEMEHHOE BO30YKICHHE
nepegHel 1 3aHel CTEHOK cep/ua.

B cBa3u ¢ atuM npaBomouna untepnpetarus CPPXK kak pesynsrara Hanoxe-
HUS BEKTOpa 3ala3fbIBAIOLIe AEMONIIpU3aliK OTAEIbHBIX Y4aCTKOB MUOKapAa
Ha HavYaJbHYIO PENoJIIPU3AMOHHYIO (ha3y XKeaynoukoB. [Ipu m3onoTeHUnanb-
HOM KapTHPOBAaHHH yCTAaHOBJIEHO, UTO 3a3yOprHa Ha HUCXOASALIEM KOoJleHe 3yoLa
R B neBBIX IIpeKOpAHANBbHBIX OTBEACHHAX (V,— V) CIIy)KHUT NIPOSBIEHUEM PaH-
HEeHl pemnossipu3aliy, TOrAa Kak Takhe e M3MEHEHHUS B MPaBbIX MPEKOpAHAIIb-
HBIX OTBeIeHUAX (V — V) BbI3BaHbl MUIDALIMEH TOKOB KOHEYHOM aKTHBALIMH JKe-
TynodkoB [82]. Bo3MO)KHO, UMEHHO STHM MOXKHO OOBSICHUTH IaHHBIE, MTOTYy4eH-
Hble B mpolecce MHoronomocHoro DKI'-kapTupoBanus cepaua, Korga paHHUE
MIOJIOKUTEIbHBIE TOKU PETONIIPU3ALIH, BOZHUKArOIHE 3a 5—30 MC 10 OKOHUaHUS
rxoMmiuiekca QRS, ¢ omuHaKoBON 4acTOTON perMcTpUPOBANINCH Y MALIMEHTOB KakK C
CPPX, Tak u y nun 6e3 Hero.

Brusinue nosvluennoco monyca napacumnamuiecko2o omoena eecema-
MUBHOU HEPEHOU CUCmeMbl U NeKMPOIUMHBIX HAPYUEHUN HA 603HUKHOGE-
HUe CUHOPOMA PaHHEl Penonapu3ayuu HeeayoouKoe

[Ipeobnanganue ToHyca Omyxaaromero Hepsa y jun ¢ CPPXK ormeueno Bo
MHOTHUX ucchenoBanusx [24, 38]. [Ipoba ¢ n30npoTepeHoIoM CriocoOCTBYET HOP-
manuzauuu JKI [60], mocne BBeaenus nmpokannamuaa [40] uiau mporpaHoaoa
[1, 85] BBIpaXEHHOCTh KPUTEPHEB CHHAPOMA, HA000POT, ycunusaercsi. OpHaKo
npoda ¢ arponrHOM Ha (oHE OpaAMKapAUM MM MHTAJSLHUS aMUJIHATPUTA He
MPUBOAMT K ycTpaHeHHto cunapoma [85]. HemomHoe BocctanoBnenue DKI or-
MeuaeTcsl TaKKe MPH BBITOJIHEHUN CyOMaKkcUMallbHOW (PM3UUECKON HAarpy3KH Ha
¢done taxukapauu (Bemospromerpuyeckas npoda (BOIN)): cerment ST, Hecmo-
TpsL HA JOCTHTHYTYIO M303JIEKTPHYHOCTD, COXPAHSET XapaKTEPHYI0 KOPBITOOO-
pasHyl0 BOTHYTOCTb; 3y0Oel S OTCYTCTBYET WMJIM HE3HAYMTENIHLHO YIIyOssieTcs;
BO BCEX CIIy4YasiX UACHTU(QHULIUPYETCS COeNMHHUTENbHAS TOYKa, nin BoiHa J [99].
OnHaxo mpo6a ¢ aTponuHOM (7151 UCKITIOUEHUs runepBaroTonnu) y aun ¢ CPPXK
Ha ¢oHe OpaauKapAuu HE MPUBOIUIIA K €ro JUKBUAAIMH. TakuM o0pazoM, aAuc-
(YHKIMS BETeTaTHBHOM HEPBHOW CUCTEMBI CLIOCOOCTBYET MPOSIBICHUIO PU3HA-
rxoB CPPX, Ho He ompenenser nx renes. OnepatuBHOE yajleHUE Mpeosarae-
MOTO HCTOYHHMKA PeQIIEKTOPHOTO pa3ipaKkeHus Takxke He ycrpansuio CPPXK.

[Ipennpunnmanuck nmonbITkU cBs3arh CPPXK ¢ snexTposnnTHRIME Hapyie-
HussMu [60]. B 1o e BpeMsl OTKJIOHEHUH OT HOPMBI B COZEpKAHUU JIEKTPOIIH-
ToB y nauuenToB ¢ CPPX He oOHapyskeHo. Onupasich Ha JaHHbIE, IOTy4YEHHbIE
P. Carone (1986), anexrpoxapauorpapuueckue kpurepuu CPPXK Bpsia u moxxHO
OOBSCHHUTD NEKTPOIIMTHBIMU HAPYIIEHUSIMHU, B TOM YHUCIIE THIIEPKaTHEeMHUeH, TaK
KaK caM CHHJPOM HE JEMOHCTPUPYET HaKJIIOHHOCTh K TaXUKapAUU B OTIINYHE OT
runepkanueMun. [ nnepkanbuueMudeckas Teopus J-o0pa3HOil BONHBI BIIEPBbIE
chopmynuposana eme B 1920-1922 rr. F. Kraus [74], oOpaTuBIINM BHUMaHHE
HAa TOsIBJIEHHE TOYKH J BO BpeMs SKCIIEpUMEHTAJIBHO BHI3BAHHON THIIEpKaJIbLine-
Mun. CxoznHble J-0Opa3HbIe BOJIHBI, CBS3aHHBIC C MOBBIILICHHBIM YPOBHEM Kallb-
LUsl, OTMEYalUCh U ApYruMHU aBTopamu [92, 93]. Haubonee BaskHbIe OTIHYHS TH-
MepKaIbIUEMHYECKON BOIHBI J — OTCYTCTBHE KYII0JI000pa3HOM KOHPUTYpaLuK U
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ykopoueHus uarepBasia Q-T. B nenom nepBuuHOe M3MEHEHHUE NIEKTPOIUTHOTO
Oananca B kadecTBe MpuurHbl Bo3HHKHOBeHUsI CPPXK cunraercst GonpmmHcTBOM
aBTOPOB HECOCTOSITEILHON TEOPHEH, TaK KaK OTKJIOHEHHUH OT HOPMBI B cofiepkKa-
HUH DJIEKTPOJUTOB IJIa3Mbl KpoBH U 3puTpouutoB y nuy ¢ CPPX ne obHapy-
xeHo [92, 93]. BepoaTHO, 31€KTPOIMTHBIMA HapYLICHUSIMH MOYKHO OOBSICHUTD
ANEKTPOKApANOTpadUUECKYI0 JMHAMHUKY HEKOTOPBIX KPUTEPUEB CHHIPOMA, Ha-
npuMep “3MeHeHue nomsapHocTy 3youa T, mmtensHocTH nHTepBanoB JKI™ mpu
Pa3NUYHBIX (PU3HOIOTHUECKUX U MATOJOTHYECKUX COCTOSHHSX.

Bzaumocensv cunopoma oucnaazuu coeOuHUmenvHol mkanu cepoyd ¢ CuH-
OpOMOM paHHell penoapu3ayuu HceryoouKos u opyeue meopui namozeHe3a

Cpenu Hanbomnee pacrnpoCTpaHEHHBIX MPOSBICHUN CHHAPOMA JHUCIUIA3UH CO-
enuautensHoil Tkanu cepaua (CACTC) otmyarorcst mpoaoOOUpOBaHHbBIE CTBO-
POKH aTPHOBEHTPHUKYJISPHBIX KJIAaHOB M aHOMAJbHO DPACIHOJIOKEHHBIE XOPbI
(APX) JIXK cepana (CoeAMHUTEILHOTKAHHBIN HITH MBIIICYHBIA TSK, COCTUHSFO-
LIMH MOTIEPEYHO-TI0NI0CaThIe CTEHKH KETyIOUYKOB WM MalHJUISIPHBIC MBILIIIE).
Oo6napyxeHue B puOpo3HO-MbIIeUHBIX APX MPOBOAAMINX MHOIMTOB TOITBEP-
KTaeT MPEAINONIoKEHNUE O NMPOBEACHUU HMITYJIbCa, KOTOPOE MOXKET OIepeXaThb
BHYTPHXEIYIOUKOBOE MPOBEICHHUE, YTO NPUBOAUT K Ooiee paHHEMY BO30YKe-
HUIO IPUJISKAIINX CErMEHTOB JieBoro kenynouka (JOK) u Gonee panHeMy BbIXOmy
W3 HETO THX Y4acTKOB. [Ipy Hanu4uu NpoAOIBHBIX U AUArOHANBHBIX Oa3abHO-
CPEIAMHHBIX XOPJ UMIIYJIEC OT BEPXHEH TPETH MEXIKENTyI0uKOBOM Meperopoiku
MOJKET MPOBOAMTHCSA K BEPXYILIKE CEpAlla B 30HY paclpoCTpaHEHUs mepenHei
BEpXHEH BETBU Iyuka ['mca, cozmaBast yclnoBusi JjIsl MPEXKIEBPEMEHHOTO BO30y-
xaeHust muokapaa. Ilo ganaeiM T.M. [Jlomuwuikoi#t [27], HauOombImas 4acToTa
kpurepueB CPPXK na OKI" — B rpymiie ¢ npogoabHBIMU U AUATOHAIBHBIME Oa3aJib-
HocpeauHHBIME Tonorpaduueckumu BapuantamMu APX. ITo nanuemv A.JI. Bo6po-
Ba [10], HaMM4Me y MaIMeHToB KOCOU 0a3alibHO-CPEUMHHON XOPBI COUYETAIOCH C
MaKCHMaJlIbHOH BhIpaskeHHOCThIO cuHapoma (aneBauus ST — Ha 0,1 MB), a y nun,
HMMEBILIHX NornepeuHyto cpeannnyto X, snesanust cermenta ST nmpubimxanack K
0. 3HaYKT, MOKHO TPEIOIOKHTH, UTO KOcas 0a3albHO-CpeJUHHAsI Xopaa odecrie-
YrBaeT Hanbosee ObICTPOE MPOXOKICHUE DIIEKTPHUECKOTO UMITYIbCa K MUOKapAy
3agHed u 6okoBoil ctenkn JIK (30He HamOosee 4acToro BBISBICHUSI KPUTEPUEB
CPPX), BbI3bIBast Tam Oonee panHioto penonsipusanmto [10]. [Ipu nmaronoroana-
TomuueckoMm uccaenoBannn APX B monoctu JIK BeisBiensl B 13,0 %; B 9,0 %
APX MMEIOT cepeuHble TPOBOJSIINE MUOLMTHI, ITyPKUHBETIOAOOHBIE KIETKH —
B MOJIOCTHBIE pa3BETBIICHUS Neprdeprideckoil MpOoBOIsIIEH CHCTEMBI CepILa, YTO
oobsicasger npoucxoxnenne CPPXK y stux mammenrtos. Ilo gannemvm ['H. Crpo-
xaxoBa (1988), y 50,0 % GonpHbix ¢ CPPX BbLABISETCS TpOanc MUTPAILHOTO
knanana (IIMK), y 17,0 % — JIX JIK, uto Taxke mo3BOIMIO aBTOPaM BBICKa3aTh
MIpENoNoKeHne 0 BO3MOXkHOM narorenerndeckoi csizu CPPXK u CACTC.

BrickazaHa runoresa o HaJMYUU B3aUMOCBS3H MEXIY CHHIPOMOM IMPENBO3-
Oy>XIeHHs KEITyIOUKOB U JIETKUMH (popMaMu TeHepaJr30BaHHOTO 3a00JIeBaHUS
coeanHHUTENbHON TKanu [45]. Umerorcst cooOmieHus o ciaydasx OIHOBPEMEHHOM
perucTpaluy y ManueHToB ¢ 3a00J€BaHUAMHU COCAWHHUTENLHON TKaHU CHHIPO-
MOB TNPEABO30YXKIEHHS W PaHHEH PenosIpH3aluy KeayaoukoB. Ha ocHoBanumn
BBISIBJICHUS] 00CY)KJaeMbIX CHHIPOMOB y POIUTENEH M AETel AenaloT BBIBOX 00
UX HacJeACTBEHHOW 00ycioBieHHOCTH [45]. KnnHnueckoe 3HaYeHnEe CHHIIPOMOB
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peaBo30YXKICHHsI, IO MHCHHUIO HEKOTOPBIX aBTOPOB, U paHHEW PErospu3aliun
JKEJIYJOYKOB COCTOUT B yacToM ux codetanuu ¢ HPC. Bricokas wactoTta BCTpe-
YaeMOCTH TIPU3HAKOB JUCIUIA3UH COCAUHUTENbHOU TKauu nipu HPC cBunmerens-
CTBYET O CYIIECTBEHHOM 3HAYCHUHU COCTUHUTEILHON TKAaHU CEplla B BO3HUKHO-
BEHUU apuTMuid. BMecTe ¢ TeM JIOTMYHO JOIMyCTUTh CYIIECTBOBAHUE y OOJIbHBIX
C CUHAPOMaMHU MPEABO30YKICHHS U paHHEH PENOISIPU3AIIH KETYI0YKOB CIICITH-
(buveckoro Habopa MPU3HAKOB TU3IMOPHOTEHE3a, YTO MOXKET IIOMOYb HE TOJBKO B
pElIeHUN KIMHUYECKUX MPOOJIEM, HO U B OTIPENICIICHUU MECTa ATHX MallUEHTOB B
eMHOW ()EHOTUITMYESCKOMN TMHUN COSAMHUTEIIbHOTKAHHBIX JUCIUIA3HH.

ComnnacHo nanHbiM uccnenoBanus A.B. Sroma, H.H. I'maakux (2003) ucxoaHo
y OOJIBHBIX C CHHAPOMAaMU MPEIBO30YKICHHUS U PAaHHEU PErOspU3aIUU JKEITy-
JIOYKOB OTMEYAJIOCh 00Jiee BHIPAKEHHOE YCHIICHHE CUMITATUYECKUX BIUSHUN Ha
CEPJCUHBIA PUTM IO CPABHEHHIO C OOJBHBIMU O3 YKa3aHHBIX CHHIPOMOB. He-
CMOTPSI Ha UCXOAHOE MTPEBAIMPOBAHUE CUMITATUYECKOM HAIIPaBIEHHOCTH BeTeTa-
TUBHOTO TOHYCA Y 3TUX MallMEHTOB, aKTHBHAS OPTOCTATHYECKAs ITPO0a BBISBUIA
HaIpsHKeHUE MEXaHU3MOB BETETATUBHOM PETYIALMH CEpACUHO-COCYIUCTON CHU-
CTEMBI U, KaK CJIEACTBUE ITOT0, OTCYTCTBHUE aJI€KBATHOTO aJalTUBHOTO OTBETA HA
(bM3UOTOTUYECKYIO HATPY3KY M TEHACHIUIO K OOJIbIIIeH apUTMOTCHHON aKTHBHO-
ctu [48] ¢ ManpiMu aHOManuAMHu cepAma [49].

CPPX MoxeT OBbITh CIEICTBUEM BO3ACHCTBHUS 3KCTpaKapAHalbHBIX (DaKTO-
POB, B YaCTHOCTH pa3pakeHUs dMHUKap/a TPhIKEBBIM BhImsiunBaHueM [1]. Xots
CYILLIECTBYET U APYro€ MHEHHE, COITIACHO KOTOPOMY POJIb DKCTPaKapAUAIbHBIX
(bakropoB B mpoucxoxaenuu CPPX kaxeTcs BecbMa COMHUTEIIBHOM, TaK Kak
UX ycTpaHeHue (OIepaTuBHOE JICUCHUE SI3BEHHOW 0OJIC3HU JIBEHAIIATHIICPCTHOM
KHIIKH, KEJTYJIKa, TPHDKHU IMHIIEBOIHOTO OTBEPCTUs AuadparMel U Tak Jjanee) He
YCTPAHSUIO KapTHHBI CHHIPOMA.

B skcnepuMeHTaNbHBIX UCCIIEAOBAHUX, MPOBEACHHBIX eie B 60—70-¢ IT., 0T-
MEYaJiOCh, YTO OMHOCTOPOHHSISI CTUMYIISALIMS PABOTO BO3BPATHOTO HEPBA UM IIpa-
BOTO 3BE3/14aTOr0 TaHIIIUS BBI3BIBACT Y )KHMBOTHBIX (co0aKk) moabem cermenta ST,
aHayornyHbeIi HaOromaemomy nipu CPPXK. DT0 cBsizaHo ¢ OoJiee 3HAUMTEIBHBIM
YKOPOYCHHEM PepaKTepHOTo TIePHoia B 00JIACTH MEXOKEITYI0UKOBOM TIEPEropo/l-
KU 10 CpaBHEHUIO ¢ nepenneit crenkoit [80]. [Ipu ctumyssiiiuu J1eBoro BEHTpoMe-
JIMAIILHOTO HEpBa YKOPOUEHUE pepakTepHOro Mepro/ia B 3TUX 30HAX MPOUCXOIUT
B MEHBIIIEH CTEMEHU, HO B OTJIMYKE OT MPABOTO, OH BBI3BIBAET TOCTOBEPHBIC U3MeE-
HeHus pe(paKTepHOTO Meproja B 00JacTu 3aHel CTEHKHU cepia. Takum oOpa-
30M, CYIIECTBYIOT aHATOMHUYECKHUE MPEANOCHUIKH K BO3HUKHOBEHHUIO JIOKAIBHBIX
M3MEHEHUH AIIEKTPOPHU3HOIIOTHUECKUX TIPOIIECCOB B ikelynoukax [80].

4.5. JIMATHOCTHUKA CPPX

Juarnoctuxa CPPX npoBojuiack o HATUYHIO OOIICITPUHSTHIX IEKTPOKap-
nuorpaduyeckux kpurepues (puc. 4.1, 4.2) [14, 35, 36, 72.]. Beigenstor gocto-
BEpHBIC M BEPOSITHBIC 3JIeKTpoKaparorpaduyeckue kpurepun CPPXK [28].

Ilocmosepuvie kpumepuu CPPIK:

* TOPU30HTANBHBIN WIIM HUCXOISAIHH moabeM cermenta ST >0,2 MB ¢ BhITTyK-
JIOCTBIO, HAIIPABJIEHHOMN KHU3Y;
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* HauKe Touku coequHeHus (Gunction point), T. €. OTYCTIUBOM 3a3yOPHHBL,
WM BoJHBI coequnenus (J wave) >0,1 MB Ha HuCcXos1IeM KoJieHe 3yOua R;

Beposmmuwvie kpumepuu CPPXX:

* BBICOKAsI BOJTHA COCAMHEHHS, HEPEIKO CUMYIHPYIOILAs ICEBA03y0el] 1’;

* IOBOPOT IEKTPUUECKON OCH cep/iIia MPOTHB YaCOBOM CTPEJKH 10 MPOA0IIb-
HOI1 ocH;

* OBICTpOE U pe3KOe HapacTaHUE aMILTHTYIBI 3y01a R B rpyAHBIX OTBEICHUSX
C OTHOBPEMEHHBIM YMEHBIICHHEM HIIM HCUE3HOBEHUEM 3yOna S;

* coueTaHue noxbema cermenTa ST BhIle N303JIEKTPUUECKOI JIMHUU C OTPHU-
LarenbHbIM 3yOoM T B COOTBETCTBYIOIIMX OTBEACHHUSX;

* IByropOblIii 3yoen P HopManbHOW MPOJOIKUTEIBHOCTH U aMILTUTYABI B OT-
senenusx I II, AVR, V, V_ (napyuieHue BHY TPUIIPENCEPAHON IPOBOIMMOCTH)
[39];

* CMEIIEHHUE MTEPEXOIHOM 30HbI KaK BIPABO, TaK U BIEeBO [ 1, 20] unu ee ucues-
HoBeHue [14];

* ykopoueHue uarepsanos P-R u Q-T [1, 20];

* coueTaHue moabema cermeHTa ST ¢ 3a0CTPEHHBIM BBICOKOAMITIUTYIHBIM
syouom T [43].

VYkazannslie kpurepun CPPX na OKI BeTpeuaroTcst kKak B KOMOMHAIMH, TaK U
otaenpHO. HekoTopble n3 HUX, a MHOTA U BCe, MOTYT Ha Bpemst ucuesars [ 1, 81].
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A
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Hast myqmero BeisiBinenust CPPX npeanokeHsl paznuvHble ouacHocmuueckue
npuemst [11]:

* uckyccmeennas eunepranuemwvist (naopmaruBHocts 100,0 %); cHUKeHUE
KOHIEHTPAIIMOHHOTO I'PaIneHTa U IUIOTHOCTHU BBIXOMASIIETO KAIUEBOTO TOKA MPH-
BOJUT K CHW)KEHHUIO YPOBHSI IIJIATO U YKOPOUYCHHUIO NIOTCHIIMANA ACHCTBHS, OOIb-
1IIe TPOSIBIISIONIETOCS Ha KJIETKAaX C MCXOJHO MEHBIIUM 3HAU€HHEM KaJIHeBOTO
ToKa, T. €. Bepxywku (JDK, cyOosnukapn). Mi3MeHeHne moTeHnMana qeicTBUS B
9THX KJIETKax OyJeT 3HauuTeIbHee, YeM W3MEHEHHUE MTOTEHIIaNa JeHCTBHS MHO-
KapIuaJbHBIX KJIETOK OCHOBAaHUS (IIPaBbIi Kemyno4eK, cyOdHI0Kapa), B KOTO-
PBIX KQJIMEBBIA TOK UIMEET OOJblIee 3HaYeHNE; BOSHUKAET ellle OOJIbIIas pa3HuLa
B YPOBHE M IPOJOKUTEIBHOCTH OTEHIIMATIOB AEWCTBHUS pa3HbIX y4aCTKOB MHO-
Kapja, 4To nposiBsieTcs: ycuiieHuneM kpurepues CPPX;

* 003udanoseas npoba (napopmaruBHocTh 78,0 %); B-aapeHOOIOKATOPHI, TOP-
MO3s1 3P PEKT KaTeXoJIaMHUHOB, YBEIMYMBAIOT aCHHXPOHHOCTD TPOLIECCOB Pero-
nspuzauuu [117;

» amponunogwiii mecm (mHGopmaruBHOCTh 9,20/0); moxbem cermenrta ST mMo-
XKeT ObITh 0oJiee BBIpRKEHHBIM M IPHU CHIDKCHHU W TIPU YBEIMYCHUHU YaCTOTHI
cepaeunbix cokpamennii (UCC). [pu npeobnagaHuy CUMIAaTHYECKON HHHEpBa-
uun (ma(opmMaTuBHOCTH 7,9 %) BBeIEHHE aTPOITMHA MOKET IPUBOIUTH K UCYE3-
HoBeHMIO kputepueB CPPXK;

* HogokauHamuoosas npooa [41]; kpurepun CPPXK mociie BBesieHUsS HOBOKa-
WHAMHKJa CTAHOBITCS OoJiee OTYECTIINBBIMHU;

* MHBEPCHsI OTPHULIATEIBHOTO 3yOna T ucuesaer npu xaiuegol U unoepaiosou
npobax, 4T0 TOBOPHUT 0 QYHKIMOHAILHOM XapakTepe H3MEHEHU;

* npoba ¢ Qusuueckou Haepysrkou — Berodpromerpus (auddepennranbHas
JUAarHOCTHKAa C WH(APKTOM MHOKapa), HOBOAPWHOBBIM TecT (MHQOpMaTHB-
Hocth 100,0 %). DddexT dpusnueckoil Harpy3kd U HOBOIPHHA MOXKHO OOBsIC-
HUTHb HEMOCPEICTBEHHBIM BIMSHUEM KAaTEXOIAMHHOB Ha MHOKapj, KOTOpBIE
YMEHBIIAIOT aCHHXPOHHOCTH MPOLECCOB PEMONAPU3AINY B PA3TUUHBIX OTJENIaX
MHOKap/a >KeIyJ0uKOB M, TAKUM 00pa3oM, MPUBOIAT K CIIaKEHHOCTH U UCYe3-
HoBeHuto kpurepue CPPX. Kpome toro, BciencTBue yuarieHus cepieqHOro
pUTMa MPOUCXOJUT YKOPOUEHHE MOTEHIMaIa AeHCTBUSA, YKOPOUEHHE MPOLIECCOB
penosspu3anny, 4To TaKkke MPUBOAUT K McuesHoBeHHIo kputepueB CPPX. Tlpu
OTCYTCTBHH MATOJOTUU ¥ HAJTHMYMH (DYHKIMOHAIBHBIX H3MEHEHHI HaOmonaeTcs
BO3BpaT cerMeHTa ST K M303JEKTPHUUECKON JIMHHUHU, a OTpHLATEIbHbINH 3yoen T
CTAHOBUTCS MOJOKHUTEIBHBIM (0HAKO uepe3 5—10—20 MUHYT OTIIbIXa UCXOAHAS
KapTUHA TOJHOCTHIO BOCCTaHaBiIuBaeTcs [1, 23];

* YypecnuuegoOHas CMUMYIsiyUs 1eeo2o npedcepousi (MHOOPMATHUBHOCTH
23,2 %) BBI3BIBAECT U3MEHEHUS, HATTOMUHAIONINE CABUTH MIPU TAXUKAPAUU CUMIIA-
TUYECKOTO MPOUCXOKACHUS.

