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CUHJIPOM YKOPOYEHHOI'O MHTEPBAJIA QT
(KIMHUKA, TUATHOCTUKA, JIEUEHUE)

H. U. Iyxacosa

Hay4HbIli LEHTP cepaeyHo-cocyancTom xmpyprum um. A. H. bakynesa (amp. — akagemuk PAMH J1. A. Bokepwus)

PAMH, MockBa

OIIIEU3BECTHO, UTO YIJIUHEHHbIN nHTepBan QT
ACCOLIMMPYETCS] Y MHOTHX C PUCKOM BHE3aITHOM
cepaeyHoit cmeptu. OMHAaKO O MTPOrHOCTUYECKOM 3Ha-
YUMOCTH YKOPOUCHHOTO MHTepBajia Q7 N3BECTHO MaJIo.
YKkopoueHHbI nHTepBan QT xapakTepu3yeTcsl Ha-
JMYMeM B aHaMHe3¢ IMalldeHTa cIyJacB BHE3aITHOM
CepIeYHOl CMEPTH y POACTBEHHUKOB, KOPOTKUMU
pedpakTepHbIMU TIEpUOJAMU TIPEACEPAUA U XKely-
JIOYKOB Y BO3MOXHOCTBIO MHIYKIIUN DUOPWILISILIUT
JKeJTyIOYKOB BO BpeMs MPOBEICHUS 2JEeKTPobU3N0-
JIOTUYECKOTO MCCIICIOBAHMUS.

@Ouobpumrsaius xerynoukoB (PXK) — ocHoBHast
MpUYMHA, IPUBOISIILIAS K BHE3AIMHOM CEpACYHOM CMEp-
TU. Y OOJNBIIMHCTBA MALMEHTOB MPUCYTCTBYIOT SIBHbIE
CTPYKTYPHBIC U3MEHEHMSI CEPIIIa, OMHAKO Y HEKOTOPBIX
OpraHWYecKoe MOpaXeHWe cepAlla He MOXET ObITh
uneHTuduuupoBaHo. B Takom ciydae puOpuuisiums
JKEJTyIOUKOB cuyuTaeTcsl mavonarudyeckon. HecMotpst

Ha TO, 4TO BHE3aITHasi CMEPTh B OTCYTCTBHE CEpACIYHOTO
3a00J1eBAHUS SIBIISIETCS PEAKKUM CJIydaeM, KIIMHUYECKasT
3HAYMMOCTb JAHHOTO SIBJICHKS BBICOKA B CHITY TOTO, YTO
eMy Jallle IOABEPKEHbI MOJIObIE, B LIEJIOM 310POBbIE
Jmoar. B ¢Bs3u ¢ 3TUM HeocropruMa BasKHOCTb KJIMHU-
YECKUX, 3IEKTPOKapINOTrpaMIeCKNX M IPYTUX METO-
JIOB TUArHOCTUKU JJISI IIPOTHO3MPOBAaHMSI BO3MOXKHOC-
TH BO3HUKHOBCHUS (PHOPWIIISILINY KEITyI0UKOB.
BrniepBbie ¢Bs13b yKopoueHUs1 uHTepBana QT u Xuz-
HEYTPOXAaOIINX CepIeYHbIX apUTMUI OTMEUEHA B pa-
oote L. Fei u A. Camm B 1995 T. y GOJIbHBIX C UIMOIIA-
THYECKUMU XKEITYIOUKOBBIMH TaxuapuTMusIMU. Kpute-
pun yuiMHeHus uHTepBaia Q7 0CTaTOYHO XOPOILIO OT-
paboTaHbI, B TO BpeMsT KaK OIPEACICHHUIO ero yKopoJe-
HMSI HE YAEISUIOCh CTOJIb aKTUBHOTO BHUMaHust. P. Rau-
taharju 1 coaBT. Ha ocHOBaHMU obcienoBaHus 14379 na-
IIMEHTOB BHIBEJI (DOPMYITY, YTOUHSIIOIIYIO TIPEINKTOP-
Hble 3HaYeHus1 nHTepsaia @7, obozHadeHHble Kak Q7
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QT,=656/(1+4CC/100). B nanHoM wuccinenoBaHun
nponosrkureabHOCTb Q7 Menee 88% ot Q7T cBuneTeNb-
CTBYeT O HM3KOW PpacrpoCTPaHEHHOCTH YKOPOUYECHUS
naTepBaga QT cpemu 3mopoBbIX Jjuil. CaM TepMUH
«MAMOMATUIECKUI KOPOTKUiA mHTepBai QT» ObLT Ipe-
soxeH I. Gussak u coast. B 2000 . [9]. [1o3nHee Bbine-
JIEHBI IB€ OCHOBHBIE (DOPMBI TaHHOTO CUHAPOMA:

1) mocTossHHOE UaAMONAaTUIYECKOE (YJACTOTHO-HE3a-
BUCHMOE) yKopoueHue nHTepBaia Q7, mpu KOTOPOM
BeJIMYMHA MHTEpBaJla HE U3MEHSIETCS B 3aBUCUMOCTHU
OT JUIUHBI LINKJIA;

2) mapagokcajbHoe (Opaau3aBUCUMOE) YKOpoue-
Hue uHTepBaia Q7, Ipy KOTOPOM HaOTIOTAIOTCS SITH -
30/l OpaTapUTMUU U YKOPOUYEeHHbII nHTepBal OT, a
TaKKe TPAaH3UTOPHBIC U3MEHEHUSI 1-BOJTHBI, KOTOPHIC
aBTOPbI MHTEPIPETUPYIOT KaK HAPYIIEHHYIO PEIOJIsI-
pHU3alNIo P BHE3AITHOM YBeJIMUeHNN nHTepBaia RR.

[TporHocTuyeckoe 3HaUCHUE YKOPOUEHUS UHTEP-
Basnia QT ObLI0 UcclienoBaHo B pabore A. Algra u co-
aBT. [1]. ABTOpBI OTMETWJIN, YTO KaK yIJMHEHUE, TaK
" ykopoueHune nHTepBana Q7 sBISIETCS IIPOTHOCTH-
YeCKM HEeOJaronmpusATHBIM MPU3HAKOM, aCCOLIMUPO-
BaHHBIM C PMCKOM BHE3aITHOW CEpIeYHON CMEpTH.
YkopoueHnue koppuruposanHoro unrepsaia Q7 (QT,
MeHee 400 Mc) ObLTO aCCOLMUPOBAHO C ABOMHBIM PU-
CKOM BHE3aITHOM CMEPTH 110 CPAaBHEHMIO C OOJIbHBI-
MM C ero HopMmajbHbIMU 3HaueHusMU (QT, ot 400
o 440 Mc). AHaJIOTUYHBIN PUCK HAOIIONAsCs mpu
cpenHem 3HaueHuu Q7. 6omnee 440 mc.

st oripeniesieHNsT BO3MOXHOW POJTM YKOPOUCHUS
nHTepBana QT B maToreHe3e BHE3aIlHOM cepaeyHOI
CMEPTH TTPOBOIUIIOCH OOJIBIIIOE KOJIMYECTBO UCCIIEIO0-
BaHUI KaK PYCCKMMM, TaK M 3apyOeKHBIMM CIIeILIMAa-
sctaMu. OCHOBHBIM HaIlpaBJIeHUEM SIBJISIIOCH BbI-
SIBIICHUE TeX (haKTOPOB, KOTOPHIE HACTOPOXWIN OBl
Bpaya M 3aCTaBUJIM ero oOpaTUTh BHUMaHME Ha JaH-
HOTO TTaIlMeHTa, IIPOBECTH BECh CITIEKTP HEOOXOIUMBIX
uccienoBaHuii. B mepBylo ouepeab K HUM OTHOCSITCS:

— HaJIMYMe CUHKOMNAIBHBIX COCTOSTHUI Y 00CTIeIy-
€MOTO IMalMeHTa U YKopoueHue nHTepBana Q7 Ha 12-
KaHAJIBHOI 3JIEKTPOKAapANOTpaMME;

— HaJIMYME B CEMbE 00CIeyeMbIX TPOOAH/IOB CTydya-
€B BHe3aITHOI CMepTH B MOJIOZOM Bo3pacte (10 45 JieT);