VY GonbHBIX ¢ 3a007€BaHUsAMH cepAeUHO-cocyaucToi cuctembl CPPXX BeTpe-
yaeTcs yallle, YeM Yy JIMI] ¢ dKCTpakapAuaabHO! natonorueil. Cpenn skcTpakap-
IUaJbHOM MaToJOrMU CJEAYeT OTMETUTh: OCTEOXOHIPO3, S3BEHHYIO OOJEe3Hb
KEJyJIKa ¥ IBEHaJIaTUIIEPCTHON KUIIKH, TPHIKY MHIIEBOJTHOTO OTBEPCTHUS AHA-
(parMbl, OCTPBII XONEIHUCTHUT, XpPOHUUYECKUH Oponxwr [1, 5, 23].

[NosiBnenue J-oOpa3HOil BOMHBI MOKET OBITH MPH THIEPKATbIHEMUn [74], a
TaKKe OTMEUEHO Y JIMII, HAXOASAIIMXCS B KPUTHUECKOM COCTOSHHM, HalpHMeEp
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MOABEPTLIMXCS BO3AEHCTBUIO HU3KUX Temmeparyp [63], mpu cybapaxHougab-
HOM KpOBOM3IHAHUM [58], mpu ymmbe uau cMepTH Mo3sra [62].

ITo moBoxy mporunoctuueckoro 3nauenuss CPPX ner egunoro muenus. bonb-
LIMHCTBO MCCIIEA0BATENCH MPU3HAIOT JOOPOKAauYeCTBEHHBIN XapaKTep CHHApOMa
paHHe! penonspu3alum, OTBepras cBa3b €ro ¢ KOPOHapHO MaTonoruen uim Ka-
KuM-1u6o 3aboneBannem cepaua, a DKI npu CPPXK paccmarpusarot kak Bapu-
auT HOpMHI [ 1, 15, 40, 41]; XOTS «TICEBIOKOPOHAPHBINY» MoabeM cerMenta ST Hazg
M303JIEKTPUUYECKON JIMHUEN CHUMYIHPYET KOPOHAPHYIO MaTONOTHIO, a MCEB03Y-
Oer 1’ — OJOKay MpaBod HOXKKM Mmyuka [ mca.

Hannbie 00 aputmorenHoctn CPPXK kpaitHe mpoTHBOpEYMBBI OT OTpHILA-
HUS CBSI3U C HapylIeHUsMHU putMma [20] 10 BOZHUKHOBEHHS ONACHBIX Ul KH3-
HU XKeTynoukoBbIX Taxuaputmuil [50, 89]. B cimyuae nosiBaeHus BONHBI J mpu
TUIOTEPMHUH, YaCTOTa >KEITY/I0YKOBBIX TaXxHMapUTMHH BappupyeT oT 0 70 MouTH
100,0 % [95]. OxnaxneHue Tesa yacTo COMPOBOKIAETCS MOSBICHNUEM CYTIPaBeH-
TPUKYJSIPHBIX HapyIIEHUH puTMa: cuHycoBol Opamukapanu, O-TII [69], putma
aTPUOBEHTPHUKYIAPHOTO COEAUHEHNA [63] 1 HapylLIEeHUH aTpUOBEHTPUKYIISIPHON
npoBoauMocTy [53]. [mnepkanbuueMuss 1 HEBPOJIOTHUECKUE HAPYIIEHHs 0ObIU-
HO He compoBoxaatorca HPC [92, 93]. IIpu CPPX uvacteie CO u mapokcu3Mbl
@-TII nabnrogarorcest moutd y 1/3 6onpHbIX [29]. CTaOunbHbIe HAPYLICHUS PUT-
Ma ¥ MPOBOAMMOCTHU y OOJBHBIX C CEPACUYHO-COCYIUCTHIMU 3a00JIEBAaHUSMU NPU
Hannuuu CPPX Bcrpeuatorcs B 2,4 pasa yalie 1 MOTYT COUETaThes ¢ MapOKCHU3-
mamu CT [39].

[Ipennonaraercs [39], 4ro HapylIeHUs pUTMa U MPOBOAUMOCTH, BO3HUKAIO-
e y mun ¢ CPPX, o0ycrioBneHbI He CTOIBKO CAMUM CHHIPOMOM, CKOJIBKO €r0
«TIPOBOLUPYIOIIEH» apUTMOTEHHONW aKTMBHOCTBIO IPU MAaTOJOTHH CEpJeYHO-
COCYIUCTOM CHCTEMBI, X 3TO HEOOXOAUMO YUHUTHIBATh MPU IUIAHUPOBAHUH aHTH-
apurmuieckoit reparuu (AAT) [6, 8, 9].

HeonnokpaTHO oTMeuanach CBA3b HANOIATHYECKOM BOJIHBI J ¢ ONacHBIMU 1
KHU3HH JKEeTyIOYKOBBIMHU TaxuaputMusivi. P. Bjenegaard [89] npuBoaut ciyuait
YacTO BO3HUKAIOIIUX CHHKOMAIBHBIX COCTOSHUN y 47-1eTHel aMepuKaHKu ad-
PUKAHCKOTO TPOUCXOKICHHUS, TPUUMHON KOTOpbIX Obuta moimMopdHas XKT. P.
Brugada u J. Brugada [54, 55] onucanu 8 namueHToB 0e3 3a0oiieBaHui cepia
C MOBTOPHBIMHU 3MHU30/]aMM BHE3AITHOM CMEpPTH, BBI3BAHHOH >KeIy/I0YKOBOM Ta-
xuKapauen win ¢pudpuusinueid. OHKM TPEANoIOKMWIN BO3MOXKHOE Y4acTHE Be-
reTaTUBHOW HEPBHOW CUCTEMBI U HACIEICTBEHHBIX (PAKTOPOB B reHE3e 3JI0Kade-
cTBeHHOM apuTMoreHHocTH. DKI' HEeKOTOPBIX MAIMEHTOB U3 ATUX UCCIEI0BaHUN
HUMEIOT U3MEHEHUs] KOHEUHOH yacTu Komiiekca QRS, cooTBeTcTBytonme oodue-
MIPU3HAHHBIM KPUTEPUSIM BOJIHBI J.

MexaHU3MOM, OTBETCTBEHHBIM 332 BO3ZHMKHOBEHHE XKETYTOUKOBBIX ApUTMHH
y TIaLMeHTOB ¢ BOJIHOW J Ha (hOHE TMMOTEPMUH, BEPOSITHO, CIYKUT TPUTTEPHBII
aBToMaru3M [68]. B mepenoqHeHHBIX KalbLUeM KIeTKax (OpMHUPYETCs paHHSIS
WM TIO3AHSISI MOCTAENONApU3alMs, SBISAIOIAsACS OCHOBOM JJIs TPUITEPHOH ak-
TuBHOCTH [70]. ¥ manneHToB ¢ uANONAaTHYECKON BOTHOM J pelnpKyIIALNs BOJIHbI
BO30YXX/IEHHS B CTCHKE YKEIyI04Ka, BEI3BaHHAS! T€TEPOTeHHOCTHIO €r0 MUOKap/a,
CKOpee BCEro cBsizaHa ¢ 1ucOanancoM BereTaTuBHOW HEPBHOU cuctemsl [78, 79],
OJTHAKO HE MCKJIFOUEHBI U IpPyrHe MeXaHu3Msl [77].
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Ho ormeueno, 4to He BO Bcex McclieoBaHUsIX Oblia BbISIBIICHA Pa3HUIIA B Ya-
ctote u crpykrype HPC, Bozankaromux y smi ¢ CPPXK, mo cpaBHeHUIO ¢ aHao-
THYHOH rpymoi iu 6e3 atoro cunapoma [4, 20, 37].

Buissnenue npu K1 -o6cnedosanuu CPP mpebyem 6blnonnenus ciedyroue2o
aneopumma:

1. IIpoBenenue paccupoca U (PU3MKATBHOTO UCCICIOBAHUS C LIEIbIO BBISB-
JICHUS] IPU3HAKOB XPOHUUYECKON CepJIeYHON HET0CTAaTOYHOCTH, HAPYILIEHUH cep-
JIEYHOTO PUTMa.

2. ®eHoTHINYECKOE 00CIeI0BaHNUE MMAMEHTA C LEJIBIO BBISABICHUS BHEIITHUX
npusHakoB HeguddepenuupoanHoi CT/I, orieHKa BBIPaKEHHOCTH JTUCTIIA3HH.

3. OueHka cTeneHy BBIPAKEHHOCTH CHHIPOMA PaHHEN PEeroisipU3alti.

4. [IpoBenenue cyrounoro MmoautopupoBanus DKI ¢ €160 HCKITFOUSHUS TTa-
POKCU3MAJIbHBIX HAapYIIEHUH CEepJIeYHOTO pUTMa.

5. IlpoBenenue 3xoKapauOTrpaduu MOKOS C METbI0 UCKIIOUCHHS CKPBITOM CH-
CTOJIMYECKON M JTUACTOIMUYECKON MTUCHYHKIMH MUOKap/a, HAIWYHS PEMOJCITH-
poBanus JIK.

6. Y qmr co cpeaHeil M MakcUManbHOW BhIpaskeHHOCThI0o CPPXX mpu HOp-
MaJbHBIX MOKA3aTeNIX dXOIPaMMBl B IOKOE NMPOBEJEHHUE CTPECC-3XOKapAHorpa-
(hmu ¢ 1IeTBI0 BRISABIICHUS MTPU3HAKOB CUCTOIMYCCKON AUCHYHKITMN Ha GoHE Pu-
3UYECKON Harpy3KH.

[Ipu BeIsSBIEHNMH AWacTONMYecKOod W cuctonmueckor amcdyHkimu JDK n
MIPU3HAKOB €ro peMojenrposanus nanuentam ¢ CPPX cnenyer pekomenaoBath
KOMIIJIEKC MPUHATBIX COBPEMEHHOM KIMHUYECKON MPAKTUKON HEMEIUKaMEHTO3-
HBIX M€p, HAIPABJICHHBIX Ha MPOPIIAKTUKY U JICUCHIE XPOHUYECKON CepIeaHOi
HEIOCTaTOYHOCTH,— ONTUMHU3AIMS TUTAHUS, YIIOTPeOICHHsI COJM U BOJBL, HHAU-
BHAyaHM3aIusl o0beMa (PU3UICCKONW HArpy3KH W OpTaHHM3aIldu o0pa3za >KU3HH;
PETYISApHBIA MEIUIIMHCKAH MOHHMTOPHHT (DYHKIIMOHANBHBIX IOKa3areneil cep-
JIEYHO-COCYUCTON CHCTEMBI.

Takum oOpazom, CPPXK He siBisercs 6ezo0umnbiM DKI'-penomenom, kak
cuuTanock B cepenuHe npouutoro Beka. CPPX BrisgBnsercs y 20 % manneHToB
TEparieBTUUECKOI0 CTaloHapa, Ipeodianas B rpyIne O0JIbHbIX C CEpIeuHO-CO-
cyaucroii narojorueii. CHHAPOM coderaeTcs ¢ Oosiee 4acThIM BOSHUKHOBEHUEM
HaJHKEITyJOYKOBbIX HapyuieHuil cepaeuHoro putMa. CPPX saBnsercs kapauaib-
HBIM MapKepoOM COEIMHUTENbHOTKAHHOW MUCIIA3WU. YBETHMYEHHUE BBIPa)KEH-
HOCTH CHHJIpOMa coueTaeTcsi ¢ 0oJjiee 4acTbIM BBISBICHUEM (DEHOTHIIUYECKHX
MIPU3HAKOB COCAMHUTENbHOTKaHHOM mucmazuu. CPPXK compoBoknaercs yxyn-
LIEHUEM COCTOSHUS LIEHTpaIbHOM reMonnHaMuku. [1o Mepe ycunenus BelpakeH-
HOCTH CHHJPOMA 3TH M3MEHEHHs HAapacTaloT, B OTACIBHBIX CIy4asX MPUBOISI K
MOSIBIICHUIO TIPU3HAKOB XPOHUYECKOH CepieyHON HEelT0CTaTOYHOCTH, Pa3BUTHIO
TUNEPTPOPUUECKOTO PEMOJCTUPOBAHUS MUOKAPIA.
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«BoIpoCcoB MOJIOH MHP — KTO IACT HA HUX OTBET
Omap Xaiiam

IJTABA V. PEJAKHUE
APUTMOJIOT'MYECKHUE CUHAPOMBI

5.1. CHHAPOM BPYTAJIA

B coBpemMeHHOM KIMHUYECKON MeIUIMHE BBIACTICH psijl 3a00JeBaHUN 1 CHH-
JIPOMOB, TECHO ACCOLIMUPOBAHHBIX C BHICOKMM PUCKOM BHE3aIHOI CMEPTH B MO-
aonom Bozpacte. K HuM otHocsares cunnpom BCC mnagenues (sudden infant
death syndrome), cunnpom yanmHenHoro unrepsaia QT, cMHAPOM BHE3amHOM
HeoObsicnuMoii cMmeptu (sudden unexplained death syndrome), apurmorenHas
JHCIUTa3Hs IPABOTO JKEITyA0UKa, HIUoNaTnieckas GuOpHIUIALUS KETYI0UKOB 1
psa apyrux. OqHo U3 Hauboee «3araloYHbIX» 3a00J€BaHUI B 3TOM PAAY — 9TO
cunapoM bpyrana.

B 1992 1. 6pares P. u J. Brugada BnepBble onucany HOBBIH KIMHUKO-3JIEKTPO-
KapauorpaQuyecKuii CHHAPOM, XapaKTepH3YIOIUiics OI0Ka1oi npaBoi HOXKKHI
myuka ['uca, cToiikoil aneBanueil cermenta ST B MpaBbIX I'PYAHBIX OTBEACHUSAX
n BCC [21].

Ipuuunoii cunnpoma bpyrana cuuTaroT MEPBUYHO «IIEKTPUUYECKYIO» 00-
JIe3Hb, CBSI3aHHYIO C HEHOPMAJILHON AIIEKTPOPHU3HOIOTHYECKON aKTUBHOCTBIO B
SMHKApJIE MPABOTO JKEIyA0uKa, 00YCIOBJICHHYIO MyTallell reHa HOHHbBIX KaHa-
n0B (SCNS5A) [29]. C myTanueii 3TOro reHa CBsI3bIBalOT TaKKe HEKOTOPhIC Ba-
puaHThl cuHapoMa yanuHeHHoro Q-T-untepsana [31]. menHo anekTpuueckas
reTEepOreHHOCTD MUKapAa (HO HE SHIOKApa) MPaBOrO KEMyI0uKa IPUBOAUT K
BO3HUKHOBEHHIO TECHO CIIETIJIEHHBIX JKEITYI0YKOBBIX COKpAIllEHUI M0 MeXaHH3-
My re-entry, MpoOBOIMPYIONIUX, B cBot0 ouepenp, KT mim XK. Cemelinble uc-
CJIEZIOBAaHUS MOKa3ajdl ayTOCOMHO-IOMUHAHTHBIN TUI HACJIEeJOBaHUs CUHIPOMA
bpyrana [22, 28, 34].

[IpomexyTOuHBIH HTOT Hccae0BaHUN MOABOAST B OMHOW U3 MOCIEAHUX CBO-
ux paboT camu aBTopbl cuHApoMa bpyrana [20]. OHu cymMMHUpOBaIy CBEIEHHS O
63 nanmeHTax, KOTopble HaOIIOMANINUCh B 33 IIEHTpaxX Bcero Mupa. AHallu3 MmoKa-
3aJ1, 4YTO MOAABJISIONIEe OOJNBIIMHCTBO OOJBHBIX COCTABIISIIOT MOJIOJBIE MY>K4H-
HbI (57 OOJBHBIX, CPEAHUI BO3PACT KOTOPBIX cocTaBmi 38 net). Y 41 u3 HUX B
aHaMHe3e UMeJl MECTO XOTsl Obl OJJMH SMH30/ BHe3anHoi cMeptu. OqHako u3 22
MAIUEHTOB, Y KOTOPHIX BhIABIAINCH Uil DKl -npusznaku cunapoma bpyrana,
3a BpeMs HaOIIo/IeHHs, KOTOPOE COCTABMIIO B cpefHeM 34 Mecsna, y 6 BO3HHUKIIA
KT nnu ©XK. [IpoBeaeHHbIH MeTa-aHAIN3 YOSAUTENBHO MTOKA3all, YTO JUILIb UM-
IUTaHTalKs KapAuoBepTepa-aepuopmiIisiTopa HaIeKHO NpeIoXpaHsia ManueH-
TOB OT BHe3amHoW cMepTH. [IpuMeHeHne amuonapona, 6era-agpeHo0I0KaTOpoB
U MX COYETaHWE HE CHIKAJIM JOCTOBEPHO JIETAILHOCTH (26 %) B CpaBHEHHU C
rpymmnoi O0oIbHBIX, HE TTOTyYaBIInX jgedeHus (31 %).

Knunuueckue nposgnenus cunapoma bpyraga oOHapyKHBaIOTCs Yalle y JIHIL
Myskckoro nona B Bozpacte 30—40 net. IIpuHsaTO cuntarh, 4TO CUHAPOM OTBET-
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ctBeHeH 3a 4—12 % Bcex cinyyaeB BCC. DnuaeMuoaoru4ecKuMy UCCIIeI0BaHUS-
MU B SIMOHUM MOKA3aHO, YTO YacTOTa BcTpeuaemocTu cuaapoma bpyrana ot 0,12
10 0,14 % B oO11eli TOMYISIIH.

OKIT -npusznaxamu cuaapoma bpyrana sBiasioTCs:

* OnmokaJa MpaBoO HOXKKH Iyuyka [mca ¢ ycuieHHOH (aKLEeHTyHpOBaHHOI)
BOJIHOM J B BUJe Hanmuuus sieBauu cerMeHTa ST B ImpaBbIX MPEeKOPAUATbHBIX
orBenienusax (V —V,), 4acTo ¢ mocneayommuM oTpuLaTenbHbM 3yorom T;

* JKEJTYI0UYKOBBIE SKCTPACUCTOIBI C KOPOTKUM MHTEPBAJIOM CLETIICHUS;

* sntu30/161 onumopdHoi KT, ¢ mepexonom B @K B yacTu ciryvaes.

BrisiBiieHre OONBIIMHCTBA IPU3HAKOB TPEOyeT MOHUTOPHOTO KOHTpoJist DKT.
[Tpu oOHapy-xeHuu dneBaryu cermeHTa ST B mpaBbix rpyaHbIX oTBeaeHusx DK,
0e3yCII0BHO, HEOOXOAMMO TIPOBOAUTE JU(PPEPEHIIUAIBHYIO JUATHOCTUKY C CO-
CTOSTHUSIMU, BBI3BIBAIOIIMMHU CXOJIHBIC 3JICKTPOKApIUOrpauIecKue N3MEHEHMSI.
3a0oneBanus, Benylue K 3jeBanuu cerMeHTa ST B MpaBbIX MPEKOPAHAIBHBIX
orBeaeHusx DKI': 6rokasa npaBoi WK JIeBOM HOXKEK myuka [ uca, runeprpodus
MHUOKap/a JIEBOTO JKEIY/I0YKa, OCTPhI MHOKAPIUT, OCTPhI HH(DAPKT MUOKapAA
WM MIIEMUSI MHOKap/la, pacciIanBaroliasi aHeBpU3Ma aopThl, OCTpast TPOMOOIM-
0oNHs JIETOYHOM apTepuH, TMEepPeI03UPOBKA TETEPOIMKIMYSCKAX aHTHCIIPEC-
CaHTOB, MbIlIeYHas auctpodus [ronienHa, atakcus Opuapeiixca, HeOCTATOU-
HOCTb TUAMHHA, TUTICPKATIBIIUEMUS], THICPKAINEMUS, THTOKCUKALIUS KOKAUHOM,
OITyXOJIb CPEOCTCHHSI ¢ OOCTPYKIIMEH BBIXOAHOTO TPaKTa MPaBOrO JKEITYI04Ka,
apUTMOTreHHAs AUCIUIA3HS MPABOTO XKEIyJ0uKa, CHHAPOM YIJIUHEHHOTO UHTEp-
Bana QT, TpeTuil MOJIEKYIIPHO-TEHETUUECKUI BAPUAHT, CHHIIPOM paHHEH pero-
JIIpU3aliH, BAPUAHT HOPMbI, 0COOCHHO Y JIUI[ MY»CKOTO T0JIa.

Ha ocHoBanuu xapakrepa U3MEHEHUN KOHEUHON YaCTH KETyJOYKOBOIO KOM-
wiekca cuuapoM bpyrana nogpasaensercs va Tpu DK -Tuma (tadm. 5.1).

Ta6muma 5.1. OKI-tunsl cuaapoma bpyrana

OKT '-kputepnu Tun 1 Tum 2 Tun 3
DneBanus
1 >2 MM >2 MM >2 MM
TOYKH J
TTOJIOKUTEThHAS
Bomna T oTpHLaTeIbHAs TIOJIOKUTENbHAS

win AByxdasuas

THIIa «CBOOA» THUIIA KCTIMHKH CCIJIa» THUIIA «CIIMHKHA CCIJIa»
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HaunOonpeit nuarnoctuueckoit 3HaanMoctbio obnagaer OKI' tuna bpyrana
la (mnu Tun «OyneTepbepa») (puc. 5.1).
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Puc. 5.1. 3Kl"- T;/m-a «bpyrana -Ia»

WnrepBan QT mpu curnpome bpyrana Moxet OBITh KaK HOPMAJIBHBIM, TaK H
yrauHeHHbIM [ 18]. OgHuM 13 MeTo0B yTouHeHus1 quarnoctuyeckux DKI-kpu-
TEpUEB SIBISICTCA MEpeHoc 3MeKTpoaa V1 u3 TpeTbero Mexpedepbs BO BTOPOE,
OIHAKO 4yBCTBUTEJIBHOCTb 3TOI0 METOJAa HE YCTaHOBJEHA. Taxoke ObII0 mpeio-
xeHo peructpupoBarh JKI' mocie oOMIBHOM €/1bI, YTO TIO3BOJISIET MTOITBEPIUTh
HaJIM4YME CHHIPOMA B COMHMTENIBHBIX CIy4asX Yy MOJOBUHBI MAallMCHTOB. YcTa-
HOBJICHHE TOYHOI'O AMArHo3a y MalMeHTOB ¢ HanonaThdeckoi Guopmsiuneit
KEJTYJI0YKOB M IIPEATNOoIaraeMbIiM CHHAPOMOM bpyrazna Bo3aMOXHO B psiae ciyda-
€B TOJILKO TIOCIJIE POBEIACHUS HPOBOKAYUOHHBIX ICKAPCMBEHHBIX MECMO8 C BHY-
TPUBEHHBIM BBEICHHEM IIPETIApaTOB U3 IPYIIIbI OJIOKATOPOB HATPUEBBIX KAHAJIOB
(atimaniH, qE30TIMpaMul, (GpIeKarmHuI, MpokanHamMum) [23].

Huaznocmuueckumu kpumepuamu A61s10Mmcs.

* [I0SIBJICHUE YKEITYI0YKOBBIX TaXUAPUTMUH;

* ymupenue QRS-kommiekca 6osnee uem Ha 30 % OT MCXOQHOM BEIMYMHBL,

* Tpancopmanusg Mopdonoruu 2-ro u 3-ro DKI'-TumoB B Mopomoruto 1-ro
OKI -Trma;

* MOSIBIICHHME BOJHBI J aMIumuTyoi 6omee 2 MM B oTBeieHus X V1 u/wm V2
v/vnu V3 ¢ HaIM9YueM WA OTCYTCTBHEM OJIOKa bl TTPaBOM HOXKKH Imydka [ 'uca.

Taxue DKI'-u3MeHeHus B OTBET Ha BBEICHUE IIPEnapara ciy>KaT OCHOBAaHUEM
JUIsl TIOCTAaHOBKH JMarHo3a cuHapoma bpyraga ¢ oTcyTcTBHEM THUITMYHBIX KPHUTE-
pueB Ha ucxoanoi JKI. B xone Tecta BO3MOXKHO Pa3BUTHE YTPOXKAKOIINX )KU3HU
xermynoakoBeix HPC, Brirouass @K, uro TpeOyer HEMEUIEHHOTO MPEeKpaieHIs
BBEACHUS Iperapara, NPOBEICHUS PEaHHMAllMOHHBIX MEPONPUSATHHA M Hayana
nH(py3nn n3onporepenona (1-3 pr/mun) [12].

CunkomnanbHble 313061 Wi cirydait BCC MOTyT OBITH €IMHCTBEHHBIM KJTH-
HUYECKUM NPOSABICHUEM cHHApoMa bpyrana. XoaTepoBCKOe MOHUTOPHUPOBAHHUE
OKI' y 3Tux OONBHBIX B psifie CIydaeB BEISBISET HEYCTOWYHMBBIC ATH30IBI T10-
mumopdHoi XKT. XapakTepHbIM SIBISIETCS UX BOSHUKHOBEHHE B HOYHOE BpEMSI.
Ciyuyan BCC yamie Bcero pa3BMBaroTCsl BO BpEMs CHA WM B IPETYTPEHHUE YACHI.
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Cpenu O0NBHBIX C CHHIPOMOM bpyrasa BO3HUKHOBEHHE TAPOKCU3MAILHBIX HAl-
KEITYIOYKOBBIX TaXUAPUTMHUN PETHCTPUPYETCS Yalle, YeM B OOILEH MOmysIuy.
[Ipornoctuyeckast HEHHOCTh MOJIOKUTENBHOTO pe3yiabraTta MHBazuBHoro DMDU
coctasisieT 37-50 %, orpunarensHoro — 4697 % [20].

B xone npoBeneHus MONEKyIspHO-TEeHETUYECKOTO aHalu3a cuHipoma bpyra-
Jla BBISIBJIICHO CIIeTUIeHue 3a0omeBanus ¢ TeHoM SCNSA, Koqupyromum o-Cyob-
eIMHMILy HaTpueBoro kaHana [2]. B HacTosimee BpeMsi uaeHTHGUIUPOBaHO 6O-
nee 100 pa3nuuHbBIX MyTalMi, UMEIOLINX 3HAYEHUE AJI pa3BUTUSI CUHIPOMA, B
naHHoM TeHe. [ToMUMO reHeTH4eckH AeTepMUHMPOBAHHOTO HapyLIeHUs (yHK-
LMY HAaTPHEBBIX KaHAJOB BBISBICHBI MyTallid B F€HAX, MOLYIUPYIOIIUX (YHK-
LMIO0 HATPUEBBIX KaHAJIOB U KOJUPYIOMNX L-TUI cepAeyHbIX KaJbLMEBbIX KaHa-
noB. OiHaKoO TeHeTHYecKas MPUpoa MAaTONOTUH Y OONBUIMHCTBA MALMEHTOB C
¢denorunom cunapoma bpyrana Bce elie ocTaeTcsi HeBbISICHEHHOH.

G. Yan u C. Antzelevitch npeanoxunm obocHoBanue n3menennit IKI' u pas-
BUTHSI KETYIOYKOBBIX TaXMapUTMUK MPH 3TOM CHUHIpoMe. B ocHoBy Obuia mo-
JIOKEHA KJIETOYHAs TEOPHUsl PETMOHAIBHON FeTepOreHHOCTH XapakTrepuctuk [1/],
omnpenensieMas BHyTPH CTEHOK KeTyI0UKOB cep/lia KaK MKy IPaBbIM U JIEBBIM
JKeITy04YKaMH, TaK 1 B TOJIILIE MUOKap/a MEXTy MHUKapIOM, BHYTPEHHUMHU CJIOs-
MU MHOKapaa u sHaokapiaom [18, 30]. Hannune Tpex mpeoOnagarommx THIIOB
KJIETOK — 3MHUKAPAUATIBHBIX, M-KIIETOK ¥ SHIOKapIHAIbHBIX — ABJISETCS OCHOBOM
paznuunii Mmopdonoruu [1]] B pa3HbIX CIOSX U OTAENAX CEpALA.

CymiecTByloye B HACTOSILEE BPEMSI peKOMEHOAYUY NO TeYeHUIO BKIIOUAIOT
Ha3HAYCHUE BBICOKMX 103 XMHHIMHA. 30MpoTepeHon Takke MmokasaH Kak d¢-
(heKTHBHBII Npenapar, CioCOOHBIN MOJABUTh JEKTPHUECKUI IITOPM y OOJBHBIX
¢ cunapomoM bpyrana.

WUmmnnanranus UK/ sBrsiercss equHCTBEHHBIM () (GEKTUBHBIM METOIOM IIPO-
¢unaxtuku BCC. Y beccumnmomnvix nayuenmos nokazaHusimu K UMnIAHmayuu
SIBIISIFOTCS:

 uarynuposanne OXK npu nposenennn OPU B coueTaHNM cO CIOHTAaHHBIM
WM 3aPETHCTPUPOBAHHBIM Ha Mpo0e ¢ OII0KaTOpOM HAaTPUEBBIX KaHAJIOB 1-M TH-
nom OKI' ¢penomena bpyrana;

* MHAYUMPOBaHHBIN Ha mpobe ¢eHomeH l-ro Tuma bpyraga B coderaHuu c
HajauuueM B ceMbe ciydaeB BCC y nui Mosoforo Bo3pacTa.

JIuna, umerome DKI' ¢penomen bpyraga (1-if Tum), MHAYOUPOBaHHBIA Ha
npobax, B OTCyTCTBHE cuMNTOMOB U ciydyaeB BCC B cembe JOMKHBI HAOMIO-
narscs. I[Ipoenenne DO®U n nmmnantanus MK/ B 3TuX cinydasx HE MOKa3aHbI.
Hexoropsie nokycel u MyTaruu B reHe SCNS5SA OTBETCTBEHHBI OHOBPEMEHHO
3a HECKOJIbKO HACIeICTBEHHBIX apUTMOTeHHBIX 3a0oneBanuit: LQT3, cunapom
Bpyrana n 6onesns Jlenerpe [17, 18]. O6cyxxaaercs Takxke, 4To (PEHOMEH «BHE-
3aITHON HEOOBSICHUMON CMEPTH B HOYHOE BpeMs» U CHHApOM bpyraga mMeror
B CBOEH OCHOBE cXOoiHble reHeTnueckue aHomanuu. Cunapom BCC B HouHOe
BpeMs BCTpeyaeTcs y MPakTHUYECKH 370POBBIX MOJIOJBIX MY>KUMH M ONHCAH KaK
3a0oneBanue B FOro-Bocrounoii A3un, gamie B Taunanzae, Anonuu u Ha Ounun-
nuHax. Ero wacrora coctaBmser 2638 ciayuyaeB Ha 100 000 Hacenenus B rof, B
Jlaoce — 1 Ha 1 000 B ron. B Tannanne naBHO M3BECTHO 3a00JI€BAHUE — «CMEPTh
BO BpeMs cHa» [20].
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5.2. BOJIE3Hb (CUHAPOM) JIEHET'PA

Cunnpom Jlenerpa (nauonatndeckuii IByXCTOPOHHUH (hOPO3 HOKEK ITyd-
ka ['mca, n3onmupoBanHas 00JIe3Hb MPOBOASIIEH CHCTEMBI CEp/Ia, UANOIIATH-
yeckass XpoHWYecKas cepaedyHas Onokaga) — TMepBHYHOE (MIMOTATHYECKOE)
HEWIIEMUYECKOe JereHepaTHBHOE JIByXCTOPOHHEE MOPaKeHHWE BETBEW ITydKa
I'mca. Kak mpaBuiio, OHO TIPOSIBISICTCS COYCTAHUEM TIOHOM OJIOKaIbl TIPaBoit
HOXKKHU U IIEPEIHEBEPXHErO pPa3BETBIICHUS JIEBOM HOXKKH Iydka ['nca. bone3nn
Jlenerpa mopakaeT MPENMYIIECTBEHHO MYKYMH MOJIOJIOTO U CPEIHETO BO3pa-
CTa, OJJHAKO CYIIECTBYIOT JJaHHbIE O €€ BOSHUKHOBEHUHU y JETEH M IMOXKIIIBIX
mozeii [14]. Ilpobiema nepBUYHOTO U30JIMPOBAHHOTO MTOPAXKEHUS TIPOBOAAIIEH
CHUCTEMBI cepliia — cuHapoMa JleHerpa — B HACTOsAIIEE BPEMS SBISICTCS O00b-
€KTOM IPUCTAJIbHOIO BHUMAaHUS UCCeaoBaresied u Bpadeil. Ee akTyaabHOCTH
OTIpeZIeNIIeTCsl He TOJIBKO TE€M, YTO OHA ABIAETCS OAHOW M3 IIaBHBIX MPUYUH
BO3HMKHOBEHHS OMAaCHBIX I >ku3HU Opanmaputmuii u BCC, HO 1 TeMm, 4To
MPaKTUYECKH BCET/a MPUBOAUT K HEOOXOAMMOCTH UMILIAHTAIIMH IEKTPOKap-
nuoctumyistTopa (OKC).

Kpowme Toro, 3To 3a0oneBanue, Kak MpaBuiio, HECBOEBPEMEHHO JIHArHOCTHPY-
IOT, TTIOCKOJIbKY OOJBITMHCTBO MPAKTUKYIOMINX Bpadel pacCMaTpHBalOT HapyIie-
HUS TIPOBOAMMOCTH CEp/Iia B IEPBYIO OYEpelb KaK CIECTBHE APYTON KapAHaib-
HOM MaToOJIOTHH, a HE KaK CAMOCTOSTEIbHYIO HO30JIOTHUECKYIO eTHHUITY.

Onudemuonozus. J10CTOBEpHBIX CBEICHHH O paCIPOCTPAHEHHOCTH CHHPOMA
Jlenerpa HeT. B TO ke Bpems CyIIeCTByeT MHEHHE, YTO B SKOHOMUYECKH pa3-
BuUTHIX cTpaHax Ha 100 000 >xuTenell BRIMOMHICTCS HE MeHEe 15 mMImaHTaui
OKC o moBomy 3T0i 60€3HN.

Hcmopus. B 1964 1. dpanmysckuii kapauonor Jean Lenegre Bnepssie oOpa-
THJI BHIMaHWE Ha CIIyYan W30JINPOBAHHBIX CKICPOTUYECKUX U JIETEHEPATUBHBIX
M3MEHEHHUI B JIUCTAJIbHON YacTH MPOBOMISIIEH CUCTEMbI cep/lia 0e3 IPU3HAKOB
aTepoCKJIepo3a KOPOHAPHBIX COCYJAOB M MIIEMHYECKHX M3MEHEHUH MHOKapja.
O06001mas 3Ty CBEIEHUS, OH CJIENall BBIBOJI O CYIIIECTBOBAHUH IIEPBUYHOTO 3200-
JICBaHUS TIPOBOJISIIICH CHCTEMBI Ceplilia, KOTOpoe B (PMHAJIC IPHBOJUT K ITOITHON
aTpuoBeHTpUKYsipHOU (AB) 610Kame. B cepenune 70-x rogoB XX Beka BIICPBBIC
OBUTH BBISBICHBI CEMEHHBIE CIIy4ad XpPOHWYECKOW AMCTAJIbHON M MPOKCHMAlb-
HO¥ noTHON AB-0J10Ka/1bl, YTO MO3BOJIMIIO O0OCYKIaTh BOBMOKHOCTh T€HETHYEC-
CKO# ipupoib! aToro 3adoneBanus. J. Combrink u coaBr., a mozxe W. Steenkamp
OIMCAII Pa3HbIe IKHOAPPUKAHCKHE CEMbH, Y WICHOB KOTOPBIX HaOIIOIaNOCh
MIPOrPecCUpOBaHNE HAPYIICHUS MPOBOAMMOCTH M CIy4daW BHE3AITHOM CMEpPTH.
[Toznuee A. Brink u M. Torrington mpuIig K BEIBOAY, YTO OTIMCAHHBIE paHee Ma-
TOJIOTMYECKHE HapyIIEHUs B IPOBOJISAINEH CHCTEME Cep/Ia BeChMa pacipocTpa-
HeHbl B FOxHOM AdprKe, U BBICIHIIN JIBa OCHOBHBIX UX THIIA, TIEPBBIA U3 KO-
TOPBIX MPOSIBIIAJICS AUCTAIHHBIMU, @ BTOPOH — M TPOKCHUMAIBLHBIMU OJTIOKa/IaMHU.
Haxkoner, coBcem HepaBao D. Corrado u coaBT. MpeiIoKUIN BKJIIOYUTH O0JIE3Hb
Jlenerpa B HOBYO KJTacCU(UKAIUIO KapIHOMHUOIIATHI B Pa3/ie/l KaHaJIOaTHH.

Omuonozcus, namozenes, namomopghonoeus. HemocpencTBeHHOW MPUYUHOM
HapyIIeHHUs TPOBOJANMOCTH NIpU cUHIIpoMe JIeHerpa sBisitoTcst prudpo3 u JereHe-
parys JUCTATbHBIX OTJEJIOB HOXKEK Iy4Ka [ mca 6e3 BOBIeUeHHs B TIPOIIECC MHO-
Kapna u ¢ubpo3Horo octoBa cepaua. [loBpexneHHbIE BOJIOKHA JIOJITOE BPEeMs
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MOTYT COXPaHATh 3aMEJUIEHHYIO TPOBOAUMOCTb. CO BpeMEHEM, OJTHAKO, CTEIIEHb
0J0Kabl HApacTaeT u pa3BuBaeTcs noiHas AB-Omokana [11].

ComnacHO TaHHBIM COBPEMEHHBIX UcclieoBanuii [1, 16] B ocHOBe 3a0omeBa-
HUS JIeKaT IEKTPOPHU3HOIIOTHUECKUE HAPYIIEHHs B KJIETKaX MPOBOILICH cH-
CTEeMBI cepAna, o0ycinoBieHHble MyTanueld reHa SCNSA, KoTupyromero o-cyob-
eIMHHILY TOTEHLMAI3aBUCHUMbIX HAaTpUeBbIX KaHanoB (Navl.5) u ux momynsro-
POB. DTOT I'€H pacronaraeTcst Ha KOpOoTKOM Iuiede 3-if XpoMOCOMBI B o3uiuu 21.

U3zBecTHO, uTO B OPMUPOBAHNY MOTEHIMAJA JEHCTBUS IPUHUMAET y4acTHe
0e1oK. DTOT OenoK UMeeT 4 HaTPHUEBBIX, KANbLUEBBIX M KAIUEBBIX HOHHBIX Ka-
HaJa, HaXOAALIMXCSA B MeMOpaHe KapAnOMHOIUTOB. IMeHHO OHM 00ecTieYnBaloOT
JIBa BaYKHEHIINX CBOWCTBa MEMOpaHBI — CENEKTUBHOCTh M MPOBOAUMOCTH. Ha-
TPHUEBBI KaHaJ BIHSET Ha JACTOISPU3ALNI0 MEMOPaHbI MOCPEACTBOM yCHIICH-
HOTO TIOCTYIUICHUSI HOHOB HATPHS BHYTPb KJIECTKU (MHULHUUPYET dIEKTPHUUECKUI
nMmmynbe). [lpn nHaKTUBaLMK HAaTPUEBBIX KaHAJIOB MX MPOHUIAEMOCTh YMEHb-
LI1aeTcsi, a KaJbLHEBBIX, HA0O0OPOT, yBeIWUnBaeTcs (HocTuraercs ¢asza miaro).
[Tocnenyromast akTHBALMSI KAJIMEBBIX KaHAJIOB 00ECIIEYMBACT CTAIUIO PETIONISPH-
3anuu MemMOpansl [3].

HatpueBslii kaHan KJIETOK MPOBOASILEH CUCTEMBI CEPALIA ABISIETCS CIOKHBIM
MeMOpaHHBIM OEJIKOM, KOTOPBIM COCTOHT U3 IBYX CyObEAWHUI: TpaHcMeMOpaH-
HOM 0- ¥ IUTOIIIa3MaTHYECKOH -CyObeAMHUIIBL. 0-CyObeJUHNIA HATPUEBOTO Ka-
HaJa MpeAcTaBisieT co00l TpaHcMeMOpaHHBIN OesoK, BKodatomuii 2016 amu-
HOKHCJIOTHBIX OCTaTKOB M aCCOLMUPYIOIIUICS ¢ B-cyObequHuLeH. ITOT Oenok
uMeeT 4 TOMOJIOTHYHBIX TpaHcMeMOpaHHbIX qoMeHa — I, 11, 11 u IV, xaxneiii u3
KOTOPBIX COCTOUT U3 6 TpaHCMEeMOpaHHBIX cerMeHTOB (S1-S6). Cermenthl S5 1
S6 00pa3yroT 3amoJTHEHHY0 BOAOW HOH-NIPOBOASIIYIO MIOPY, & JIUHKEP MU KOM-
MAHOBIIMK MEKAY STHMU CETMEHTaMH — BXOAHOE YCThE U CENEKTUBHBIN (DUIIBTP.
[To MHEHHIO HEKOTOPBIX HcchenoBatenei [3, 47], pyHKUMIO caMOro KaHaja Bbl-
MOJHAET 0-CyObeMHUIA, a f-CyObeIMHHIIA JINIIb PErYIUPYET €ro aKTUBHOCTD.

Myranus rena SCN5SA sBisieTcsl MUCCHHI-MYyTalllel, BbI3bIBAIOLIEH N3MeHe-
HUE CTPYKTYpBl KOJOHA M MPHUBOMAIICH K OCTaHOBKE cHHTe3a Oenka. [Ipu sTom
HaOMroaeTcsi CHUKEeHUE (PyHKIMU HAaTPUEBOTO KaHalla, YTO MPUBOAMT K YMEHb-
LICHUIO BO3OYAMMOCTH CEPACYHON MBIIILBI M CKOPOCTH ITPOBOAUMOCTH.

[TepBoe onucanue mytanuu B reHe SCNSA 0bu10 caenano B 1999 r. nipu uc-
CJIeZIOBaHWH OOJBIION (paHIy3CKOI ceMBbH ¢ TIporpeccupyouied 6onesnsio Jle-
Herpa. CrieicTBHEM TaHHOM MyTallUH SIBIISIETCSl CHU)KEHHE (QYHKIIMH HAaTPUEBOTO
KaHaja. Y KaXIOro 4jieHa 3TOM CeMbH C BO3PAacTOM IPOUCXOAMIIO Y/UIMHEHHE
untepBanoB P, PR, QRS, uro npuBoauio k HeodxoaumocTu umrriantanuu IKC
[30, 48].

Crnenyer oTMeTUTh, 4TO MyTaliuu B reHe SCNSA MoryT NpuBOAMTH K pa3BH-
THIO HECKOJIbKHX MaTOJIOTHYECKUX COCTOSHUM, @ IMEHHO K CHHPOMaM Y/UIMHEH-
Horo unrepsana QT, bpyrazna, Jlenerpa, nanonaTuyeckoil GUOPHUIIISALNN KeTy-
JIOYKOB MJTH MX CIIOKHOM KoMOuHaruu [47].

Takum 00pa3om, cuuTaeTcs, YTO CYLIECTBYIOT JBa MEXaHU3Ma Pa3BUTHS TO-
pakeHus MPOBOAALIEH CHUCTEMBI cepaua Nnpu cuHapome Jlenerpa — cTpykryp-
HbII 1 QyHKIMOHAIBHBIN. [Ipu 3TOM HapylieHre (yHKIIUM HATPUEBBIX KAHAJIOB
BeiencTBue MyTtanuid B rene SCNSA, BeposTHO, siBIsieTcss Haubosee BayKHBIM
naroGpU3nOIOrHYECKUM 3BEHOM. B TO ke BpeMsi CTpYKTYpHbIE U3MEHEHHS B ITPO-
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BOJSILEH cUcTeMe cepAla emle B OONbIlell CTeneH! UX yCyryOusiioT H OoAaep-
JKuBaroT [44].

Knaccughuxayus. V13BecTHO 1Ba OCHOBHBIX THMA cuHApoma JleHerpa.

Ilepeswiii xapakTepu3yeTcs MOJHOM OJIOKaI0# MpaBoi HOXKKY myuka ['uca, me-
penHel BeTBU JIEBOM HOXKKHU M KIIMHUYECKHU MPOSIBIAETCS MIPU Pa3BUTUH TOIHOMN
AB-6okazbl TperoOMOPOYHBIMU COCTOSIHUSAME U oOMopokamu 1 BCC.

Bmopoti mun nposiBisieTcst CHHYCHOM OpauKap/uei 1 0J0Ka 0 3alHeH BEeT-
BU JIEBOI HOXKKH IyuKa ['uca. O6a Thma SBJsIFoTCs IPOTPECCUPYIOIIMMHE U HACIIe-
JYI0TCS IO @y TOCOMHO-IOMUHAHTHOMY THUILY.

Knunuuecxas xapmuna. Knuandeckue cumntomsl Oone3nu Jlenerpa mMoryt
MPOSIBIISITHCS. B MOJIOZIOM M CpeiHeM Bo3pacTe. OHU CKyAHBI M HeCTIeUU(pUIHBI.
[Ipu nosiBnennn AB-0110Ka/1bI BBICOKOI CTENEHU Y OONBHBIX HAOMIOAAIOTCS OLLY-
LieHus nepedoeB B paboTe cepAaua, caadocTh, yTOMIISIEMOCTb, TOJIOBOKPYKEHUS,
peaoOMOPOYHBIE COCTOSIHUSL 1 OOMOPOKH, ITPU3HAKU CEPIACYHON HEI0CTaTOUHO-
CTH. Y HHX 4acTO BBICIYIINBAIOTCS TaK Ha3bIBA€MbIN MyIIEYHBIN TOH U pa3BOE-
HUE TOHOB cepaua [7].

[Iporpeccupyroliee HapylleHre TPOBOAUMOCTH MpU cUHApoMe Jlenerpa mo-
JKET MPUBOJUTH K BOSHUKHOBEHHIO TAKUX YIPOKAIOUINX KU3HU COCTOSIHUH, KaKk
KEITYIOYKOBBIE TaXH- M OpaguKapIuy, GUOPHIUIALIUH KETYJOUKOB U aCHCTONHSI.
OTH apUTMHU U OJIOKABI SIBIAIOTCS ITaBHBIMU TpruunHamMu BCC Takux 60MbHBIX
[11].

R. Gray u coaBt. (1976 r.) onucanu ciyyait 6one3nu JleHerpa y mMoionoro
MYKYHHBI, KOTOPasi IPOsIBIsUIach MOJTHOM OJI0KaI0i MpaBoil HOXKKH myyka [ 'uca,
AB-0110Ka10¥ BTOpPOH CTENEHH C HECTOWKUMH 3IM30/1aMu rieproioB Camoriio-
Ba — Benkebaxa.