— OTCYTCTBHE y MMOTUOIINX POACTBEHHUKOB BBISIB-
JIECHHBIX Ha ayTOIICUM TTOPOKOB Cepjlla, TopaxkKeHUs
KOPOHAPHBIX COCYIOB, 3a00JeBaHUII MUOKapaa, WH-
CyJIbTa M XpPOHUYECKUX 3a00JIeBAHMI TIPY KU3HU, KO-
TOPBIC MOTJIM OBI CTATh IPUYMHON CMEPTH;

— MCKJIIOYEHUE Y BCeX NMpOOaHI0B Ha OCHOBAaHWU
MIPEIBAPUTEIBLHOTO 00CIemoBaHus ((ODM3UKAIBHBIN OC-
MOTp, CTaHIapTHBIEC JJabopaTOpHbIe TeCThI, 12-KaHallb-
Hasl 3JIeKTpoKaparorpadusi, sxokapauorpadust, Tpem-
MUJI-TECT, 24-4acoBO€ CYTOUHOE MOHUTOPUPOBAHUE
OKI no Xonrepy) nopaxkeHrst MUOKap/a Wi KOpOHap-
HBIX COCYIOB, ITOPOKOB CepIla, >XU3HEYrpOXKaroLIMX
HapyllIeHUA pUTMa — TMOJHOW aTpUOBEHTPUKYJISIPHON

0JI0Ka/Ibl, CUHAPOMA C1a00CTU CUHYCHOTO Y371a, XKeJTy-
JMIOYKOBBIX M CYITPaBEHTPUKYIIIPHBIX TaXUAPUTMUIA,

— HCKJIIOYEHUE y MPpoOaHI0B, UMEIOIIMX CUHKO-
MaJIbHBIC COCTOSTHUS B aHAMHe3€e, SITIICTICUNA U OPTO-
CTATUYECKOUN TMITOTEH3UU.

Ouenka nHTepBaia Q7 IpoBOAUTCS HA OCHOBAaHUH
(dopmyasr P. Rautaharju: Q7,=656/(1+4CC/100), rne
OT, — IOJXEHCTBYIOLIEE MPEIMKTOPHOE 3HAYEHUE
QT, a QT,88 — 3Hauenue 88% OT NPONOJKUTETLHOC-
™ QT,. CormacHO CyLIECTBYIOLINM PEKOMEHIALIUAM,
YKOPOYEHHBIM cuuTaeTcs 3HaueHue QT il maHHOM
YCC, menbiuee Q7,88.

ITo manabiM DK -KncciienoBaHus M CyTOYHOTO MO-
HutopupoBaHusi DKI' mo Xoatepy IIUTENbHOCTb UH-
TepBasia Q7'y TaKMX TAIIMEHTOB BCETIa OCTaeTCs He 00-
nee 300 mc (QT, meHee 320 MC) HE3aBUCUMO OT YaCTOThI
cepneunbix cokpaienuit (HCC), Bo3pacta 60IbHOTO U
BPEMEHU rccieaoBaHusl. BHesanHast cMepTh y nalyeH-
TOB C YKOPOUYEHHbIM WHTepBaIoM Q7 MOXET Halmo-
JAThCsI BO BCEX TOKOJICHUSIX CEMbU, KaK Y My>KUMH, TaK
W Y XEHIIWH, U HACJIEAYeTCS M0 ayTOCOMHO-IOMUHAHT-
HOMY TIpM3HAKY. Y TaHHOM TPYIIIbI MAIlMEHTOB TIPH ay-
TOIICUU TIOCJIE BHE3AIMHOW CMEPTU HE ObLIO BBISBJICHO
CTPYKTYPHBIX M OPTAHNIECKIX TIOPaKEHMIA ceplia.