E. Stephan (1978, 1979 rr.) onncan cembro xutens JluBana, KOTOPbIi UMe
265 moTOMKOB OT 3 eH; y 31 U3 3TUX MOTOMKOB OBbLTH BBISIBIICHBI HAPYIICHUS B
MIPOBOAALICH CHCTEME CepALa, MO0 MOBOAY KOTOPHIX TPEM ObLT MMIUTAHTHPOBAH
OKC. Ilonnas 61okana npaBoii HOKKH ObLIa JUarHOCTHPOBaHa y 12 manueHToB
u3 31,y 7 — HenonHasi, y 6 — monHast O1okazna NpaBoil HOXKKHU cOYeTanach ¢ OT-
KJIOHEHHEM OCH Cep/lia BIIEBO, Y 4 — ¢ OTKIIOHEHHEM OCH BIIPaBoO, y 2 — MoJHas
AB-6nokana. brokazpl, Kak MpaBuiIO, COYETAINCh C CHHYCHOM Opagukapauei, a
TaKke ObUTM OTMEYEHBI IPUCTYIIBEI 00MOPOKOB 1 cirydan BCC.

Crnenyer OTMETHUTH, YTO NIPHUEM HEKOTOPBIX JIEKAPCTBEHHBIX MPENapaToB Mo-
XKET yCyryOUTb T€YeHHE M YCKOPUThH mporpeccupoBanue Oonesnu Jlenerpa. B
YaCTHOCTH, 3TO OTHOCHUTCS K IPOTHBOCYIOPOKHBIM NpenaparaM, aHTHUAENpec-
caHTaM, HEMpOJIeNTHKaM, aHKCHOJIUTHKaM 1 HOPMOTHMHKaM, KOTOpPbIE CIIOCO0-
HBI OJIOKMPOBATh MEJICHHBIE KaJIMEBble KaHAJIbl, HATPUEBBIE U KaJIbLIUEBBIC Ka-
Hanbl L-Tuna, BeI3bIBas X GyHKIMOHAIBHYIO HEJOCTATOYHOCTH [8].

Honornumenvuvie memoowl ucciedosanus. J{nst nnarnoctuku curapoma Jle-
Herpa ucnoib3yrorcsa crangaptHas OKI, ee xonTepoBckoe MOHUTOPUPOBAHUE U
ANEKTPOPHU3HOIOTHUECKOE HCCIICAOBAHNE.

OcHogubim Memooom ouaznocmuxu signsemcest cmanoapmuas OKI'. OHa BbI-
SIBJISIET MMPOKCHMAJIBbHYIO WM AMCTanbHyto AB-Onokany pasnuuHoii crerneHu. B
Hayasie 00JIe3HM Yalle Bcero HalmonaeTcs noxHas OnoKaa npaBoil HOXKKH MMyd-
ka ['mca, B mocnenyromeM NosBiIsieTcs 0OJ0Kaaa nepeIHEBEpPXHETo Pa3BeTBICHUS
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JICBOW HOXKKHU U pexe — 3aJHel ee BeTBU. B pasrap 3a0oseBaHus 0ObIYHO pa3BU-
BaeTCs MOJIHAS TorepeyHas ookana [1, 7].

R. Dhingra u coast. (1979 .) npennoaoXKuiu UCIOIb30BaTh CISAYIONINE KPU-
mepuu 015 ouazHocmuxu 6oneznu Jlenerpa:

* BO3HUKHOBEHHE MPOTPECCUPYIONICH BHYTPHIKEITYIOYKOBOH OJIOKAIbI, TIPU-
Bosillei B (puHase Kk nmosHou AB-0Onokaje;

* okanu3anusi AB-0Onokaspl Hrbke 001ero creoiia nyyka [uca;

* OTCYTCTBHE JIPyTUX OPraHUYECKHUX MOPAKEHUH cepa.

EnuHCTBEHHBIM J1a60pamopuvim Memooom OuazsHocmukyu OOJE3HU SIBIISCT-
Csl MOJICKYJISIPHO-TCHETUYECKOE UCCIICIOBAHUE IS BHISIBIICHUS MyTallUU B T'CHE
SCNSA. Cuuraercs [45], uTo yniyOineHHOMY OOCIEIOBaHMIO JOJIKHBI TTOABEP-
ratbCsi Bce OmmKaiime poJCTBEHHUKY BHE3AITHO YMEPIITUX JIHII.

Juppepenyuanvuoiii ouaernosz. Cunapom Jlenerpa, npexie Bcero, He0OX0Iu-
Mo nuddepernupoBath oT Oone3nu Jlepa. Dta 0ONe3Hb BBIABISETCS, KaK Ipa-
BHJIO, y JIUI] TIOXKHJIOTO BO3pAacTa, Yallle y *KeHIH. BHavarne y naiueHTos ¢ 60-
ne3Hbto JleBa HaOOMa0TCsl MPOKCUMalbHbIe Ookaabl B cucteme ['mca — [yp-
kuHbe. OHaKo B (puHase 3a00eBaHMsl, KaK MPaBUIIO, PA3BUBACTCS UCTATBHBIN
BapuaHT AB-0610kael. OTAMUUTENEHOM 0COOCHHOCTRIO Oose3Hu JleBa sBusieTcst
HaJMYUe CKJICPOTUYCCKUX M3MEHEHUH M OOBI3BECTBICHHE MPEHUMYIICCTBEHHO
JICBOW TIOJIOBUHBI ()MOPO3HOIO OCTOBA CEp/IIla, KOJIell aOPTAILHOTO M MUTPAIb-
HOTO KJIANIaHOB, UX CTBOPOK, IIEHTPAIBHOTO (PMOPO3HOTO Telia MeMOPaHO3HOH 1
BEPXHEH YacTH ME}XOKEITYI0YKOBOH MEPErOPOAKH.

Jleuenue. Tlockonbky ocHoBHBIMU NipruuHamu BCC npu cunnpome Jlenerpa
SIBIISIFOTCS. HAPYIICHUS MPOBOJAMMOCTH, MEIUKAMEHTO3HOE JICUCHUE, KaK Mpa-
BHJIO, HE OKa3bIBaeT MOJOKHUTEIBHO 3(Pdekra. ENMHCTBEHHO BO3MOXHBIA Me-
tox neuenus — umruiantanus DKC. CornacHo pexomernnanusm American Heart
Association, American College of Cardiology u North American Society for
Pacing and Electrophysiology [15] DKC umiuianTupyeTcs npu CIeAyIuX co-
CTOSTHUSIX

* HeycroiunBas AB-Omokana I1I creneny;

» AB-Onokaza Il crenenu 2-ro tvmna;

» AB-Onokana IIl crenenu Ha 1FOOOM aHATOMHUYECKOM YPOBHE, aCCOLIMHUPO-
BaHHAsl C OJTHUM M3 YCJIIOBUH:

a) Opaaukap/us, BO3HUKINAs u3-3a AB-Omokaner,

0) cuMITOMaTU4eCKast CHHYCHasi OpaJIuKap/Ius;

B) 3aperUCTPUPOBAHHBIC MIEPHOJIBI ACUCTONINU JUTUTEIBHOCTHIO 3 CEKYH/IBI U
Oouee;

I') aJbTepHUpYIOLIas OJI0Kaaa HOXKeK mydka ['uca.

[Mockonbky B matorenese cunapoma JleHerpa BeAyIIyo poib UTPAKOT MyTa-
LMY B T€HE, KOJAUPYIOIIEM HATPUECBBIC KAHAJIBI, IEPCIIEKTUBHBIMY CUUTAOTCS Me-
TOJIbl TEHHOU TEpaIiK, KOTOPBIC B HACTOSIIEE BpEMs pa3padaThIBAIOTCS.

Takum oOpa3om, cuHpoM (Oose3Hs) JIeHerpa npeacTaBIsieT HECOMHEHHBIH
MHTEPEC JUIS COBPEMEHHOM METUIIMHCKOM HayKH U ITPAKTHKH, TPEOYFoIIei coBep-
IICHCTBOBAaHKE METOJOB JMAarHOCTUKH, Pa3pa0OTKU HOBBIX CIIOCOOOB JICUEHHUS,
MTO3BOJISIONINX MPEIOTBPATUTh BOSHUKHOBEHUE OMACHBIX JJIs )KU3HU COCTOSTHUH.
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5.3. CHHAPOM AHJAEPCEHA - TABHJIA (LQT?7)

Cunrnpom Anpepcena — TaBuia — penkasi aTONOTHS, XapaKTePU3YIOIascs
MIePUOTUICCKAM TIapaTuioM (THIEpP- WU TUIOKATHEMHYCCKUM), KEITyIOIKO-
BeiMu HPC u aucmopduyecknmu uepramu. Takoit cnenupudecknii GpeHoTUn
0OBSICHIETCSI COYCTAHUEM aHOMAJIUH CKEJIETHOW MYCKYJIaTypbl ¥ MUOKap/a. JIu-
LEBOH JUCMOPGHU3M YaCTO SIBISICTCS KIIIOYOM K AHAarHocTuke curjapoma. C Bo3-
pPacToOM 3MU30/IbI TTapaIda CTAHOBATCS peXke U Kopode BO BpemeHH [43].

Cunanpom Anpepcena — Tapmiia — 3a007eBaHUE ¢ AyTOCOMHO-TOMHHAHTHBIM
THIIOM HACJIEIOBaHUs, accormupyeTcs ¢ MmyTarueii B reae KCNJ2, kogupyromiem
kanueBbld kanan Kir 2.1., OTBETCTBEHHBIH 3a BXOAsIIUA KaaueBbiid Tok 1k1 [1].
Y OOJIBLIMHCTBA NAIIMEHTOB UMEIOT MECTO MHO)KECTBEHHBIE 0COOCHHOCTH PEIIo-
nspu3aruu Ha DKI': crieruduaeckas BosiHa T ¢ MOKAThIM PACTSIHYTHIM HHUCXOJIsI-
IIUM KoJieHOM, mupokas BojiHa TU u nByxdasnas mmpokast BosiHa U (puc. 5.2).

Puc. 5.2. OKI: npu cuHAapome AHzAepceHAa — IOIMMOp(HAS >KEIYJOYKOBas TaXHKapIUs
HETPEePbIBHO-PELINIUBUPYOLIIASL.

Takast ocobernnocts TU BosHBI 00yCiIOB/IEHA YMEHBILICHUEM BXOJSIIETO Ka-
JIUEBOTO TOKa B pe3ynbrate Mytanuu B TeHe KCNJ2. Cnenuduueckas Bormaa U
sBisiercss AnepeHInaIbHO-JUArHOCTUYECKUM IPU3HAKOM, MO3BOJISIOLINM B
pSiAe CIOXKHBIX Ul TUArHOCTHKH CIIy4aeB OTIMYMTH CHHAPOM AHIEpceHa OT
KaTeX0JaMUHEPrHYECKON MOIMMOP(GHON >KEIyIOUYKOBOM TaXWUKapAUW, KOTOpas
accoruupyercs ¢ mytanusamu B kaHainax RyR2 u CASQ2. Onwucansl kak 100po-
Ka4eCTBEHHOE TeueHue 3aboneBanus, Tak u cirydan BCC y 3tux 0ombHBIX [26].

Jleuenue NOMKHO OBITH COITIACOBAHO MEXJy HEBPOIIATOJIOIaMHU U KapIuOJIO-
ramu, OHO HALleJICHO Ha YMEHbILIECHUE YaCTOThI U BBIPA)KEHHOCTHU IIPUCTYTIOB I1e-
puoandeckoro napaianya u koutposs HPC. C nenbio npodninakTHKH MOBTOPHBIX
arak IMEepPUOIUYECKOr0 Mapajnya MPUMEHSIIOT MHIMOMTOPBI KapOOaHTHMApa3bl
(aerazonamua WK AUxJIoppeHaMua), a TakkKe KaauhcOeperaromme Inyper-
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KH — CITUPOHOJIAKTOH WM TpuamTepeH. C 1enbio NPpOQUIaKTHKH JKU3HEYTPO-
KAIOIMX apPUTMHUI HEOOXOIMMO, KaK M TPU JPYTHX BapHaHTaX YIJIMHEHUS WH-
tepBana QT, u3berarb TpUrrepoB (SMOLMOHAIBHBIX M (PU3MYECKHX CTPECCOB),
npemnaparoB, ciocoOHbIX yanuHATh uHTepBai QT. CtanmapTHOE aHTHAPUTMUYE-
CKO€ JICUCHHUE 3aKIIF0YaeTCs B IITUTENBHOM npreMe Oera-0mokaropoB. Cunraercs
ONTHUMAJBHBIM JIepkKaTh BEpPXHEE 3HaU€HUE YacTOThI CEPJIEYHOr0 pUTMa B Ipeie-
nax 10 130 ynapoB B MUHYTY. BriokaTopbl KaJlbHEeBbIX KaHAIOB, TAKHE KaK aMJI0-
JUIUH 1 HUQETUIHH, TaKKe TOKa3alu CBOIO () (EKTUBHOCTD Y psijia MAllMEeHTOB.
Wmnnanranus UK/l nmokasana mamuentam ¢ BeiIcokuM puckom BCC, npu sTom
Tepanus 6eTa-0J0KaTopaMH OCTAETCSl HEOOXOIUMBIM SJIEMEHTOM TEPAITHH.

5.4. CHHAPOM YKOPOUYEHHOTI'O UHTEPBAJIA QT

Cunzpom yropouenHoro natepsana QT (SQTS) — renernueckn 00ycIoBIeH-
HOE 3a00JIcBaHKe, XapaKTePHU3YIoIIeecs: YKOpoueHueM kak abcomotHoro (QT <
300-340 mc), Tak u koppurupoBanHoro (QTc < 320 mc) 3nauenus uatepsana QT,
BBICOKHM, CUMMETPHYHBIM, OCTPOKOHEUHBIM 3yOLIOM T M OOJNBIIMM CIIEKTPOM
HapyuieHu# cepaeanoro putma ot OIT go KA.

O6mopok 1 BCC 00bI4HO CiTydaroTcs B COCTOSIHHU TTOKOSI Wi Bo cHe. OOMo-
pox ipu cuaapome SQT Berpeuaercst menee yacto, ueM BCC, koTopas siBnsieTcs
MEPBBIM MPOSIBJICHNEM 3a00J1€BaHusl y OOJIBIITMHCTBA MAIIHEHTOB.

Huaenocmuueckue kpumepuu SQTS, ocHOBaHHBIC HAa OAJUTBHOM OIICHKE KIIH-
HUYECKUX JaHHBIX U IaHHBIX TEHOTHITMPOBAHUS, IPECTABICHBI B Ta0M. 5.2.

[Ipu 5TOM cuHApOME OTMEUaeTCst ocinabneHne agantanny narepsaita QT k us-
MeHeHnsiM YCC, 1 mo3ToMy ero U3MepeHHs 11eJIeco00pa3HO OCYIIECTBIATh MPH
UCC oxomno 60 B MUHYTY JJIsl HCKITFOUEHUS MCKaKEHUS Pe3yJbTaTOB, BHOCUMBIX
(dhopmyoit koppekiuu bazerra. Heo0X01uMo UCKITFOUCHHE BTOPUIHOTO XapaKTe-
pa M3MEHEeHUi, TaK Kak K yKopoueHHIo nHTepBaia QT MOryT mpuBOIUTH Takue
COCTOSIHMS, KaK THIIEpKaJIbLINEM U], TUTIOKATHEeMHUs, MHTOKCUKAIUS CEepIeUHBIMU
IIMKO3UaMH, alliJ03, TUIIO- WU TUIEePTepMHUsl, iprueM HeKoTopbhix AAT (MUK-
CeNUTHH, TokauHuN). PactipoctpanenHocts SQTS He n3BecTHa.

3a pa3BUTHE TUMUYHBIX KIMHUYECKUX MPOSBICHUI BPOXKIEHHOTO CHHIPOMA
SQT oTBeTCTBEHHBI MyTallUX B 5 pa3IUYHBIX 'eHaX, HA OCHOBAaHUU KOTOPBIX BbI-
JEeISIOT 5 reHoTumnoB curapoMa SQT. DTo MmyTanuu B 3 TeHax KalueBHIX KaHa-
o (KCNQI, KCNH2, KCNJ2) u 2 renax xanpuueBblx kaHanoB (CACNAIC,
CACNB2B). CnenctBueM 3TUX MyTallMid SIBJISCTCS JIMOO yBEJIUYCHUE KOHIICH-
Tpali MOHOB KaJiksl B KIIETKE, JTM0O YMEHBIIEHHE KOHIIEHTPAIUU HOHOB Kallb-
LU, 4TO TMPUBOAMUT K YKOPOUEHHIO MOTEHIMaNa JeHCTBUA B KapAMOMHOIUTAX.
I'enotunsl cungpoma SQT, cBs3aHHBIE C MyTallUsIMH B I'eHaX KaJbIIMEBbIX KaHa-
JI0B, 00s13aTeNIbHO (PEHOTHIUYECKH COYeTaloTCs ¢ cuHApoMoM bpyrana. [Tpume-
HEHHUe XUHUANHA MOKET BOCCTaHaBIMBaTh MpoaokuTesbHocTh QT. EquncrBen-
HBIM MeToioM nipoduiaktuku BBC sBnsiercst umruiantanus MK/

lenernyeckuii aHaIN3, MO-BUIMMOMY, HE HECET JIOMOJHUTEIbHOW HH(OpMa-
LMY B OTHOILIEHUH pucka pa3Butus BBC.

I'enetnueckue ocodennoctu SQTS:

* HH3Kasl IEHETPaHTHOCTb;

* BOBMOYKHOE OECCUMITTOMHOE HOCUTEIECTBO MAaTOJIOTHYECKUX ajliesei;
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¢ OTCYTCTBUC KOPPCIIALUUA MCKAY 'CHOTUIIOM U q)eHOTI/IHOM;

¢ BbICOKAs TCHETUYCCKad r€TCPOrcHHOCTD: 5 I'CHOB, Ooree 5 MyTaI.IPIﬁ;
¢ HacCJICAOBAaHUC ayTOCOMHO-AOMHUHAHTHBIM ITYTEM;

¢ BOBMOXHBI CITIOPAANICCKUC CIyYau.

Tabmuua 5.2. lnarnoctryeckue kpurepun SQTS

I[I/IaI‘HOCTI/I‘IeCKI/Ie KpUTEpUN Bammer

Jmuna QTc, mc
<370

<350
<330

WHTrepBai OT TOUKH J 10 MAKCUMaJIbHOTO
ypoBHs (muka) T <120 mc

W | N

Anamues

Cep/ieuHblil apecT B aHaMHe3€e

Joxymerntuposannas XKT i pubprnisins
JKEITyI0UKOB

[NSREN I NS}

—_

CuHKore 6e3 SBHbIX HPUYHH

MepuaresbHas apuTMus 1

CeMeliHblii aHaMHE3

PoncrBennuku 1C-it u 2C-ii TMHUM POJCTBA,
HMMEIoIINe BEICOKOBEpOSTHBINH SQTS

BHe3anHo HEOOBSICHUMO yMepIie
poxnctBeHHuKH 1C-it u 2C-ii IMHUU POJICTBA

CHHIIPOM MJIaJICHUYECKOM BHE3aIHON cMepTH 1

T'enotun

BeisBiieHa onycaHHas paHee MyTalus 2

MyTanys HeM3BECTHOH 3HAYUMOCTH,
BoisiBiieHHas B rerax KCNH2, KCNQ1, 1
KCNJ2

OrieHka BeposiTHOCTH quarHosa SQTS

Hannune STQS BbICOKOBEPOSITHO 4 u 6onee

Hannumne STQS BbICOKOBEpOSTHO 3

Hamuune STQS manoBeposiTHO 1-2

Pexomenoayuu no cenemuueckomy mecmuposanuro: TE€HETHYECKOE TECTH-
pOBaHWE CIieAyeT BBIMONHATE JIJIsl YTOYHEHUS TMarHo3a y OONBHBIX ¢ HU3KOW M
MIPOMEKYTOTHOH BeposATHOCTRIO Hammuns SQTS. TectupoBanme poacTBEHHUKOB
OOBHOTO PEKOMEHIOBAHO TIPH BBIABICHUH NMAaTOTEHETHYECKONH MyTaIllH Y TIPO-
Oanna.

Pexomenoayuu no npogunaxmuxe BCC: B ensx BTOPUIHONU MPOPUIAKTH-
ku BCC 60npHBIM C AHMArHO30M CHHApoMa ykopodeHHoro mHTepBana QT mpu
HaJTMIUH OCHOBHBIX (hakTopoB pucka BCC (cepacunslii apecT B aHaMHE3€e, CHH-
KOTIe, MHAYIUPOBAHHBIC B X0ne mpoBeAcHuI dHA0-ODU ycroitunBrie reMomu-
Hammudecku 3HaunMBbIe JKHP) pexomennoBana ummurantanus MK/, Haznauenue
XUHUAMHA MOXET OBITh d(()EeKTHBHBIM 17151 cHIDKeHUS pricka BCC y manneHToB
C CHHAPOMOM yKopodeHHoro mHTepBasia QT, eciu BOZMOKHOCTh MMIUIAHTAIHH
UK/ orcyTcTByeT.
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5.5. UI30JIMPOBAHHASI HEKOMITAKTHOCTD
MHNOKAPIA JEBOI'O KEJYIO4YKA

WzonupoBanHast HEKOMIAKTHOCTh MUOKap/ia j1eBoro xenynouka (MHMJDK) —
penkoe 3a0oJieBaHKE CEepALla, HACIEACTBECHHBIN I'eHEe3 KOTOPOro yrouHsercs. B
HACTOSIIIeE BPEMsI €€ OTHOCST K KapAHOMHONIATUSAM U ONPENEIISIOT KaK «HEKJIac-
cuduuupoBanHas kapauomuonarus» [38]. B ocHoBe maronoruu Jiexar Hapy1ie-
HUS SHIOMHOKapIHaJIbHOTO SMOPHOTeHe3a, IPUBOASIINE K Pa3BUTUIO TPaOeKy-
JSIPHOCTH CepAla ¢ IIIyOOKUMH MEXTPAaOCKYISIPHBIMHU IIPOCTPAHCTBAMH.

Knunandeckass cumnroMaruka BapbUpPyeT OT OSCCUMIITOMHOIO TEUEHHsS 10
Pa3BUTHS TSHKEJIOM CTENEeHM cepleyHoil HegoctarogyHocTH. YacToil Mmanudecra-
LUEH SBISIOTCS KEITyJOYKOBbIE apUTMUHU, TPOMOOSIMOOINH M, KaK CJIEICTBUE,
BCC [26, 43]. Ilo nanusiM M. Ritter ¢ coaBropamMu Ha OCHOBaHUH PE3YJIbTATOB
OxoKI" MTHMJIX Bctpeudaercs B 0,05 % cimyuyaeB B momynsinuu. Berpewarores
KaK CHOpaJyecKue, TaKk U ceMeiHble (opMbl, KOTOpble BhIsiBIsIOTCA B 40-50 %
CJIy4aeB JeTCKOM nomynsauuu u B 18 % — cpeau B3poCibIX.

[loka3zano, 4TO MPOTHO3 IpHU MaHU(ECTAUU CHHAPOMA B PAaHHEM IECTCKOM
BO3pacTe 3HAUUTENBHO XyXe. B 42 % ciydaeB neTw He [OKUBaIX A0 S-JIETHe-
ro Bo3pacta. Ilo pe3ynprataM HEKOTOPBIX HCCICIOBAaHHMH OBbLI CIelaH BBIBOJ,
YTO U30JUPOBaHHAsI HEKOMIIAKTHOCTh MUOKap/a JIEBOTO KEyI0uKa y B3pOCIIBIX
MAIMEHTOB SIBIsieTCs B OOJBIIMHCTBE CIy4aeB 3a00JICBAHUEM C ayTOCOMHO-Z0-
MHUHAHTHBIM TUIIOM HaclienoBanus [26]. OOHapyxeHbl MyTauuu B rene G4.5 B
JoKyce Xq28, OTBETCTBEHHOM 3a CTPYKTYpPHBIN Oesok TadazuH.

MonekynsapHO-TeHETUUECKUI aHaIW3 MPOBOAMIICS MPEUMYLIECTBEHHO Y Ma-
LMEHTOB JIETCKOTO BO3pacTa. ¥ B3POCIBIX OOIBHBIX BBISBIISIOTCS CXOIHBIC aHO-
Mmanuu pa3sutus JOK, HO Bkiaa reHeTnYeckux (pakTopoB, B TOM YMCIIE MyTalUi
B rere G4.5, He 10 koHIA m3ydyeH. Mytanuu B reHe Lamin A/C, xoaupyromiem
CTPYKTYPHBIH Oenok memOpaHbl KapanoMuouuToB u reHe Cypher/ZASP, xonu-
PYIOLEM IPOTEHH, SBJISIFOIINNCS KOMIIOHEHTOM Z-II0JIOCKU KaK B CKEJIETHBIX, TAK
U B CEp/ICYHBIX MHOIIMTAX, OBUIN HalJCHbI B ceMeiHbIX ciydasx MHMJIDK, tak
xe Kak 1 npu cemeiHbIX popmax JKMII. Yerkux IKI'-kpurepues cunapoma He
onucano. Berpeuatores OKI'-0coO0€HHOCTH, B TOM YHMCIIE BOJIBTAXKHBIE KPUTCPUH
runeprpodun muokapaa JOK u kpurepun npenBo30yxIeHHS.

Ocno601l OUAZHOCMUKU ATAEMCA DXOKAPOUOZPAPUSL.

B 3aBucumoctn ot Ox0KI' M3MeHeHUIl MO CTENEeHH BOBJIEYEHMS OTAEIOB
cep/ia B MaTOJIOTHYECKHN TMPOIECC BBIJENACTCS Heckoinbko dopm MHMIDK.
Huarnoctuyeckue kpurepun MHMJDK paspaboransr R. Jenni ¢ coaBropamu B
2001 r., K HUM OTHOCATCS: OTCYTCTBHE APYTUX HAPYLIEHUH CTPYKTYpBI CEPALA;
2-cnoiiHas cTpykrypa cTeHkH JDK ¢ TOHKMM KOMIAKTHBIM 3MHMKApAHAIbHBIM U
OoJiee TOJICTBIM SHIOKAPAUAIBHBIM CIIOEM B BHZE TPAOCKYISIPHOW CETH C TIIy-
OOKMMH MEKXTPaOeKyJIIPHBIMU NPOCTPAHCTBAMU. MaKCUMaIbHOE COOTHOILICHHE
HEKOMITaKTHOT'O €JI0S1 K KOMIIAKTHOMY B CHCTOJY >2; IPEUMYIECTBEHHAs JIOKa-
JM3anus NaToJIOTUHU B CPEIHUX CerMEHTax OOKOBOM CTEHKH, B 00JIaCTH BEPXYLIKH
U CPEAHUX CerMeHTax HWkHel creHku JUK; MexTpadekysipHble MpOCTpaHCcTBa
cooOmatorces ¢ nonocTbio JK Ha 0OcHOBaHMY Pe3yabTaToOB LIBETHOTO JOMILICPOB-
CKOTo KapTupoBaHus [26, 43].
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Jlevenue VTHMIDXK siBnsieTcsi cCHMITOMAaTHYECKUM, BKJITFOYAIOIIMM poQuiIaK-
TUKY TPOMOOAMOOIUYECKUX OCIOKHEHUH, KOMIUIEKCHYIO TEPAaIUI0 CEepACUHOM
HEJ0CTAaTOYHOCTH, a Takke npodmiakruky BCC. MetomoM BbIOOpa cunuTaeTcst
nmruianTaus UK. Onucansl cayyan ycrnenHoi TpaHCIUIaHTAIluU CepLia Mpu
Pa3BUTUU TSDKENOUW cepieuHol HepocraTrouHocT y O0onbHbIx UHMIDK. C me-
nbto niepBuuHOM npodmiaktuku BCC BceM manueHTaMm ¢ KapIuOMHUOIIATUSIMHU
3alpEIICHO 3aHATHE COPEBHOBATEIBHBIMU BUJAMHU CIIOPTA.

5.6. APUTMOTEHHAS JUCILIA3ZUS
(KAPIMOMMOIIATHUST) IPABOT'O KEJYIOUKA

ApuTMmoreHHas Auciiasus npasoro xenynouka (AAIDK), nim apurmoren-
Has MPaBOXKETYA0UYKOBas KapJUOMHOINATHS — T€HETHUUYECKH I'€TepOreHHOE Ha-
CIIEZICTBEHHOE 3a0o0lieBaHUE ceplla, xapakrepusylomeecs (GruOpo3HO-KHUPO-
BBIM 3aMELICHHEM MHOKap[a MPEeHMYIIECTBEHHO mpaBoro xenynouka (I1K),
knuHUYeckn MaHugectupytomee HPC B Buzae KemymodukoBOH 3KCTPacUCTO-
muu (JKD) ¥ mpaBOXKeTyI0YKOBOH TaXUKapIuu ¢ BBICOKUM puckoM BCC y muig
MOJIOJJOTO BO3pacTa, a TaKKe CIOPTCMEHOB [48]. ApUTMOTCHHON qucIIa3uei
npaBoro xenynouka B 1977 . G. Fontaine et al. Ha3Banu 3a0oneBaHue, BHISBUB-
1ieecs y TpyMnibl NAalMeHTOB, CTPAJaBUINX PE3UCTEHTHON K MEIUKaMEHTO3HOMN
tepanuu JXXT 0e3 sBHOH cepaedyHO-cOCyAucTOl naTtonoruu. [loke Obuia BBI-
siiieHa cBsizb AJIIDK ¢ HeoObsicaumoii BCC B MooioM Bo3pacrte y JIWIl, He
HMEIOMIMX TPU3HAKOB KOpOHapHOU Oonesnu. Ha ocHoBaHMM pexoMeHIaIuii
Bcemupnoii opranuszanuu 3apaBooxpanenus AJIIDK Obuta oTHeceHa K kKapAHo-
muonarusim [38]. Hacnencrtsennast satuosnorus noaresepxkaaercs B 30 % ciy-
yaeB 3a0oneBanus. ['enpl, orBercTBeHHbIC 32 AIIDK, He 10 KOHIA MACHTH(U-
uupoBaHbl. B Tabn. 5.3 nmpeacraBieHbl MOJICKYJIIPHO-TEHETHUECKHE BAPUAHTEI
AJIITXK, n3BecTHbIE K HACTOSIIEMY BPEMEHH, B 3aBUCUMOCTH OT TEHETUUYECKOTO
nedekra. B OonbIIMHCTBE clyyaeB HaclieAOBAaHUE OCYIIECTBISIETCS MO ayTo-
COMHO-IOMUHAHTHOMY Tumy [12, 42]. B ceMpsiX ¢ ayTOCOMHO-pELIECCUBHBIM
tunoMm HacienoBanus AJIIIK coueraercs ¢ manbpMamiaHTapHOM KepaTtoaep-
MHEH U JIPYTUMHU U3MEHEHUSIMHU CO CTOPOHBI COEIMHUTEIBHON TKAaHU B BUJE
«mepceTIHBIX Bonocy. lannas ¢popma 3abosieBaHUS HOCUT Ha3BaHHE — OOJIE3Hb
Naxos. OHa ObU1a onMcaHa cpeiu JIMl, MPOXKUBAIOLINX HA TPEUYECKOM OCTPOBE
Naxos. MonekynspHo-reHeTnueckuil ananus nokasan AJIIDK — BpoxneHHOe
Hapymenue pazsutus [DK («ancrmasus»).

Teopuu popmuposanus:

* Merabonnueckue 1 OMoXuMHYecKkre Bo3aecTust Ha [1DK.

* Hapymenune «1poneccoB 3a)KUBIEHHSDY MUOKapINTa.

» GopMHUpPOBaHKUE 0YAroB 3aMeJIEHHOTO MTPOBEIECHUS UMITYJILCOB U

o0pazoBaHue cyOcTpara st apuTMHIA IO MEXaHU3MY Te-entry.

» Cumnaruyeckast AeHepBalys 1 00pa30BaHUE «KaTEXOJaMUHOBOM TUIIEpUyB-
CTBUTEIBHOCTH»

* JledexT B reHe, OTBETCTBEHHOM 33 CHHTE3 OEJIKOB: IIAKOTTIOOMH HITH JIECM-
OIJIaKUH.

Tur HaclieIOBaHUS B CEMbE U 3a JIECMOTIIOONH B TpeX ceMbsX (Tabi. 5.3).
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Tabmuua 5.3. HacnenctBeHHble 3a0oiieBaHHMs CO  CTPYKTYPHBIM —MOPAKCHHUEM — CEpIIia,
COIIPOBOXK/IAIOIIKECS HAPYIICHUSIMU PUTMA U TIPOBOJUMOCTH
ApHUTMOTrCHHas ANCIUIAa3Hsl PABOTO XKETyI0UKa
denorun Tun Jlokyc Ten Berok CkeneTHas
HACIIC/IOBAHNUSI MUOIATHS
PuaHoMHOBBIN PuaHoMHOBBIN
AATDKI Al 14924.3 peuenrop (RyR2) peuenTtop B
PuanoauHoBbBIHM PuanonnHoBbIM Mpleunas
AATDK2 ALl 1q42.1-43 peuenrop (RyR2) peuenTtop HCTpodust
ATTK3 ALl 14q12-q22 HewussecTHblii PuanomroBsIi -
perenTop
AZIITK4 ATl 2q32.1-q32.3 | HenseectHbrit PrasonuroBLIi -
peuenTop
AJTITKS AT 3p21.3-3p25 TMEM43 Puanomnonei -
perenTop
AZIITXKG ATl 10p12-pl4 HenspecTHblil PrasonuroBLIi -
penenTop
AJTTKT AT 10922.3 Hemspectnpiii | | AHOMMHOBLI -
peuentop
JlecMmoruTakuH 3
AJITDKS ALl 6p24 (DES) JlecMOIUTaKuH
ATDK9 ALl 12pll TTnakoxunmH-2 TTnakoxunuu-2 -
) JlecmorenH-2 ) B
AZIDK10 ALl 18ql2.1-q12.2 (DSG2) JlecMornens-2
JlecMokouIHH-2 ) B
AITDKI11 ALl 18q12.1 (DSC2) JlecmorenH-2
AIDK AP 17q21 [naxornoGus TTnaxornoOun -
q (PLAK)
ANIDK AP 14g-24q Hewussecrhblii ITnakornobun -
Jlecmornunakun 7
AJITDK AP 6p24 (DES) JlecmonnakuH
Naxos ITnaxorno6un
GoresHE AP 17921 (JUP) TInakornobux -

ITpumeuanue: AJl — ayTOCOMHO-OMUHAHTHBII; AP — ayTocoMHO-perieccuBHbIi. |

[Mo knmHUYecKol KapTHHE BHIACIIOT 4 Tundabie hopmbl AITDK [13]:

* ckphitas popma, mpu kotopoit BCC Benenctere XK siBisieTcst mepBbIM Mpo-
SIBJICHHEM 3a00JIeBaHMS;

* apuTMHUUEcKas (opMa, XapaKTepH3YIOMIAscsl HATMUYUEM JJOKYMEHTHPOBAH-
HBIX KeTynoukoBbix TaxuaputMuii (JKOC u XKT) ¢ konpurypammeii KoMruiekca

QRS 1o Tumny 6s0Ka bl ICBON HOXKKH my4kKa ['mca;

* (hopmMa c CUMITOMaMH CPEIHEH CTETeHU TSHKECTH, TAKUMH KaK MPHUCTYITbI
cepaieOuenus, 00b B 00JacTH cep/Iia;
* opma, MPOSIBIISIOIIASCS CEPIEUHON HEJOCTATOYHOCTHIO, TPEUMYIIIECTBEH-
HO TIPaBOXKETyIOYKOBOH, ¢ HamugueM min orcytcteueM HPC.
Haunbonee wacteiMu niposiBnernssiMu AJITDK sSBISIIOTCS jKeITyI0UKOBbIEC apHT-

mun ¢ OKI-mopdosorueii no Tty 610Kazpl 1eBOH HOKKH mmydka [uca; Ha KT
HUMEIOTCSI I3MEHEHHMS ICTIONSIPU3AINN M PETIOISIPU3AINN MAOKAP/IA JKETYI0YKOB,

107



HaCHe}lCTBCHHBIC ApUTMOJIOTUYECKHUE CUHPOMBI:
TNPUHIUINBI JUATHOCTUKU U JICYCHUSA

BBISIBIISIEMbIC B MPaBBIX MPEKOPANANBHBIX OTBEICHUSAX; HAPYILIEHHUS M00aIbHOM

W/WIN JIOKAJTBHOM COKPATUMOCTH TPABOTO KETYyJ04YKa U U3MEHEHHS CTPYKTYpPbI

ero Muokapza no AanHeM OX0KI' 1 MarHUTHO-pE30HAHCHOHM TOMOTpa(HH.
Juarnoctnueckue kpurepun AJIIDK npencrasnens! ke [12].

Kpurepun nuarnoza AAIDK

1. Iobanvhas unu pecuonanvras OUCQYHKYUA U CMPYKMYPHbLE U3MEHEHUS]
BOJIBIIINE

3HaunTeNbHAS TUIIATalus U CHIDKEHHE (hpaKkIuy BRIOpoca

IDXK mpu orcyTeTBUE (MK He3HAYUTEIbHOM) BoBiIedeHus JOK.

* JloxanbHble aneBpu3Mbl [1K (akiMHETHYHBIC WK JJUCKUHETHYHBIE 00JIACTH C
JINACTOJIMUECKUM BBIOYXaHUEM).

* 3HaunTenbHas cermMentapHas aunaranus [DK.

MAJIBIE

* Ymepennas gunatanus [DK wim camxenne gpakiun Beiopoca IDK mpu HOpMagpHOM
JIK.

» YMepeHHast cerMmeHTapHas nqunatanus [DK.

* PernonanpHast quckunesus [DK.

1I. Xapaxmepucmuxa mkanu cmeHox

BOJIBLION

* ®UOPO3HO-KUPOBOE 3aMEIICHHE MUOKAP/Ia MO IaHHBIM dHIOMUOKAPIHaIbHON
ouorcum.

1lI. Hapywenus penonspuzayuu

MAJIbII

 MuBepcus T-BoHBI B MPaBBIX MPEKOPANATBHBIX O0TBeneHIIX (V2 u V3) (ams muig
crapiue 12 jiet; npy OTCYTCTBUU OJIOKaIbI NPaBOM HOXKKH 1. ['Hca).

1V, Hapywenus oenonapusayuu/ npogedenus

BOJIBIION

* DTICHUIIOH BOJIHBI MK paciupenne kommiaekca QRS (>110 mc) B mpaBbIx
IpeKopAnanbHbIX oTBeneHusIX (V1 —V3).

MAJIBII

* [To3gHne moTeHnMaIb JKkey1oukoB (curnan-ycpennennast OKI).

V. Apummuu

MAJIbIE

* XKenynoukoBas Taxukapaus ¢ DKI'-mopdosnorueit 6;10kaabl 1€BOW HOKKH I1.
I'nca (ycroitunBas n neycroituusas) (OKI, monuropupoBanue IKI" o Xonrepy,
HATPY304YHBIE TIPOOHI).

* Yacras xemygoukoBast 3kctpacuctonus (>1000/24 u) (morutopuposanue DKI mo
Xonrepy).

VI. Cemetinviii anamnes

BOJIBIION

» HaciencTBEHHBIN XapaKTep NaToJ0Tuy, MOATBEPKIECHHBIN ayTOIICUEN WIIH ITPU
oreparuu.

MAJIbIE

» CemeliHbIN aHAMHE3 BHE3AITHOI CMEPTH B MOJIOZOM Bo3pacte (<35 seT)
peanonokuTenbHo Beneactaue AJITTK.

» CeMeifHbII aHaMHe3 (KITMHUYECKUI TMarH03, OCHOBAHHBIH Ha MPEJICTABIEHHbBIX
KPUTEPISIX).
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Kak um npyrume cxomHble HacieICTBEHHBIE apUTMOTEHHBIE 3a00JieBaHuS,
AJIDK renernuecku rereporeHHa. Myranus B rene RyR2 oOHapy»xkeHa Takxe 1
IIPU Ipyroii BHILICOITMCAHHON MaTOJIOTHH — KaTeXO0JIAMHH-3aBUCUMOM JKeITy10u-
KOoBOM Taxmkapauu [1]. He uckimoueHo, 9T0 KaTexoJIaMHH-3aBUCHUMAsT JKETyI0U-
KOBasi TaxWKapIusl ayTocOMHO-penieccuBHast ¢popma AJIIIK — annensHoe wiu
onHO U To ke 3aboneBanue. Jleuenne AJIIDK cknmaapiBaeTcs U3 cUMITOMAaTHYE-
CKOH Tepanuu cepAevyHON HEeAOCTaTOYHOCTH, IPENIOTBPALICHUsI TPOMOOIMOOIH-
yeckux ocsoxuennii u BCC, a Takxke KareTepHO# abialuy apuTMOT€HHOM 30HbI
B IpaBOM >kenynouke [13].

Hnempymenmanonas ouaenocmuxa AJIDK: OKI'; DOU; pentrenorpadust
opranoB rpynHo#t kieTku; OxoKI'; SIMP; paguonykmuaHas BU3yaId3aIlus; aH-
ruorpadus [DK; snnomuokapauagbHas OUOIICHSL.

Huaenos A/[IDK cTaBuTCs IpU OLIEHKE OOJIBIINX U MaJIbIX KPUTEPUEB.

bonvuwue:

* BolpakeHHas awinatauus 1 OB IDK npu oTcyTCTBUM MM MUHUMAJIbHOM
BosieueHun JIK;

* JIOKaJbHble aHeBpU3MbI 1 DK

* 3HaYMTEIbHAsI cerMeHTapHas qunatanus [DK.

Manvie:

* KT c mop¢onorueit BJIHIII (ycroitunBas nim HeycToi4unBas);

* gactas XKD (6omee 1000/cyT);

* CEMEIHBIN aHAMHE3;

* ymepennast qunaranust [DK n/wm [1OB npu Hopmansnom JIK;

* yMepeHHas cerMeHTapHast qutatanus [1DK;

* peruoHanbpHas runoxkunesus 1DK.

Kpumepuu ouacnocmuxu A/JIDK:

2 Oompmmx KpuTepus; 1 OONMBIIOH + 2 MallbIX KPUTEPHs; 4 MaIIbIX KPUTEPHSL.

Jleuenue AJJIDK:

* MeankaMeHTO3HOE — COTaJIoj, aMHOJapoH + OeTa-0oKaTop, BeparmaMui+
Oera-610kartop (83 %).

* PagnouacrorHoe xarerepHoe paspymenue cyocrpara KT (70-80 %).

» mnnanTanus kapauoseprepa-aeduopuiisTopa.

5.7. KATEXOJIAMUH-3ABUCUMAS
KEJTYJTOYKOBASA TAXUKAPIUSA

KarexomamuH-3aBHCHMas JKENyJOYKOBasT TaxXUKapaus — TE€TEpPOTEHHOE Ha-
CIIEZICTBEHHOE 3a00JIeBaHNE, XapaKTepu3yolleecs HHIYyIHpyeMol (pr3maeckum
WU SMOITMOHABHBEIM CTPECCOM NByHANpaBlIeHHOW WM mommMopdHor KT
(puc. 5.3), 6p1cTpO TIEpexoasIei B GUOPHUIUIAIHIO KETYIOUKOB, C BBICOKIM PHC-
koM BCC, npu koTopoM 00HApYy>KEeHBI TeHETHUIECKHE TePEKTHI KaJbIHEBOTO Ka-
Hana [12, 48].

Ha ¢one crHycoBOM TaXUKapIUH PETHCTPUPYIOTCS 3Bl HEYCTOHIHBOM T10-
TUMOPGHON JKEITYOIKOBON TaXUKaPIUH, OMUHOYHBIC U TTapHBIE KETyT0UYKOBBIE
9KCTPACHUCTOIHI.
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Puc. 5.3. ®parMeHT X0ITepOBCKOr0 MOHHTOpUpOBaHUs pedeHka 10 JieT ¢ KaTexollaMuHepraIecKoit
TTOTMMOP(HOI KETYTOUKOBOH TaXUKapANuEH

Haunbonee xapakTepHbIM €€ MPU3HAKOM SIBJISIETCSI CTPECC — UHIyIUpyeMast
KT, Bo3aukatomas y 80 % O0nbpHBIX Ha (pOHE TIPEIIIECTBYIONICH CHHYCOBOM Ta-
xukapaun [42]. CuMmntoMsl garie MaHU(BECTHPYIOT B Bo3pacte 7—8 net [42]. Ot
OonpHBIE Tak ke, Kak 1 manueHTsl ¢ CYNQT, Hepenko niuTeasHO HAOM0Aa0TCs
HEBPOTIATOJIOTAMH U MOIYYaroT 0e3 3 deKTa mMpoTHBOCYIOPOKHYIO Tepanuio. Ha
OKT BHe mpucTyNa, Kak MPaBUiI0, PErUCTPUPYIOTCS OpaJiuKapus 1 HOpMaJbHbIC
saagenns QTc. Peakmus na crpecc-tect B Buae pa3Butus nonumopgHoii XKT sB-
JISIETCSL B BBICOKOW CTENIEHH BOCITPOU3BOIAMMON, & CaM TECT CIYKUT KITFOUEBBIM B
JIMAarHOCTHKE 3a00J1eBaHmsl. XapaKTepHO MPOrPECCUBHOE HapacTaHUe apUTMHUYe-
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CKUX CHUMITOMOB — OT €IMHUYHOH MOHOMOP(HOH KeTyI0YKOBOH IKCTPACUCTO-
JIUH K OUTUMEHUH, TIOIMMOPQHOH SKCTpacucTonuu 1 nonumopduoit XKT.

B Hacrosiiee Bpemsi WACHTH(QHULUMPOBAHBI ABa TEHETUUYECKUX THIA, OTBET-
CTBEHHBIX 32 Oosee yem 50 % cirydaeB qaHHOTO 3a00neBanus |13, 48].

[TepBsiii THIT — ¢ ayTOCOMHO-JOMHUHAHTHBIM THUIIOM HacJ€0BAaHNUs, BbI3bIBAIO-
uiics MyTaluel B TeHe, pacioiokeHHoOM Ha xpoMmocoMme 1 (1g42—qg43), otser-
CTBEHHOM 3a PUaHOAWHOBBIN peLenTop.

Bropoii Tun — 3aboneBanue ¢ ayTOCOMHO-PELECCUBHBIM THIIOM Hacjea0Ba-
HUs, IPU KOTOPOM BbIsIBIEHBI MyTaluu B reHe CASQ2, pacronoxkeHHoM Ha 1-i
xpomocome (1p11-13.3), kopupyroem KaabCUKBeCTpHH (Taodm. 5.4).