ITocTosiHHOE YaCTOTHO-HE3aBUCUMOE YKOPOYEHUE
nHTepBayia Q7 (yKopoueHHBIN QT nerde naeHTU(OUIIN-
pOBaTh MPU HU3KOM YaCTOTE CepACYHbBIX COKPAIICHUIA,
OITHAKO JaxkKe TIPY BEICOKOM YAaCTOTE CePIEeYHBIX COKpa-
1eHuit 3HaueHust Q7 ocTaloTcst MeHbIlIe HOPMAaJIbHBIX,
YTO AeJIaeT MOCTAHOBKY AUArHo3a BO3MOXHOM Y HOBO-
POXIEHHBIX) CBSI3BIBAIOT C TEHETUYECKU NETCPMUHU-
pPOBaHHBIM YKOPOUYEHUEM MOTeHIIMaNa AeicTBust. Mo-
JIEKYJISIDHBIM CyOCTpaTOM YKOPOYEHHOIO HHTepBaja
OT saBngercsa HapyuleHUe (PYHKIIMOHUPOBAHUSI UOH-
HBIX KAaHAJIOB KJIETOYHBIX MEMOpaH KapIMOMHOIIUTOB.
K ykopouenmio mHTepBasma Q7 MOTYT TIPUBOIUTH
YMEHBIIIEHNE TOKa MOHOB HATPHST M KAJIBIINS B KIETKY
JIM0O yBeJIMUEHUE BbIXOAAa TOKA MOHOB KaJlUs U3 KJIeT-
KU. Permonsipmzariist xKeryTouKoB XapaKTepru3yeTcsT 0a-
JJAHCOM MEXIy TMOTOKOM HOHOB HAaTpUsl M KaJbLus
BHYTPh KJIETKM W KaJdusl — W3 KIeTKU. M3MeHeHUs
MPOLIECCOB PENOJISIPU3ALIUM KETYIOUKOB, B TOM YHCIIe
MyTalluy OEKOB KaJIMeBbIX KAHAJIOB, MOTYT TPUBO-
IUTh K BOSHUKHOBEHUIO YTPOXKAIOIINX XKU3HU apuT-
Muii. B HacTostiee BpeMsT BbIIEIeHBI TeHBI, MyTall B
KOTOPBIX OTBETCTBEHHBI 3a IIPOSBICHUS CHHApPOMA
yKopoueHHoro Q7: 1) nBe MUCCEHC-MyTalluM TeHa
HERG (KCNH?2), xonupyoIiero ObICTPhIii KOMIIOHEHT
KaJINeBOTO TOKa C 3a[ep>KaHHbIM BhITIpSIMIIEHUEM ¢ha-
3bI pentossipu3annu (Iy,), CrrocoOCTBYOIINE YCUTICHUTO
¢GyHKUMM KanueBoro KaHana («gain of function»), ac-
COLIMMPOBAHKI C 1-M TUIIOM CHHIPOMAa YKOPOUEHHOTO
OT (SQOTI) [3]; 2) myrauuu reHa KCNQ1 (KvLQT1I),
TPUBOJISAIINE K YCWJIEHUIO (PYHKITUY MEJIEHHOTO KOM-
TMOHEHTA KaJIMEBOIO TOKA C 3a1€PXKAHHBIM BBIIPSMIIC-
HueM ¢a3zbl penossgpusanuu (Iyg), accouurpoBaHbl
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CcOo 2-M TUMOM cuHApoma ykopodeHHoro QT (SQT2)
[2]; 3) HemaBHO BBIABICHHBIC MyTanu reHa KCNJ2
(Kir2.1), npuBosiye K ycrieHuo GyHKIuu Iy Kom-
TIOHEHTa KaJIMeBOTO TOKA, aCCOLIMUPOBAHEI C 3-M TH-
noMm cuHapoMa yKopoyeHHoro Q7T (SQT3) [11]. OgHa-
KO CJIelyeT OTMETUTD, YTO TTOMIOOHBIE MYTAIIMU BCTpe-
yaroTcsl He cTtotb yacTo. Tak, F. Gaita u coaBr. [6] BbI-
SIBUJTW JIUIIb MyTauuy reHa HERG B 2-X U3 6 ceMeii ¢
HacJieIyeMbIM CUHApOMOM YKopoueHHoro Q7. BnionHe
000CHOBAHHO OYIET MPEATNONOXUTh, YTO, BO3MOXHO,
CYLIECTBYIOT MyTallMu APYIUX T€HOB, KaK 3TO HaOII0-
JaeTcs TIPU CUHIpoMe yutmHeHHoTo Q7.