Tabnmuma 5.4. MonekyasipHO-TeHETHYECKHE BapHAHThI IEPBHYHBIX AJIEKTPUYECKUX 3a001eBaHHN
cepana

Karexonamun-3aBucumast JKCITYOYKOBast TaXUKapaAusd
o "
Jlokyc . Tun W3menenne Yo ALy neteit
Bapuanr T'en/6enkoBbIi IPOTYKT C JJaHHBIM
XPpOMOCOMBI HacJICAO0BaHUs | HOHHOI'O TOKa
TCHOTHIIOM
CPVTI | 1g42.1-g43 RyR?2 puanomsoseiii ALl ICaLt 65
perenTop
CPVT2 1p13.3-pll CASQ?2 kanbCUKBECTPUH 2 AP ICaL1 5

TIpumeuanue: AJl — ayTOCOMHO-IOMUHAHTHBIIT; AP — ayTOCOMHO-pELIeCCUBHBIN;

Knuandeckn o6a Tuma He pa3IMyaroTcs, HO IPH ayTOCOMHO-PEECCUBHOM
tune Manudecranus cumntomoB u ciydyan BCC mpoucxoasar B Gonee panHeM
BO3pacte — 70 7 JIET, UMEEeTCs CKIOHHOCTh K CHHYCOBOW Opamukapauu [38, 48].
[Ipu oTCyTCTBUM JIeUeHUSI CMEPTHOCTh OueHb Bblcoka U pocturaer 30-50 %
Bo3pacty 30 ner [42]. [Ipu 3TOM uem paHbllle KIMHAYECKas MaHU(ecTaus 3a-
OoneBanusi, Tem Oosiee Bbicok puck BCC. bera-61okaTopsl (Hamoomn, KOHKOP,
aTEHOJIOJ, TPOIIPAHOIION) SIBISIOTCA 00s3aTENbHBIM KOMIIOHEHTOM MEIHKaMeH-
TO3HOM Tepanuu O0onbHBIX ¢ nonumopdHoi KT, OHM CyLIECTBEHHO CHMXKAIOT
puck BCC. DddekruBHbIE 10361 ITUX NPENAPATOB, KaK MPaBHUJIO, B 2 pa3a BbIILIE
TakoBbIX y OonbHBIX ¢ CYUQT. Hanbonee a3 GeKTrBHBIM NpenapaTtoM SBIsieTCs
Ha/107101 (KOprapa), K COKaJeHHUI0, He 3aperHCTPUPOBAHHBIN I TPUMEHEHUS
B Haweil crpane. Kak npaBuiio, y Takux OONbHBIX 3P EeKTHBHA TOIBKO KOMOU-
HUPOBAaHHOAs! aHTHAPUTMHUYECKas Tepamnusi, Ipu 3TOM K OeTa-0iokaTopy 100aB-
nsetcs eme oquH AAII ¢ yueToM ero BO3MOXKHOTO BO3JIEHCTBHS Ha TPUTTEPHbBIE
(akTophl, Takue Kak CyNpaBEHTPHUKYJSpHbIE apUTMUU. B KauecTBe BTOpOTro
AAII y nmu mostozoro Bozpacta 3(h(heKTHBHBIMU MOTYT OBITh MEKCHIIETHH, ITPO-
nad)eHOH, aMHOJapOH, BepanaMui win staimsus. [lognepxusaromas go3za AAILL
omnpeznensercs nHauBUAyansHo. [Ipu yBenuuenun untepsaia QT Oonee uem Ha
25 % ot ucxoansIx 3HadeHui npenaparsl 1 kmacca ormenstores. Bee 6onbHbIe
¢ nosmmmopdubiMu KT, kak u manuenTsl ¢ CYUQT, 10KHBI HAXOAUTHCS HA MO-
HUTOPHOM HaOITIOAEHUH C KOHTPOJIEM YMCIIa U BEIPQXKEHHOCTH MHIUBHUIYaTbHBIX
¢axTopoB pucka passurusi cunkone u BCC. KommnekcHas Tepanusi cauraercs
3¢ PeKTUBHOMN, ecir OHa MO3BOJIsIeT n3bekarh peunanBoB JKT, HOHU3UTH Kilacc
KEITYI0YKOBOH apUTMHUH, YMEHBLIUTB YHCIIO MOAUPUIMPYEMBIX (DaKTOPOB pUCKa
cunxorie 1 BCC. C uenbto nokazarenberBa 3Q(GEKTUBHOCTA aHTHAPUTMHYECKOM
Teparuy peKOMEHIyeTCsl MOHUTOPUPOBATh IHEBHBIE 1 HOUHbIe TapameTpsl YHCC,
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JUINTENBHOCTH Nay3 PUTMA, U3MEHEHUE LIUPKaJHOCTH apUTMHUH O] IEHCTBUEM
AAII, npyrue HapylieHus puTMa 1 npoBoauMocTH. [IpoBoauTtcsa auHaMuueckuit
KOHTPOJIb TapaMEeTPOB LIEHTPAIbHON reMoinHaMUKH 1Mo faHHbIM OX0oKI' Ha cu-
HYCHOM PHUTME W B 3alllax apuTMud. Pa3zBuTHe Ha QoOHE Teparuy CHHKOMAIb-
HBIX aTaK, HAJIMYMe KPUTHUYECKOM CHHYCOBOW OpaauKapAnuu, OrpaHUYnBaroIeit
BO3MOYKHOCTH MOCIEAYIONIEH aHTHApUTMHUUECKON Teparnu, a TakKe COXpaHeHHe
Ha (OHE JeUYeHHUs] BBICOKOW cremeHn pucka pa3sutusi BCC sBisitoTcs: mokasa-
Husivu K umriantanun UK. TIpu BeIsIBIEHHN TPUTTEPHBIX (PAKTOPOB PAa3BUTHS
KT noaxmroyaroTcst pesKUMBbI X KOHTPOJIS B UMIIAHTUPOBAHHBIX YCTPOMCTBAaX
(pexuM aHTUTAXUKAPAUTHYECKON cTuMymsiuu u 1p.). Ummnnantanus UK ve
MPOBOAUTCS OONBHBIM € YacTbiMK dnr3oaamu JKT niu pu pa3BUTHHN Y OONBHBIX
¢ JKT 4vacTeIX 3MM3010B CYNpPaBEHTPUKYJISIPHONH apUTMHUH C BBICOKOW 4acTOTOM
putMa (6onee 200 B MHH), Tak Kak B 3TOM Cilydyae HEM30EKHBI yacTble cpada-
TBIBAaHHS aHTUAPUTMHYECKOTO MMIUTAHTHPOBAHHOTO ycTpoiicTBa. Heobxomumo
B 9THX CJIy4asX MaKCHMaJbHO HCIIOJIb30BaTh JOMOJHUTEIbHBIE PECYPChl aHTH-
ApPUTMHYECKOH Teparnuu, B OCJIeTHHE TObI ToKa3aHa 3(h(HEeKTHBHOCTD JIEBOCTO-
POHHEH CUMIATAIKTOMHH.

5.8. CHHAPOM «HEMOI'O ITPEACEPIUS»

OTO MOHATHE MOYKET TPAKTOBATHCS TOCTATOYHO HIMPOKO M BKIIOUAET TPHU CH-
Tyalyu:

* OTCYTCTBHE MEXAHUYECKON CUCTOJIBI PEACEPAUI IIPU COXPAHEHHOM CHHYC-
HOM pUTMe (Yaliie BCero B MepBbIe JHH MOCIIe BOCCTAHOBJIEHUS CHHYCHOTO pUTMa
y OonpHBIX ¢ PII);

* NPOBEJECHUE CHHYCHOTO uUMIynbca K AB-y31y 0e3 MONHOIEHHOro BO30y-
KJICHUS TpeacepaAnii (Tak Ha3bIBaeMblii CHHOBEHTPUKYIISPHBIN PUTM);

* TIOJIHBIA 2NEKTPUYECKUI Napajind NPeJCEepAHA ¢ OTCYTCTBUEM CHHYCHOI'O
HMILYJIbCA U OTBETA HA SHJOKAPAUAIBHYI0 CTUMYJISLIHIO.

5.9. U30JIMPOBAHHAS
®UBPWLIISILIMSA TIPECEPIUIA

Brepseie E. Phillip u S. Levin B 1949 1. cooOumiu 0 BO3MOKHOCTH Pa3BUTHS
napokcru3MoB ¢pubpuusinun npexncepauii (OII) y mroneid, He UMEIOIUX KaKUX-
6o 3a0oneBaHuil cepaua, Kpome camoii TaxuapurMuu. Yepes 5 ner W. Ewans
u P. Swann (1954) pexomennoBanu Ha3bIBaTh Takylo (GOpMy MHperCcepAHON Ta-
xuaputmun «lone auricular fibrillation», T. e. n3onupoBanHol GuOpMILIILKEH
npencepauii. [Tozxe E. Davidson u coaBr. (1989) pekomeH0BaIN NPUMEHSTh
9TOT TEPMHH TOJIBKO y TeX OOJBHBIX, KOTOPbIE COXPaHMIN HOPMaJIbHBIE Pa3Mephl
JIeBOTO Tpecepans (nepeane3aannii nuameTp <4,0 cm).

Cemetinas gopma Quopurnayuu npedcepouti. PuOPHIIAIUSL TPEACEPIU
(®IT) conpoBokaaeT psii OpraHMdecKux 3adoneBanuil cepaua. Ha nomo nano-
MaTU4eCKOW M30JIMPOBAaHHOM (HopMbI mpuxonuTcs ot 5 xo 15 % cioyvaeB B mo-
MyNAUUd. AHaJIU3 JaHHBIX, OJTYYEHHBIX IPU MPOBEACHUH (PaMUHIEMCKOTO HC-
clleIoBaHus, BBISIBUIL, uTo Hanmune @I y poanTeneil moBbIaeT pUCK pa3BUTHS
@Il y nerei, onpenensisi ee HACIECACTBEHHYIO NPEIPACIONIOKEHHOCTb. BriepBrie
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cemeiinas opma 3aboneBanus onucana B 1943 . C 1996 1. no HacTosimiero Bpe-
menu P. Brugada ¢ xomreramu ommcanu 10 cemeii ¢ ayToCOMHO-TOMUHAHTHBIM
TUIIOM HACJIEOBaHMS U BBIIBUIM clerieHne cemeliHoi (opmbl PII ¢ mokycom
Ha xpomocome 10 (10q22), omHako reH, OTBETCTBEHHBIN 3a 3a001€BaHKe, elle He
HaiaeH. Taxke onucaHa ceMbs U3 34 4enoBeK, MpU NPOBEISHUH MOJIEKYISPHO-
TFEHETUYECKOTO HCCIIE0BaHMsI B KOTOPOM BBISBIEHO CLEIUIEHHE C JIOKYCOM Ha
6-it xpomocome. Ilpu nccienoBannn ogHol ceMbu B Kurtae ¢ n3onupoBaHHON
¢dopmoii ®II naiinena myranus B rene KCNQ1 (KvLQT1), xoropas nmpuBomuT K
YCHJICHUIO (PyHKIMHU MEIJICHHOTO KaJJMEeBOT0 KaHaja, BEI3bIBAsl YKOPOUSHHE MPO-
nomwxurensHoctd [1J1 1 addexTrBHOTO pedpakTepHOro mepuoaa mpeacepuus,
xapakrepHbIx 1 PII. Ormeueno ucxonnoe yruHenne untepsana QT Ha DKI
y 9TuX OonbHBIX. HemaBHO MOSBUINCH pabOThHI C yKa3aHWEM Ha HaJlU4ue MyTa-
it B renax KCNE2 u HERG B cempbsx ¢ @I1. Cneunduueckoro nedeHust Ams
cemeiiHol (opmbl He pazpaborano. [lonxop! K Tepanuy aHaJIOTHYHBI TAKOBBIM
npu npuodpetenHoi popme DIT [48].

B name Bpemst TepmuH «uzonupoBanHas @I» Hepeako BcTpeyaeTcs B JIUTe-
patype, X0Td ¢ HUM KOHKYPHUpPYIOT Takle HaMMEHOBaHMs, KaK HIUONaTHYeCcKas,
¢dbyHKIMOHANBHAS WK GUOPHILTALMS TPEACEPAUi HEM3BECTHOM MPUYHHBIL.

[To coBpeMeHHBIM CTaTUCTUYECKUM JAaHHBIM 10 72 % ciy4daeB NMpUXOAUTCA
Ha J1071t0 HepeBMmarndeckod (HeknarnanHoi) PII, u mums B 18 % ciyuyaes npu-
YHHOW apuTMUH CIyXaT peBMaTuyeckue nopoku cepaua (Lok N., Lau C, 1995)
[37]; y 10-30 % OonbHBIX HE ymHaeTcs HalTH Kakue-T1u00 OYeBUIHBIC OOBsICHE-
Hus Bo3HUKIIEH y HUX OII. Mexny KIMHMLIHCTAMHU CYLIECTBYET COIVIacHe IO
MIOBOAY TOTO, YTO UAMOMNAaTHYECKOl cienyeT Ha3biBaTh DI, koTOpas BOZHUKaeT
y JIHLl, CBOOOJHBIX OT peBMaTH4YeCcKoi Oonesnu cepaua, UBC, aprepuanbHoii Tu-
MePTEH31H, KapJUOMHUOIIATHH, IepUKapIuTa, THPEOTOKCUKO3a, 3aCTONHON Hez10-
CTaTOYHOCTH KpoBooOpaiieHus. HessCHBIMU 1 B M3BECTHON Mepe CIIOPHBIMHU SIB-
JISIIOTCSL BOIIPOCHI, YBEIMYEHO JIM JIEBOE Ipejcepane npu uanonarndeckoi OII,
KaKoBO ee oTinyue oT uzonuposanuou OII [19].

[Tpu nzonuposannoit @I pazmepsl neBoro npeacepaus (nepeaHe3a i aua-
METp), M0 JaHHBIM OOJBIIMHCTBA MCCIIEAOBATENEH, OCTaeTcsl B Mpenenax Hop-
MbL. OCOOBI HHTEpEC BBI3BAIHM NU3MEPEHHsI BETMUMHBI 1 (PYHKIHHU YIIKa JIEBOTO
npeacepaus. M3BeCTHO, 4TO B MEPHOJ CHHYCHOTO PUTMA IUIOIIA (b YIIKA JIEBOTO
Mpeacepaus B CPSAHEM PaBHAETCS 5,5 KB. CM. YCTaHOBJIEHO TAKXKe, YTO OOTBHBIM
¢ ®II HepeBMaTHUYEeCKO 3THOJIOTUN CBOMCTBEHHA BBIpa)KEHHAs! CHCTOJIMYECKas
nucyHKIMS JIEBOTO yIIKa, JaXKe eCclM OHO ele He pacmupeno. OTmeyanach
Takke oOpaTHas Koppessiuus Mexny (QyHKuued ymka u amuTensHocThio DI
CoxpaHeHue xopomieil (GyHKIHH YIIKa JIEBOTO MPeACEepAusi, O-BUAUMOMY, MO-
KET yKa3bIBaTh Ha MOTeHIHa bHYI0 oOparumocts PII. C momMoupio u3MepeHuit
(YHKIMH YIIKa, BO3MOXHO, YAACTCS MPeICcKa3biBaTh ycrex AeQUOpHUIIISIIUN Y
OO0JIBHBIX, TIEpeHocsIInX napokcu3mbl DI Hen3BecTHON MPOAOIKUTETEHOCTH.

B uccnenosanuu B.1O. 3umunoii y 6onpHbIX ¢ naunonarnueckoit @I munu-
MaJibHas TUIOIAab yIKka cocTaBmsia 3,0 cM?, MakcumaibHas — 13,8 cm?, cpen-
Hsist — 7,2 cm?. CrieoBaTebHO, pa3Mephl YIlIKa ObLIH YBEIHUYCHBI B OOJIbIICH CTe-
MEHH, YE€M pa3Mephl JIEBOTO Ipeacepaus. Bo3MokHO, 4TO gaHHOE 00CTOSATEINb-
CTBO MOJKET B YacTH CIIy4aeB COCOOCTBOBAaTh BOSHUKHOBEHHUIO H30JIMPOBAHHOM
@I, x0T ATOT BOIPOC MOYTH HE HAIIET OTPAKEHUS B JIUTEpaType.
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OuOPUIISAIKS MOXKET BOZHUKATh MO/ BIUSHUEM HEPBHO-BETETATUBHBIX (haK-
TOPOB, U3MEHSIIOIINX MIEKTPOPHU3UOIOTHIECKUE CBOWCTBA MBIIILBI IPENICEPAHN.
Oynnamenrtanbheie padoTel Ph. Countel (1984, 1995) yka3biBaloT Ha BO3MOXK-
HOCTb BarycHOTo, aJpeHepruieckoro u «cmemantoro» tunos ®II, pa3susato-
LIMXCsl Y OONBHBIX C HOPMaJIBbHBIMH Pa3MepaMu Mpecepanid.

C npyroii CTOpOHBI, B MOCIEIHUE TOABI BO3PACTAET YUCIO ONMHUCaHUH (oKyc-
HoM (04aroBoii) JieBorpeacepaHoi GuopuwuALul. B yacTHOCTH, TOKa3aHO, YTO
Takas GUOPHIIIALHIA UCXOAUT U3 JIEBOTO MPEACEPIHOr0 apUTMUYECKOTO TPAKTa,
pacnonoxkeHHoro B ligamentum Marshal (cBs3ka Mapiania), nexamei He-
CKOJIBKO JIaTepaJIbHEe JIEBOM BepXHEH JIETOUHOW BEHBI, KOTOpasl B TAKUX CIydasx
HMeeT pacIiMpeHHoe ycThe. Havano TaxuapuTMum oOecrieunuBaeT mnpeacepaHas
9KCTPACUCTONHNA C KOPOTKUM MHTEPBAJIOM CLEIUIEHUS, YTO AKTUBUPYET MEXaHU3M
aHOPMAJILHOTO aBTOMaTH3Ma, Jiexkaluii B ocHoBe ouaroBoil ®II. O mocnegnem
CBHUJIETENBCTBYET P PEKTUBHOCTH MPOIPAHOII0IIA, BEpanaMuia i HOBOKaHHAMH-
na, nogasisromux npuctyn OII [32].

HeonHokpaTHO mpeAnpUHUMAIUCH MONBITKH MPEACTaBUTh 3JIEKTPOKapAHO-
rpaduyeckyr0 KapTuHy (hOKyCHO# JneBorpencepaHon Guopwusinun. P. Jais u
coasnT. (1997) coobummu o Bo3moxkuocT o DKI' 1narHocTupoBaTh 04aroBylo
@II, koTopyro oHM pacniozHanu y 11 GonbHBIX co cpenHuM Bo3pactoM 39 net. [1o
MHEHHIO ATUX UccliefoBaresneil, mpusHakamu Takoil OII sBnseTcs coueranne Ha
OKTI ¢ubpummsiuun ¢ MOHOMOP(]HOI MpeacepIHON TaXUKapAue Uik ¢ IKCTpa-
CHUCTOJINEH y MOJIOABIX JIIOAEH, HE UMEIOIUX CTPYKTYPHBIX U3MEHEHUH B cep-
Le. YcTpaHseT 3Ty TaXUKapInIo OrpaHUYEHHOE PalovyacTOTHOE BO3AeiiCTBHE HA
00J1acTh JIEBOI BEpHEH JIETOUHON BEHBI.

B conpepxarenbhoii MmoHorpaduu A.B. Appamesa [2] npuBOAUT HILTIOCTpA-
LUI0 CTEPEOTUITHOTO Hayana JieBonpeacepaHol guopmmisinuu. OHa crapTyeT
rocJie mpeacepaHoi akcrpacuctoinsl Tuna P ua T. 3younst P B orBenenusx 11, 111,
aVF coxpaHsoT NONOKUTEIbHYIO MOMISIPHOCTD; B OTBeneHnH V 3yO1sl P He Bce-
raa moHnoMopdHsl. MaTepBans R — R He ognHakoBbl. ABTOp MpOBEN Y OOIBHOTO
59 ner paanovYacTOTHOE BO3/IEHCTBYE B 00JACTH JIEBOM BEPXHEW JIETOYHOM BEHBI.
Yetkuit knmuHuueckuit 3pdekt, o MHEHUIO aBTOpa, HE BbI3bIBAI COMHEHHH, OJ1-
HAaKO Ha 8-e CyTKH I0CIIe ONepaliy MOSBUINCH YaCTble MPeICepAHbIe IKCTPaCH-
CTOJIBI, ICXOAMBLINE U3 TOH e o0nacTu. B mocieayiomneM BOZHUKIO aTUITUYHOE
JIEBOIIpEICEPIHOE TpENeTaHne ¢ 4yacToTol nukia 375 B MuHyty; AB-y3noBas
Onokana BapbupoBana ot 2:1 g0 3:1. Jledenue 6oipHOTO AUATHAa3eMOM (80 MT B
CYTKH) OKa3aJioch ycnemHsM Oosee 10 MecsiiieB HaOIIOACHUSI.

Takum 06pa3om, UMEIOLIHECS Pe3yIbTaThl IPOBEACHHBIX UCCIEI0BAHUM TO-
3BOJISIFOT CZENaTh BBIBOBI:

1. INousiTHs MAMOMaTHYECKast U U30JIMPOBaHHAs (GUOPHIUIALUY TIpeacepanit
HE BIIOJIHE MJCHTUYHBI: XOTS 00e (hOpMBbI BO3HUKAIOT Yy JIOAeH 0e3 Opyrux 3a-
OoneBaHMi cepaua, AJs1 H30JIMPOBAHHON (GUOPHIUISLIH XapaKTEPHO OTCYTCTBHE
YBEJIMYEHHS Pa3MePOB JIEBOTO MPEICEPAMSL.

2. N3onupoBanHast GuOpHIISIMS MPEICEPANH Yallle BCTpedaeTcs MPH alKo-
TOJIbHO-TOKCHYECKOM U HEHpOBETeTaTHBHON (hOopMax 3TOH TaXUapUTMHU.

3. Bonee 90 % GonbHBIX C U30MPOBAHHON HUOpHILIALIMEH TpeacepaAni CTpa-
Jal0T MapoKcu3MalbHOW (opMoil u Tonbko okosno 10 % — mepcuctupyromeit
(hopMoii 3TOH apUTMHH.
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4. Ilpn u3onupoBaHHONW (GUOPHIUIAIMK TpPEACEPIN TPOMOOIMOOIHUECKUE
OCIIO)KHEHHSI U «HOPMATM3aLMOHHBIE» IMOOINHN BCTPEUAIOTCS] BECbMa PEIKO.
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«3aa4a 3HAHUS 3aKIFOYAETCs B TOM,

YTOOBI OTBHICKMBATh TO, UTO €Ille He HaleHo,
a Oyay4u Hai/IeHO SIBISICTCS JIy4Ilie TOTO,
9TO0 OBIJIO paHee»

QDunocogpckue agopuzmol I'unnoxkpama

IJTABA VI. APUTMOJIOT'MYECKHUE
CUHAPOMBI - PE3YJIBTATBI
COBCTBEHHBIX UCCJIIEJOBAHHUHA

(Kadeapa rocnuraabHoii Tepanuu IIT'TMY)

BBEJIEHUE

Ha xadenpe rocnuTtanbHON Teparnuy OIHUM W3 HapaBlICHUH B HayYHO-HC-
CJICIOBATENILCKON paboTe SIBISETCS M3yYeHHE Pa3IMYHbIX HapyLICHUH pHUTMa
cepAla — 3TO MAaTOr€HETHYECKHE MEXAaHM3Mbl BO3HUKHOBEHHS, HOBBIC METOJIBI
JUAarHOCTHKH M BOBMOKHOCTH ITPUMEHEHUS Pa3INUHBIX METOAOB KOppeKuHu. Pa-
OOTBI BBIONHAIOTCS MOJ OOLIMM PYKOBOJCTBOM 3aCIIy>KEHHOTO AEATEINsT HayKH
P®, noxropa MegUUMHCKUX Hayk, npodeccopa, 3aBeayromiero kapenpoit Anex-
cannpa Bacunbesnua TyeBa, B HacTosiee BpeMs Kadenpoil 3aBeyeT YieH-Kop-
pecnionzient PAH, npodeccop Onbra ButanseBHa XibIHOBa, KOTOpas MpOJOI-
KaeT pa3BUBaTh JaHHOE HAIPaBJICHHE.

ApuTMosiornyeckas mkosia npogeccopa A.B. Tyesa

B nacrosimiee BpeMs Bcero BbIMONHEHO 20 HAyYHBIX UCCICAOBAHUMN:

TuynoB BsaiuecsiaB FOpbeBu4 — Bpau Crieiuain3upOBAHHON KapAHOIOTHYEe-
ckoi Opurazabl — BriepBeie B CCCP npumenun meron D®U st auarHocTuku
U KyNUPOBAHUSI apUTMUN U BHEAPUI €r0 HCIIOJIB30BAHUE HA JOTOCHUTAIBHOM
stane B T. [lepmu (70-e rozpr).
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I[OKTOPCKPIC AUCCEPTAllMU, BBINMOJHCHHBLIC II0 TEMAaTUKE Hapyulelml?i

puT™mMa cepaua:

Tapaosckaa Exarepuna HocudoBHa — n0k-
Topckas auccepranus «ONTUMU3auUs AUarHOCTUKN
U Tepaluu HAPYLICHUN PUTMa CEpALA: aTOr€HETH-
YECKHE U HO30JIOTMYECKUE MOAXObI, IPOTUBOAPUT-
Muueckre 3hGeKTs aHTHOKCHIAHTOBY, 1994 T.

Konnenmus: cymecTByloT MNpearnoCchUIKH IS
(dbopMHpOBaHHSI TMATOTCHETUYECKUX MOJIeNIeH Ha-
pYLIEHUI pUTMa ceplua C Y4ETOM IPUYMH UX BO3-
HUKHOBEHHsSI, YTO OOOCHOBBIBACT B IOCIIC/ICTBUH
HCIIOJIB30BAHME KOMIUIEKCHOIO TEPANEBTUYECKOTO
MIOJIXO/1A, BKJIFOUAs TPYIIy aHTUOKCUIAHTOB.

CouoBbeB OJier BraamMupoBu4 — TOKTOpCKas
nuccepranus «AucQyHKIUsT CHHYCHOTO y3Jia (KJH-
HUKO-JIEKTPOPHU3NOIIOTHIECKOE — HCCIICIOBAHUE )Y,
1999 1.

Konnenmusi: mpesioxkeHa KITMHHKO-TIATOTeHe-
tryeckas kinaccudpukarus JCY. JICY coctout mu-
HUMYM M3 TPEX OCHOBHBIX ITaTOI€HETHYECKH He-
OJTHOPOJHBIX BapHaHTOB — OTO BEreTAaTHBHAS JIWC-
GyHKIMS, CHHAPOM cnaboCTH CHUHYCHOTO y371a U
opranuueckast IMcHyHKIUS, IMEIOIIast TOJIBKO dJIeK-
TPO(U3NOIOTUIECKHE KPUTEPUH MTOPAKEHHS JIOMU-
HAHTHOTO relicMekepa. BhisiBIIeHHE 3EKTPOPHU3N0-
normyeckoro Bapuanta JICY mozsomnsier nuddepen-
[UPOBAHHO MOJXOAUTh K HA3HAYCHUIO HCTHHHBIX
AQHTHAPUTMHYECCKUX TPENaparoB ¢ OTPUIATEIBHBIM
XPOHOTPOIHBIM 3PPEKTOM.

Yanypubix AJsiekcanap BacuiabeBu4 — JOKTOp-
ckas puccepranust «CTpyKTypHO-(QyHKIHOHAIBHOE
U 3JEKTPUYECKOE PEMOJCIMPOBAHUE CEpALA IPH
aputMusix», 2000 .

Konnermusi: pesynsratom pabotsl A.B. Yamyp-
HBIX SIBUJIACH CMeJiasi TUIOTe3a 00 apUTMOTCHHOM
IUCIIIa3uM CepAlla KaKk NEepBUYHOTO YHUBEpCalb-
HOTO cyOcTpara apuTMHHU. BBISIBICHBI 0COOEHHOCTH
peMozeupoBaHus cepaua y OOMbHBIX C Pa3IUYHbI-
MU HaJKEITyT0YKOBBIMU apPUTMHUSIMH, OCOOEHHO NPH
(UOpMILIATIUY TIpeICcepIuii.
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Bacuien Jlro0oBbr MuxaiiioBHa — JOKTOpCKas
muccepranust «llapokcu3marnbHble CyNpaBEeHTPHUKY-
| JIIPHBIE TAXUKAPIUH U KEIyI0YKOBas SKCTPACHCTO-
JIMSL: KIIMHUKO-3JIEKTPO(U3NO0NIOTHYEeCKHE U OHOXH-
MHYECKHE acIeKThl oNTUMH3anun jieueHus», 2000 1.

KoHuenuust: ogHUM M3 MEXaHU3MOB apUTMOTCHE-
3a siBIsieTcs naronornueckas naTeHcudukarms [1OJL.
BrisiBnieno orpunarensHoe BimsiHEE aucOananca [10J1
Ha mericMekepHyro Qyakmnuio CY, cOCTOsIHHE aTpuo-
BEHTpUKYJsipHOTO coenuHenus, AI'M. Ilponomxkenue
| paboTHI SBHIIOCH JIOKa3aTeabcTBOM, 4To AO crmocod-
CTBYIOT YMEHBILICHUIO ITPOAPUTMUYECKOTO JCHCTBUS
AQHTHAPUTMHUKOB M MOTYT MPUMEHSTHCS B KOMILIEKC-
HoM steueHrn HPC. AnipoOupoBaHbI IPUHITHITEI HEME-
JIMKaMEHTO3HOM Tepanuu (1uiazmadepes, jgazeporepa-
HsL, uriopedexcoTepanus) kKak B komiuiekce ¢ AAIL
TaK U M30JMPOBaHHO. Pa3paboTaHbl KOHKPETHBIE I1O-
Ka3aHUsl K pa3JINuHbIM BHIAM JICUCHMSI.

Horemkuna Haraabsa IeoprueBHa — nokrop-
| CKas jauccepranus «ApTrepuaibHas THUIEPTOHUS:
CTPYKTYPHO-(YHKIIMOHAIEHOE H 3JIEKTPOPUIHNOIIO-
THYECKOe PEeMOJICIMPOBAaHUE MHOKAp/a U €r0 POoib
i B [IPOTHO3MPOBAHWU HAPYIICHUH PUTMAa U POBOJIU-
MocTH cepauay, 2000 .

Konmemusi:  ompeneneHpl  AMArHOCTUYECKUE
KpUTEpUU TPOTHO3MPOBAHUS OPTraHUYECKOH IHC-
(YHKIIMYA CHUHYCHOTO y3J1a, a TaKKe JHarHOCTHYe-
CKHeE TIOKa3aTelld MPOTHO3UPOBAHUS (HHOPUILIAIINU
npeacepauii.

I'puropnann Hatanbs EBrenbeBHa — JOKTOp-
ckas aucceprauus «DuOpHLIIALUS TpeACepaHid:
ponb ¢ubpo3a um BocmaneHus B (GOPMHUPOBAHUH
CTPYKTYpPHO-(QYHKIIMOHAIIBHOTO M 3JEKTPHUYECKOTO
| peMozenpoBaHus Muokapaa», 2014 r.

Konnenuus: nuc6ananc CHIBOPOTOYHBIX Mapke-
poB ¢pubpo3a 1 BocnaneHus y Jul ¢ GuOpHLIALneH
NpeACepIuil MpsIMO KOPpEIHpYyeT ¢ HaTOrHCTONO-
TMYECKUMH U MMMYHOTUCTOXMMUYECKHMHU ITTOKa3a-
TEJSIMU JIaHHBIX TpoLeccoB. VX TecHbIe CBS3H €O
CTPYKTYPHO-(QYHKIIMOHATIBHBIMA U 3JIEKTPOPHU3HO-
JIOTHYECKUMH U3MEHEHHUSIMU TI03BOJISIET 0003HAYUTD
HOBBIM BHUJI PEeMOJEINPOBAHUS MUOKapaa — BOCIa-
JUTENbHO-(hUOPO3HBIH.

Pe3yJ'H>TaTLI MIPOBCACHHBIX I/ICCJ'IC,I[OBaHI/Iﬁ TIO3BOJIMIN C(l)OpMy'J'II/IpOBaTI: KOH-
HENMIUI0, TO0MOJTHAOMYIO CYIIECTBYOIIYIO I'MIIOTE3Y BOSHUKHOBECHWA U Pa3BUTHUA
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¢ubpmwusinuu  ipeacepauii. JlucbanaHc CHIBOPOTOYHBIX MapkepoB ¢GubOposa u
BOCIAJICHUS MPSIMO KOPPEIHUPYET C MATOTUCTOIOTMUYECKUMHU U UMMYHOTHUCTOXHU-
MUYECKUMU TOKA3aTeNsIMU JAHHBIX MPOLIECCOB, UX TECHBIE CBSI3U CO CTPYKTYp-
HO-(D)YHKIIMOHAIBHBIMU U AJIEKTPOPU3UOIOTUICCKUMU N3MEHEHUSIMH TT03BOJISIOT
TOBOPHUTH O HOBOM BHJIE PEMOJICIIMPOBAHUS MHUOKap/ia — BOCHAIUTEIbHO-PHOPO3-
HOM. DaKTOphI, MPUBOMISAIINE K €r0 CTAHOBJICHHUIO, MOKHO CUHMTaTh (haKTOpaMu
pUCKa Pa3BUTUS M TMPOTPECCUPOBAHUS CEPACYHO-COCYAMCTHIX 3a00JTICBaHUM, B
yacTHOCTH, Takux Kak @I, UBC u Al. Makcumanbnblil Bkiajg B pazsutue UBC
MIPUBHOCSIT Mapkepbl Gudpo3a, B pazsurue ®I1 u A" — BocnanurenbHbIe TIOKa-
3arenu. [IpucyTcTBHE HECKOIBKIX 3a00I€BaHUI OTATOIIACT TEUCHHE KaKIOTO U,
B CBOIO OYepe/lb, YXYIAIIAeT 3HAYCHHUE mapameTpoB (GuOpo3a u BocnaieHus. Ux
OTIPE/ICIICHIE MOXKET OBITh IPUYUCIICHO K CTPATU(PUKALIUN PUCKA PA3BUTHS U TIPO-
rpeccupoBanus OI1, UBC u AT" 1 BKJIFOYCHO B TUTaH 00CIICIOBAHUS MAI[ICHTOB,

Kanauaarckue nuccepranum, BolnoJHeHHbIe 10 TemaTuke HPC

Ko3pmunbix E.B., k.Mm.H. — «3MeHeHne Berera-
TUBHOW HEPBHOM CHCTEMBI MPU MAPOKCHU3MATbHBIX
HapyIlIEHUAX pUTMa cepamna», 1992 .

lep6enes B.M., n.m.H. — «KimmHUKO-yHKIIHO-
HaJIBHBIC ACHEKTbl MIIOpedIeKCOTepaluy B Jieue-
HUM NapOKCU3MAaJIbHbBIX CYIPABEHTPUKYJISPHBIX Ta-
XUapuT™Muit», 1998 r.

AradonoB A.B., n.m.H. — «Hapymenus: purma
cepaa y OOJbHBIX apTEpPHAIbHON THUIICPTEH3UEH
Y UX JUHAMHKA B MPOIECCE JICUCHUS ePUHAONPH-
oMy, 1999 1.
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Boimenckas A.1O., k.m.H. — «IIpoBogsimast cu-
cTemMa, BapuabenbHOCTh pUTMa W Mopdomerpude-
CKHUE TO0Ka3aTeNn cepAua y OONbHBIX ¢ CHHIPOMOM
1 (EHOMEHOM TIPEIK3UTAIIH KeyTodkoB», 2001 1.

I'puropnagn H.E., x.Mm.H. — «BapuabenbHOCTD
| pUTMa cepala, ee B3auMOCBA3b C (PYHKIIMOHAJIbHBIM
COCTOSTHHEM IPOBOJAIIEH CHUCTEMBI U TOKa3aTels-
MU CYTOYHOTO MOHUTOPHPOBAHMSA apTEpUaTIBHOTIO
JaBlieHUs y OOJIHBIX apTepHallbHON TUIIEPTOHUE,
2004 r.

CeBactbanoBa U.A., k.m.H. — «Iloka3arenu re-
TEPOT€HHOCTH PETONIIpU3aM MUOKap/Aa y OO0Jb-
HBIX APTEPHAIBHON I'MIIEPTOHUEH M UX 3HAUEHUE B
MIPOrHO3UPOBAHUY apuUTMHI», 2004 T.

Tapacora O.A., x.M.H. — «Mapkepbl 1pu ¢u-
OpMILISATINN TIpEICepANiA Y TalueHTOB C apTepu-
aJIbHOM TUIEPTOHMEN, UX MPOTHOCTUYECKAs 3HAUU-
MOCTBY, 2007 1.
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IMamomaukoBa A.U., k. M.H. — «XIamMuauiiHas
WH(pEKIMS ¥ TI0Ka3aTeln BOCTIalieH!s pHu HUOpHII-

I
|
‘ ~
i \ nsimu pencepanii y 6oneabix UBC, ux nporuoctu-
| geckast 3HaYNMOCTEY», 2007 T

N |

Kopsirmna H.A., x.M.H. — «2Q{eKTsl MUIAPOHA-
Ta B KOMIUIEKCHOH aHTHapUTMUYECKON Tepanuu ¢u-
OpHILIALIMY TIPEACEPANH U JKEITyTOUKOBON SKCTPACH-
ctosuu y 6onpHbIX UBCy, 2007 1.

Capanyaosa O.H., k.M.H. — «Mapkeps! Bocna-
JICHUsI TIPU KEITyAOYKOBBIX HApYyIIEHUSAX PHUTMA Y

MalUEHTOB C apTepUAIBHOM TMIEPTOHUEH, UX MPO-
THOCTHYECKas 3HAYNMOCTh», 2011 I.

Bycruna B.B., x.M.H. — «Mapkepsl BocrajgeHus
npy JUCc(yHKINU CHHYCHOTIO y3J1a, UX HPOTHOCTH-
yecKas 3HaUMMOCTb», 2012 1.
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ParanoBa E.A., x.M.H. — «Ponb daktopoB ¢u-
0po3a B ANArHOCTUKE U NPOTHO3UPOBAHUH KEITY10U-
KOBBIX apUTMMU NPU apTepHaTbHON THIIEPTECH3UNY,
2013

Tpenoruna K.B., k.Mm.H. — «DakTopsl Bocnae-
HUS, UX AMArHOCTUYECKas W MPOTHOCTUYECKas 3Ha-
YIMOCTh B BO3HUKHOBEHHU apUTMHU TIPH CHHAPO-
Max TIPEeXIEBPEMEHHOTO BO30YXIECHUS >KEITyH0d-
KoB», 2013 1.

Kpusas A.A., k.M.H. — «CBIBOPOTOYHBIC MapKe-
pBl PuOpPO3a MUOKAp/A, MX TUATHOCTHYECKAS U MPO-
THOCTHYECKAs POJib B Pa3BUTHU HApYIICHUH pUTMA
cep/a Npu CUHAPOMAx MPEPK3UTAINN JKEeITyI04-
KoB», 2015 1.
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3AK/ITIOYEHHUE

PaboTbl B OCHOBHOM TIOCBSIIIEHBI U3YYCHUIO HOBBIX MAaTOT€HETUYECKUX Me-
XaHU3MOB apUTMOTEHE3a, & IMEHHO — U3YyUCHHIO POIH (PaKTOPOB BOCTIATICHUS U
¢ubpoza B popmupoBaHnm HapyuieHui putMma. [IoBOIOM MOCTYXKUIH ClIEAyIO-
L[1€ TEOPETHUUECKHUE MPETOCHUIKH.

[Tarorene3 HPC BecbMa CIOKEH U COYETACT MHOKECTBO (DAKTOPOB, OJTHUM M3
KOTOPBIX SBISIFOTCS CTPYKTYPHO-MOP(OIOTHUECKUE U DICKTPUUECKUE U3MEHE-
Hus B cepaue [1, 35]. CornmacHo cOBpeMEHHBIM MPEACTABIECHUAM ISl BOSHUKHO-
BEHUsSI apUTMHU HEOOXOIUMBI OTIpe/Ie/ICHHbIC B3aUMOOTHOIICHHUS MEXK/Y TPHUITe-
pamu, cyOcTpaTtoM U MOLyIUpyIoIuME akTopamu. CyOocTpaT mpeAcTaBIseT co-
00l1 coyeTaHne aHATOMUYECKUX M (YHKIIMOHAJBHBIX COCTABISIOMINX, KOTOPHIE
WTPAIOT POJIb B BOSHUKHOBEHUH M MOJIEPKaHUN MEXaHU3Ma re-entry.

Hano ormetnTs, 4TO MHOTOYKCIIEHHBIE HccaenoBanus o npuanHax HPC no-
CBSAIIEHBI M3yYEHHUIO HEMOCPEJCTBEHHON pONM KapJUOMHOLIUTOB B Pa3BUTHUU
ApUTMHH, HAalIpUMeEp, 3a cYeT HapylleHusl (QYHKIMH MOHHBIX KaHaioB [19, 30]
WM U3MCHEHUH B oOMeHe Kambiust [22, 33]. Ho 3To nuilb 0JlMH U3 apuTMOTCH-
HBIX MEXAHHU3MOB NPEICEPIHON PEKOHCTPYKILINH, TaK Ha3bIBAEMOE HOHHOE PEMO-
JIEJIMPOBaHUE, BIUSIOIIEE Ha AIEKTPUIECKHE CBOMICTBA KapIMOMUOIIUTOB [28].

B Teuenme mocneaHero necATUIIETUS 3HAYUTEIBHO M3MEHMJICS B3IV Ha
POJb BHEKJIETOUHOTO MaTpHKca, a UMEHHO (uOpoOIacToB, B BOSHUKHOBEHUH U
nojAepKaHuu apuTMuU. [Ipn 3TOM MMEHHO CTpyKTypHOE peMoenrposanue JIIT
OTIPE/ICNICHO B Ka4€CTBE KITF0YEBOTO MEXaHM3Ma, T1€ HHTEPCTULHAIBHBIN (UOPO3
MOXET SIBJIATHCS JOMUHUPYIOIMM (pakTOpOM, a BOCTIaJIeHHE BBICTYIAaTh B Kade-
ctBe Mmoaudukaropa [6, 13].

Mutpodanosa JI.b. 1 coaBT. BBISIBHIM NpH pa3HbIX Gopmax GUOPHILIALUH
Mpecepauil MpU3HaAKU XPOHMUECKOTO BOCTAJIEHUSI MUOKapAa, Pe3yJbTaToM KO-
TOPOTO SIBIsICS PUOPO3, puueM Oosee BhIpaKEHHbBIH HHTEPCTHLIHAIBHBINA (Hu-
0po3 Habnronancs npu nepmManenTHoH @I1, uTo moATBEp)KAAET MPEANOTOKEHHS
0 (ubpo3e KaK OCHOBHOM cybcTpaTe apuTMuu [4].

B HemsMmeHeHHON cepJeyHON MBIIIIE KapJUOMHOLUTHI 3aHUMAIOT MpUMep-
HO 75 % OT HOpMaJIbHOTO 00BEMa MHOKApANAILHON TKaHH, COCTABIISS TIPH 3TOM
nuib 30—40 % ot o61iiero uncia KieTok [43]. BoabIIMHCTBO U3 OCTaBIIUXCS KIle-
TOK TpeAcTaBieHo puOpobdracTaMu U B MEHBIIEH CTENICHN YHIOTEIHAIbHBIMU U
[JIaJIKOMBILIEYHBIMHU KJIETKaMu cocynoB. [Ipudem nMeHHO GpuopoOnacTsl ¢ mo3u-
LU UX YUCICHHOCTH 00pa3yroT OIHY M3 KpYIMHEUIINX MOMYJISIHN KIIETOK [§].

Oubpo6IACTDI, ABISSICH KIETKAMH ME3CHXUMAIIbHOTO POUCXOKICHUSI, CHHTE-
3UPYIOT UHTEPCTULIMAIbHBIN KojutareH. B Muokapae conepxkurcs komnares I, 11,
V, VI turos, nipu 3tom | Tun cocrasmisiet okoo 85 % ot oOiero koyuiarexa [7].

NmeroTcs 1 BbIpaKeHHbIE pErMOHANBHbBIE OTIINYMS B OpraHU3allui COeIUHU-
TeNbHOI TKaHM cep/a. Tak, B )KeIy04Kax CTPOrO OPUEHTHUPOBAHHbIE MBIIIEY-
HBIE CJIOM BCTPOEHBI B MJIOTHYIO COEUHUTEIBHOTKAHHYIO ceTh [9]. A B cuHYcC-
HOM Yy3Jie conepxkanue GudbpodnacroB nocruraer 45-75 % ot oObema TKaHHU U,
YBEIMUUBASICH C BO3PACTOM, MOKET CTAHOBUTHCS MPUUUHOMN €ro TUCPYHKIHU Y
MMOXKUIIBIX JTrofIeH [35].

Hamo ormeruts, uto m3ydeHue GpuOpoOIACTOB B €CTECTBEHHBIX YCIIOBHAX
OTPaHMUYCHO M3-32 OTCYTCTBUS CHenU(PUIECKOro MapKepa U UX POJIb B Kaparaiib-
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HOW MaTro(U3MOJIOTHHU ellle HEAOCTAaTOYHO M3yueHa. 3BeCTHO NMUIIb, YTO POJb
¢ubpobIacTOB HE OIrPAaHMYMBACTCS TOJIBKO MOAJEPKAHUEM CTPYKTYpPhl MUOKAp-
Jla, OHM YYacTBYIOT B FOMEOCTa3€e BHEKJIETOYHOTO MaTpHUKCa U IPOU3BOJCTBE
(bakTOpOB, BIMSIIOIINX HA CUHTE3 U JCTPaJIAllio ero 0eaKkoB [8].

Bueknerounsiii matpukc (BKM) conep>xuT B cBoeM cOCTaBe HHTEPCTHLIHAIIb-
HBI KOJIIareH, MPOTEOTNTUKAHbI, TIIMKOMPOTEHHBI, HTUTOKUHBI, (aKTOpBl poOCTa,
nporeaszbl. B HopMe BKM BbImonHsieT psin BaKHBIX (DYHKLUI: oOecriednBaeT
KapKac AJ1sl KapAUOMHOIIMTOB, paclpeieisieT MEXaHHYeCKHE CHITbl BO BCEM MHO-
Kapje, nepeaaeT MeXaHN4eCKUe CHTHAJbl B OTJENbHbIC KIETKH U Yy4acTBYET B
JBUKEHUU JKUJKOCTH B MHTEPCTUILIMAIIBLHOM ITpocTpaHcTse [11].

Bornee nHTEpEeCHBIM MpEACTABISETCS POJIb OTAENBHBIX KoMIoHeHTOB BKM B
YCIIOBUSIX BO3JCHCTBUS MATOJOTHUECKUX Pa3ApakUTeNed M MPU PEMOACIHPO-
BaHUU cepaua. B 310poBoM cepiilie B3pOCIOro 4eaoBeKa OTI0KEHUE KoJIareHa
HU3KOE€, HO OHO 3HAYUTENHHO BO3PACTaeT KaK MPHU PAa3IUYHBIX HaTOIOTUYECKHX
nporeccax, Tak ¥ B IPOLIECCe CTapeHHs OpraHu3Ma.

B psane uccnenosanuii [4, 17] ObUIM NpEeaNPHHATHI MONBITKA U3yYUTh TU-
CTOMATOJIOTMYECKHI CYOCTpaT MpH Pa3iniHbIX (popMax GUOPHILIALUM Tpeacep-
nuid. [Ipn n3yuennu oOpas3oB OHONTaTOB U3 00JIACTH TIEPEXO0/a JETOUHBIX BEH B
JIIT u TKaHe# yliKa mpaBoro Mpeacepaus y MalUeHTOB ¢ XpOoHnYeckor (opmoit
¢uOpwIIsIMY peAcepauid BELIBICHO HAJMUME MSATHUCTOrO (hubpo3a u odmmp-
HOU JIMM(OMOHOHYKJIeapHOW MH(UIBTpaLlH, B PABHON CTENIEHHU BBHIPAKECHHBIX B
IBYX BHAax 00pa3noB. [Ipuuem cpennee konuuecTBo pudposza y nanuentos ¢ OI1
OonbIle, YeM y MalMeHToB ¢ CMHYCHBIM putMoM [30]. B npyrom uccrnenoBannu
n3ydanachk MOP(HOJIOTUsl MEKIPEACEPIHON MEPErOPOIKH Y MAMEHTOB C «HIUO-
naTuueckoi» GuOpMIUIALUel pencepanii B CpaBHEHUH C JaHHBIMU OHOTICUHU Y
ManKeHToB ¢ cuHapoMoM Bonbda — [lapkuncona — Yaiira. iIMeHHO B TKaHsAX IpU
OI1 ObuTH BBISBIICHBI TPU3HAKK BOCIIAJICHUS U Hecrienupuieckoro Gpuodposa [17].

B skcnepumenTax Ha MOAENSX KMBOTHBIX ITOKAa3aHO HE TOJIBKO YBEJIUYEHHUE
00beMOB TIpeicepAHOro (PrOpo3a ¢ BO3PacTOM, HO M 3HAYMMOCTh CEIICKTUBHO-
ro npencepanoro ¢puodposa 1 BozHukHOBeHHsT DI nake B OTCYTCTBHE OpYyTroit
cepaeuyHoi natoioruu [42].

Tounsie Mmexann3mbl Bo3HukHOBeHMs1 DI1 B mpucyTcTBumM hrubpo3sa eme ooOcy-
KIAIOTCSI M OCTAIOTCS JI0 KOHLIA HE ACHBIMHU. B OoJiee mo3aHMX MCCIeq0BaHHUAX
00CyXJanoch, uto GuOpPo3 MOKET HapyIIaTh YHOPSIOYEHHOE PacIpOCTpaHeHHE
ANEKTPUIECKOTO BO30YKIEHHS, BHICTYIAsl B KAYECTBE HEMOCPEACTBEHHOTO Mpe-
nsaTcTBus [37]. B mocnenHee BpeMsi BaKHOE 3HAYEHUE MPUIAETCS YACTUYHOMY
Pa3pbIBy IIEJIEBBIX KOHTAKTOB MEXIy (huOpobmacTaMu ¥ KapIMOMHOLMTAMHU B
30HE MaTOJIOTUYECKOro pemonenupoBanus [32]. BnusHue Ha BO3MOXKHOCTh MH-
OYKLIUH TPeICEPIHbIX aPUTMHHA COETUHUTENLHBIX OSIKOB KOHHEKCHHOB aKTHBHO
nzyyaercs. Tak, B 9KCIIEPUMEHTAIbHBIX HCCIEIOBAHUAX MIPU OBICTPON CTUMYIISI-
LUK Ipefacepanii y cobak BBIIBICHO, UYTO yBeJdnueHHe (hudpo3a KOppeanpoBaio
¢ aktuBanueit sxcnpeccuu oenko Cx40, Cx43 B TkaHsx npeacepauii [46]. Ycra-
HOBJICHO, YTO MOJ00HBIE H3MEHEHHSI KOHHEKCHHOB MOTYT HE TOJIBKO HHUIIMHPO-
BaTbh, HO M OAJEPKUBATh GUOpHILIALUIO Tpencepauii [ 10].

TakuMm 00pazoM, HE BBI3BIBAET COMHEHMH, YTO MHTEPCTULHMAIBbHBIN (rudpo3
1 HAaKOIJICHUE KOJUIareHa CIIOCOOHBI M3MEHATH 3JEKTPO(U3NOTIOTUIECKHE CBOM-
CTBa MHOKapAa.
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CymiecTByeT MHEHHUE, UTO MPEICEPAHBIN (GHOPO3 CBA3aH HE TOIBKO CO CTUMY-
nsueit Gpuopo0IIacTOB, HO U C aKTUBAIIUEH JIGWKOIIUTOB. DTO, B CBOIO OYEPE/lb,
BEAET K BBIXOJIY aKTHBHBIX (DOPM KHCIOpPOJa, IUTOKHHOB M (HaKTOPOB poOCTa,
YTO COINPOBOXKAAETCA YBEIMYEHHEM HHTEPCTHLIHMSA U BEAET K MPOrpeccHupoBa-
HUIO [IPEACEPIHOr0 PeMOJeIUpoBaHusl. Takum oOpa3om, BOCIIaICHUE SIBISCTCS
HEOOXOIUMBIM yCIIOBUEM IS apuTMHUid [15].

WnTepecHble naHHBIe OBUTH MOMYYEHBI B XOJ€ SKCIEPUMEHTAILHOTO CO3/1a-
HUS MOJIEJICH ¢ MCKYCCTBEHHO BBI3BAaHHBIM (PHOPO30M Mpe/ICepAnid 1 pa3BUTHEM
®II. Ot Moaenu NMpoJEMOHCTPUPOBAIHM, YTO UMEHHO BOCIAJIEHHE M OKCHIa-
TUBHBII cTpecc 001agaroT BEIPaKEHHBIMU MPOPUOPOTEHHBIMU CBOMCTBAMHU. A
CHMYKaTh 00bEM MHTEPCTUIMAIBHOIO KOJUIareHa MOTYT OeJIKM TETJIOBOrO LIOKa,
AQHTHOKCUAAHTBI M aKTHBATOPBI Iponudepanuu nepokcucom [27, 39].

Ha cerognsimnuii 1eHb HAKOMJIEHO JOCTaTOYHO AAHHBIX, JOKa3bIBAIOIIUX
CBSI3b BOCIIAJICHUS C BOSHHKHOBeHUEM U nozyep:xkanuem OII [1, 14]. HauGonee
M3y4YEeHHBIMU NpoBOcHanuTenbHbIMu Mapkepamu craiau CPII, ®HO-a, untep-
JIEMKUHEI — 2, 6 1 8. XOTA HCCIeI0BaHUs B 3TOH 00JacTH TaK IO KOHIIA M HE
OTBETWJIM Ha BOIIPOCHI O TOM, uTO k€ nepsuyHo — HPC unu Bocnanenue, ero xa-
paxTep: JOKaIbHOE WM CHCTEMHOE, a TAKXKE C YeM B OOJIbLICH CTEIICHH CBSI3aHO
9TO BOCTAJICHUE — C apUTMHUEH MM OCHOBHBIM 3a00eBanuemM [21].

A BOT gaBnseTCS I BocnaneHue cucteMHbIM nipu @II — ocraercs BompocoM
cnopubeiM. Tak, Marcus G., Smith L. u coaBt. oTMeuanu 6osee BEICOKHE YPOBHH
CPII n NJI-6 npu B3ATUU KPOBU M3 KOPOHAPHOTO CHHYCa B MOMEHT NPHUCTYyNa
@II, Hexenu u3 nepudepuueckux BEH NpU CHHYCHOM putMme. Ha ocHoBanum
3TOTO0 OBLI cAeNaH BbIBO, uTo PII MPUBOAKT K CEKBECTPALIMH BOCIIATHTEIBHBIX
LIUTOKMHOB B CEPJLE, U, BO3MOXKHO, C 3TUM CBSI3aHBI Pa3INuusl B KOHIEHTPALIUN
uuTokuHOB 1ipu DI [26]. B padote O.A. TapacoBoii OBBIIIEHNE KOHLIECHTPALUH
OHO-0 Habmrogan0Cch B CHIBOPOTKE KpoBH pH napokcu3me DI u Huskue 3Have-
HUS Ipu iepManeHTHOH (opme DII [5].

Takum 00pa3oM, IUTOKMHBI M (HAKTOPBI POCTA, IO CYTH, UTPAIOT POJIb Onu-
KaNIINX XUMUYECKUX CUTHAJIOB, KOTOPBIE aKTUBU3UPYIOT MPOTEa3bl U 3aIlycKa-
10T OMOXMMHUYECKUH KacKaa CTPYKTYpHOH nepecTpoiiku nateperuyst [11].

Bo03M0KHOCTH HEMHBA3UBHOM JHATHOCTHKH
KapauaabHoro ¢pudposa

30JI0TBIM CTaHAAPTOM JUATHOCTHKH MHTEPCTUIMAIBHOTO (prOpo3a Muokap-
na, 0e3yCIIOBHO, SIBISICTCS TIPOBE/ICHUE MPIKU3HEHHOW Ononicuu. CyIIecTBYIOT
OTIpENICIICHHBIC METOIUKH ISl pacueTa 00beMHON (PpaKIMu HHTEPCTUIIHAIEHO-
IO KOJIJIareHa ¢ y4eTOM OTHOLICHUSI CyMMBI IO BCeX YUYAaCTKOB COCIUHU-
TEJIbHOM TKAaHU K CyMME IUIONIaIed BCEX PETMOHOB COCAUHUTENBHOU TKaHU U
muonuToB [33].

OnHako BO3MOXHOCTH IIPOBEJACHUSI MPEACEPIHON WM JIEBOXKETYIOYKOBOM
OHMONCHY B KIIMHIUYECKOW MPAKTHKE BEChMa OTPaHUYCHBI, TaK KaKk TPeOYIOT 3Ha-
YUTEIHHOU KBaNMH(DUKAIINKM MAaCcTEPCTBA, U TEM HE MEHEE 3TH MaHUMYJIAINAN Ya-
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CTO MPUBOIAT K OciokHEeHUsIM. [losaTomMy Gosbloe 3HaYeHUE MPUAAETCS TIOUC-
Ky KOCBEHHBIX U JIETKO BBIMOJHUMBIX TECTOB JJISi OLEHKH CTENEHH M3MEHEHUH
WHTEPCTULHSI MUOKapa. B nmuteparype nMeroTcs eAnHUYHbIE UCCISIOBAHHS 110
OIIMCAHMIO METOJIOB OLIEHKH KapauaabHoro (hudposa.

B nureparype B Hacrosiiee BpeMsl B KaueCTBE BO3MOKHBIX METOJIOB BU3ya-
JM3alUuU MHTEPCTULUS MUOKapaa 00CYKAal0TCs dXOKapauorpadus, MarHiTHO-
pEe30HaHCHAs ¥ MO3UTPOHHO-IMHUCCHOHHAs ToMorpadust [45].

O.M. JIpankuHOH C LEIbI0 OLIEHKH 00beMHON (pakimu (hubpo3a B mpe-
CepAMsX MpeUIoKeHa OpUTHHANIbHAS dXOKapAHorpaduieckas METOAUKA, KOrIa
C MOMOIIBIO KOMIIBIOTEPHOH MPOrpaMMbl MPOBOJUTCS KOIMUECTBEHHBIA pacyeT
oobema «100 % spKHUX» MHUKCeNed B TONIIE MEKIPEACEPIHON MEPErOPOAKH U3
anMKaJIbHOM YeThIpexkaMepHon mo3unuu [3]. OnHaKo BO3MOKHBIM HEOCTATKOM
JAHHOTO METO/a SIBIISIETCS TPYIHOCTh MU(PQPEPEHUIUPOBKH CUTHAJIOB OT TKaHU
MpeAcepIuil U IeKaIIUX PSIIOM CTPYKTYP.

Cepneuno-cocynucras MPT ¢ ncrons3oBaHHEM OINPeIENIEHHOTO PeXUMa MO-
XKET SIBJIATHCS IEHHBIM METOJIOM JHAarHOCTHKH MHOKapauanbHoro ¢puodposa (pe-
FHOHANBHOTO U Au((y3HOTr0) 6Iaroaaps cBoei yHUKaJIbHON CITIOCOOHOCTH HEMo-
CPEICTBEHHO 0TOOpa)kaTh HE TOIBKO (GUOPO3, HO U HEKPO3, OTEK MHOKapaa [28].
Ho Baxkxno ormeTuts, uto MPT, sBISISICE, IO CYyTH, «A3MEPUTEIEM» OTHOCHUTEIb-
HOTO 00beMa MEKKJIETOYHOTO IIPOCTPAHCTBA, HE BCETIA pa3invyaeT KOMIIOHEHTHI
WHTEPCTULHMSI MEXAY COOOH: KOoJJIareH, OTeK WM MHQUIBTPAlHs aMUIOHIOM.
[To3utpoHHO-3MHUCCHOHHAs TOMOTpadusi, MO3BOJSS IaTh OLIGHKY H3MEHEHWH
TKaHEeW Ha MOJIEKYJSIPHOM YpOBHE, IOKa elle MpoAoibkaeT uzydarbes [45]. Ta-
KUM 00pa3oM, OrpaHHYeHHas! JOCTYIHOCTb OMUCAHHBIX BBIIIE METOIOB SIBISETCS
MPUYMHON MOMCKa OMOXUMHUYECKUX MapKepOB, CIIOCOOHBIX KOCBEHHO OTPaXKaTh
CTPYKTYPHYIO IIEPECTPONKY BHEKIETOYHOIO MaTpUKca B MHOKapJe. B kauecTse
MOAOOHBIX MapKePOB MOTYT MCIIOJIb30BAThCS TUIA3MEHHBIE MTPOILYKTHI CHHTE3a U
Jerpagalnny KojulareHa.

CoiBOpoTOoYHBbIEe MapKepbl pudpo3a MUoOKapaa

BonokHUCTEBIN KoJuTareH cuHTe3upyeTcs B (puOpodiractax B BHIE MPOKOJITA-
TeHa, COJIEPIKAIIEro aMUHO- U KapOOKCUKOHIIEBOU mporenTua. C-TepMUHATBHBII
npornenrtu pokojurareHa tuma [ (PICP) — 310 menTwm, KOTOPBIA OTIIETIISETCS
OT MpoKoJuTareHa | Tuma mpu BHEKIIETOYHOM CHHTE3€ KoJutareHa tuma | ¢ momo-
mpio (hepmenTa npoxosutarena | Thma KapOOKCHKOHIIEBOW MPOTENHA3BI U BhIJIE-
JIIeTCS B KPOBH IIPH CTEXHOMETPUICCKOM COOTHOIICHHUH 1:1. AMHHOKOHIIEBOMH
npormenrtu I mpokosuiarena 11 Tuma obpasyeTcs mpu KOHBEpCHH MPOKOJLIATeHA B
kosutareH II1 Tumna u Takke MOXET CITY>KUTh MapKEPOM €ro CUHTE3a IIPU YCIOBUHU
COXpaHEHHOM KeJIYHOM 3KCKpeuuu. B aerpaganuu kojsiaresa I tuma ydyactByer
WHTEPCTUINANIbHAS KOJUTareHasa, KoTopasi pacuieruisieT anbda-Ieny KoareHa
B OTIPEIEIICHHOM JIOKYCE€ aMHHOKOHIIEBOTO Y4acTKa, B Pe3yJbTare 4ero oopasy-
FOTCSI B TEJIOMENTHAA C Pa3HON MOJEKYIIpHOU Maccoi. U ecimu «OOBITION»
TEJIONENTH]] CIOHTAHHO IEHATYPUPYET W MOABEPraeTcsl BO3ACHCTBHIO JKeIaTH-
Ha3, TO OCTaBIIMKCS TEJIONENTHA C MEHbIIEH MacCOi CO CTEXHMOMETPHUUYECKUM
cooTHOIIeHHEeM 1:1 momagaer B KpoBb, I7ie B TOCIEAYIONIEM MOXKET OBITh OIpe-
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JeJIeH MPH YCJIOBHM COXpaHEHHOW moueyHoil (yHkuuu B Buae C-KOHIEBOTO
tenonentuaa kowarena I tuna [19, 24]. [loaToMy KOHLIEHTpaIUs B CHIBOPOTKE
9THX TIOKa3aresel Obula MpeAnokeHa B KayecTBE MapKepOB CHHTE3a U Aerpajaa-
LM KOJIJIareHa.

Crenyer OTMETHThH, YTO MPOAYKThI OOMEHa KOoJJlareHa B KauecTBE MapKe-
poB pudpo3a MuoKapaa B OoJblIeH cTeneHn n3ydensl Tonbko mpu Al [18, 25].
JIumb enuHUYHBIE PA0OTHl UMEIOTCS MO ONMMCAHHMIO 3HAYCHUH ITHX MapKepoB
npu ¢pubpmwusinun npeacepauii. B padore Tziakas D. u coaBT. KOHIEHTpaLus
CBIBOPOTOUHBIX MapKepOB U T'€HETUYECKOE HCCIIE0BAaHHE MPOBOAWIUCH Mally-
enram ¢ ®II Ha ¢pone Al Brisgneno, uto Hanuuue amiens D y 6onpubix Al ¢
@II cBszaHO ¢ ocnabieHueM Jerpajaluy KoimareHa | Tuma u, COOTBETCTBEHHO,
CHIDKEHUEM B KPOBHU YPOBHS TejomnenTuaa kojutareHa I tuma. Ilpudem tepanus
unruouTopamu AlID conpoBokaanack MOBBIIICHUEM ero KoHIeHTparmu [41]. B
pabore Swartz M. 1 COaBT. yCTaHOBJIEHA 3aBHCUMOCTb YPOBHSI CHIBOPOTOYHBIX
MapKepoB CHHTE3a KoJIJlareHa ¢ JAaHHBIMHM MHTPAONepalioHHON MpeacepaHoi
OMOICHMU M MOCIENYIOIMM PHCKOM pa3BUTHs mocieomnepanuonnoil dIT [38].
[Ipu u3ydeHnn B3aMMOCBSI3M MapKkepoB Guodpo3a ¢ (GopMoil apuTMHUH BBISIBICHO,
YTO IpU NepcucTupyromei u nocrosHaoi OII onpenensroTcss HU3KUE 3HAUYSHUS
Mapkepa Jerpajanuu komiarena (tenonentuna) [40].

B oredecTBeHHOI IHUTEpaType AaHHBIX [0 U3YyUYEHHIO MAapKEpPOB OOMeHa KoJl-
JareHa B KadyecTBE BO3MOXKHOH THArHOCTHKHM KapaualibHOro Gudposa mpu du-
OpWIUIALIMY MTpeJCcepAnii HAUTH He yAaIocCh.

OTtnenpbHOE BHUMAHUE CTOUT YAEIUTh CEMENCTBY MAaTPUKCHBIX METaJUIONPO-
TeHHa3, KOTOPOE MPEACTABICHO IMHK- U KAJIbIUI3aBUCUMBIMU SHI0NENTHIa3a-
MH, CIIOCOOHBIMH PacCUICIISITh MPAKTUYECKH BCE KOMIOHEHTHI BHEKJIECTOYHOTO
MaTpHKca, YeM U 00yCIIOBJICHO UX Ha3BaHHUE.

CemeiicTBo HacuuThiBaeT Oonee 20 MeTaIONPOTenHAa3, U3 KOTOPHIX B MHO-
KapAnajabHOM PEMOAETUPOBAHUN ycTaHOBIeHO ydactue uist MMII-1, MMII-3,
MMII-8, MMII-13, MMII-2, MMII-9, MMII-12, u MMII-28. IIpoteonutuue-
ckas nearesnbHocTs MMII B HopManbHOM MHOKap/ie JKECTKO KOHTPOJIUPYETCs UX
TKaHEBBIMM HHTUOUTOPAaMH, CPEAH KOTOPBIX B 3I0POBOM cep/ie Ooliee BhIpaxke-
Ha skcnpeccust TUMII-2, TUMII-3, TUMII-4 u B mensiieit crenenu — TUMII-1
[80]. MHTepec k M3y4EHHMIO METAJJIONPOTENHA3 CBSI3aH C BO3MOXKHOCTBIO KOC-
BEHHOW OLIEHKM CTENEHU Pa3BUTHSA AECTPYKTUBHOTO MPOLECCA B COETUHUTENb-
HOTKAaHHOM MAaTpHUKCE M0 M3MEHEHHUIO MX KOHIEHTpAaIMil B KPOBM, UYTO TaKXkKe
MOCJTY>KIJI0 TIOBOJIOM [Tl MCCIIEI0BAHUS UX POJIM B ITaTOT€HE3€ Pa3IMYHBIX cep-
JE€YHO-COCYAHMCTBIX 3a00IeBaHHM.

Bo3moxHble B3auUMOCBsI3U Mexay akTUBHOCTbI0O MMII u ®II mpopomxa-
10T m3yudarbes. Tak, B uccnenosannu Huxley R. m coaBr. mpoBoguinach oueHka
cBs3u pucka Bo3HukHoBeHus @Il ¢ aktuBHocTthio MMII-1, MMII-2, MMII-9,
TUMII-1 u TUMII-2, a Takxe ypoBHeM PICP. Pe3ynbrarsl mokasanu, 4to Bce
Ooromapkepsl Obii cBsizaHbl ¢ DII, HO TONBKO OTHOLICHUSI MEXAY KOHLIEHTpa-
uuer MMII-9 u ®II ocTaBanuch 3HAYUMBIMHU B MOJICIH: KaXKJ0€ CTAHIAPTHOE
yBenuueHue koHneHtpauun MMII-9 6bu10 cBa3ano ¢ 27 % yBenuueHHEM prcKa
®IT (95 % AU: ot 7 % no 50 %) 6e3 nmpu3HAKOB 3aBUCUMOCTH OT Pachl U TOJIa
oOcnenyemMbix [22].
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MarpuKCHBIE METAJLIONPOTEUHA3bl MOTYT UIPaTh ONPEACISIOLIYI0 PONb B
CTPYKTYpPHOM pemozenupoBanuu npeacepauid u xponusanuu OII. IIpu usyye-
Huu 3kcnpeccurt pasnuuHbix MMIT u TUMII B TkaHSAX npeacepanii BhISBICHO,
yto 3kcnpeccus MMII-3, MMII-7, MMII-9, TUMII-1, TUMII-2, TUMII-3 u
THUMII-4 6bun 3HAYNTENHHO YBETUUEHBI B Ipencepansx rpynimsl ¢ Gl mo cpas-
HEHUIO C TPYNION CUHYCHOTO puTMa [44].

Cenenust 0 cofiepKaHMM B IJIa3Me ITHX IOKazaTeslel cpenu MalueHTOB
c @Il Ha QoHe rumeproHUYECKOM O0JEe3HM BechMa OrpaHHyYeHbl. B pabote
Kalogeropoulos A. 1 coaBT. BBISIBIEHO, YTO CHUKEHUE CHIBOPOTOYHOTO YPOBHS
TUMII-1 gBasinoch caMbIM 3HAUUMBIM HE3aBUCHMBIM (DaKTOPOM, CBS3aHHBIM C
nauimanued OI1 y manuenToB ¢ A" 1 HOpMaIbHON CUCTONMYECKON PyHKITUEH
JDK. Xots Gonee Boicokue ypoBHu MMII — ocobenno MMII-9 u MMII-3 — He
SIBIISUTMCH HE3aBUCHUMBIMU NpeauKTopamu 3adoneBaemoct @I1, HO ObLM 3HAYM-
TEJIbHO YBEIUYEHBI Y MAUEHTOB C NOCTOstHHOU DII.

Tounslit Mexanu3M nossiieHns ypoBHI MMII-9 y nanmentos ¢ @I ocraercs
HesCHBIM. B oTeuecTBeHHOI nTepaType onucaHo nosslieHne yposHs MMII-9
y TallMEHTOB C META00INYECKUM CHHIPOMOM B COUETaHUH C TAPOKCU3MAIILHOM
¢dopmoii OII [2].

Takxe Obuta ycranosnena B3auMocBsizb MMII-9 u TUMII-1 co 3HaueHuem
nnpaekca JIIT k [IIIT. Lenbto uccnenoBanus ObLIO N3yUeHUE KIMHUYECKUX Xapak-
TEPUCTHK U CEPOIIOTUUYECKUX OMOMapKEPOB B KOTOPTE C (haKTOpaMH pUCKa pa3BU-
TUSI CyOKIIMHUYECKOW CepACYHON HETOCTaTOYHOCTH, KOTOPYIO JHAarHOCTHPOBA-
JIY IIPU BBISBICHUM IOCTeneHHoU aqunaranuu JIII. B rpynne ymn ¢ npusHakamu
nporpeccupoBanus guinaranuu JII1 Opiia yeranosineHa B3auMocBsizb MMIT-9 u
TUMII-1 ¢ usmenenueM 3Hauenuii uaaexca oobema JIII k I T, uro mo3BoauIO
C/IeNaTh BHIBOJ O MPEJUKTOPHOM 3HAUCHHU 3TUX OMOMapKEpOB IJIsl BBISIBICHHS
0ECCHMITTOMHOM CepJIeuHOM HeocTarouHocTH [12].

Takum oOpa3om, pa3nnyHble 3a00JeBaHMs cepla, B ToM uncie u Al, MoryT
OKa3bIBaTh 3HAUYNTEJIbHOE BO3/ICHCTBUE Ha OETIKH, PETYIHPYIOLIe OOMEH BHE-
KJIETOYHOTO MaTpHUKCa, C YeM, BO3MOXKHO, M CBSI3aH pPa3HOOOPa3HBIN Mpoduib
HW3MEHEHHUH 3THX CHIBOPOTOYHBIX MapKepoB, YTO TpeOyeT AalbHEHIINX Uccie-
JIOBaHUMU.

PE3IOME. VYcraHoBneHO, 4TO KpOM€ HaJMuusl TPUITEpa, B MOAJEPKaAHUH
apUTMHUU UMEET 3HAYCHHUE CTPYKTYPHOE PEMOACIINPOBAHKE IIPEACEPAUM U KEILy-
JIOYKOB, 2 MIMEHHO HAIW4YHe HHTepCTULHAIBHOTO (pubdposa. Bocnanenuto B 601b-
LIeld CTeNeHH OTBOAMTCS POJIb MOAYIIUPYIOLIETO (pakTopa, aKTHBHOCTH KOTOPOTO
MOXET 3aBHUCETh OT HAJIMYMSI OCHOBHOTO 3a0oneBanus. J{Jst Tydmiero noHUMaHus
B3auMocBsazeil mexxay HPC m apuTMOreHHBIMH KOMIIOHEHTaMM TPEACEPAHOTO
cyocTpaTta He0OXOIMMO OJHOBPEMEHHOE UCCIIEIOBAHUE HECKOJIBKUX MAPKEPOB Y
aKTyanpHbIX OoJbHBIX. [loHnManue matopusnonornueckux npoueccos HPC na
YIABTPACTPYKTYPHOM YPOBHE YIIYYIIUT BO3MOXKHOCTU KIIMHHULACTOB B peanau3a-
UM NEPBUYHON U BTOPUYHON MPOPUIAKTHKH aPUTMHH.
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