HekoToprle mcciemoBaHUs CBUIETEIBCTBYIOT O
TOM, YTO YKOpOUYeHUIO UHTepBaiia Q7 MOIyT CIIOCOOCT-
BOBaTh BTOPUYHEIC (BHEITHUE) (DAKTOPHI: YBEJIMICHUE
YacTOTbI CEPAEYHBIX COKPALLEHNI (KOTOpast HaXOAUTCS
B JInHeliHOH 3aBucumoctu oT DPIT u unrtepsana Q7),
TMIIEPTEPMUSI, YBETUUYCHUE CONEPXKAHUS KaTbLIMS WIN
KaJivsl B TUTa3Me KPOBU, alluio3 U U3MEHEHUS BereTa-
TUBHOI HepBHOM cucteMsl [6]. [TapagokcaabHoe (Opa-
JIM3aBUCHMOE) YKopodeHue nHTepBayia Q7T CBA3bIBAIOT
C MPSIMBIM JEHCTBUEM MEAMATOPOB IapacUMIIaTHUeC-
KO HEpBHOM CUCTEMbI, UHTMOUPYIOIINUX KaJTbLIMEeBbIA
TOK M aKTUBHUPYIOIINX KATUECBBIM 1 alleTHIIXOJIMHOBBIN
Tokr. OUYeBUIIHO, YTO, KaK U B CJydae YIJIMHEHHOTO
uHTepBaga Q7, pedb MOXET WOTH O BPOXICHHOM K
MPUOOPETEHHOM CUHIPOME YKOPOUEHHOTO MHTepBaia
QOT, xorga BO3MOXHBI pa3TNIHbIC TCHETUIECKIE BapH-
aHTbI 3200JIeBaHUSI 1 TTATOTEHETUYECKUE MEXaHU3MBI.

Jist TOHUMaHUS CYIITHOCTA CUHIPOMa YKOPOYEH-
Horo nHTepBasia QT HeoOXOIUMO IMTOMHUTD, UYTO MHTEP-
Basl QT nipeAcTaBisieT coboit rpaduueckoe oTpaskeHUe
penoJisipy3anuu xeaynoukoB Ha DKI 1 uTo cymiecTBy-
€T ITOCTOSTHHAST B3aMOCBSI3b MEXK Iy 3(POEKTUBHBIM pe-
dpakrepasiM iepronoM (DPI) xemymoukoB 1 MHTEP-
BasioM Q7. DnekTpoU3NOJOrMUeCcKOe UCCaeI0BaHuE,
MMPOBOAMMOE Y 3TUX IMallMCHTOB, ITOATBEPOMIIO, UTO
OPII npencepauii 1 keayn04KOB KOpoue HOPMaTbHbIX
3HAYCHUI, YTO IIPEeIPaCIToiaracT K pa3BUTHIO apUTMUIA
Mo MeXxaHu3My pueHTpu. M3MeHeHue UIMTEIbHOCTU
pedpakTepHOro Iepromaa MIOKapaa SIBISICTCS BaXKHBIM
rapaMeTpoOM YSI3BUMOCTH 3JIEKTPUUYECKON aKTUBHOCTU
cepiiia, MPUBOISAIIUM K BOBHUKHOBEHUIO (DUOPUILISI-
WY TIPeACeparii ¥ XKeTynoukoB. OueBUIHO, YTO aCHUH-
XPOHM3M PEITOJIIPU3ALIAN JTIO00H TTPUPO/IBI TTOBBIIIACT
APUTMOTEHHYIO aKTMBHOCTh MUOKapa.

MouteKyIsipHbIii CyOCTpaT, TIpeapacIioararolnmi K
yKopoueHnio nHTepBajia Q7, MOXET OBITb BBIpakKeH
KakK B XKeJTylIo4Kax, Tak 1 B npeacepausx. [Tommumo Ha-
caemyeMOoil BO3MOXHOCTA BHE3aITHOM CMEpPTU U WH-
TYKIIMU KeJTyTOUKOBOI apUTMUU Y HEKOTOPBIX MallM-
EHTOB TaKxKe OTMedajach QUOPWIIISIIIS TIpeacepanii
U KOPOTKHMI pedpakTepHBIi Tepuon Mpeacepauii.
Y4uThIBast BBICOKYIO YaCTOTY BCTpeUaeMOCT! (hrOpHI-
JISIUUU TIPENCEPANIA Y JaHHOM KaTeropuy MaluueHTOB,
HEOOXOIMMO OTMETUTh, YTO B HEKOTOPBIX CITyJasX,

OCOOEHHO Y MOJIOJBIX JIIO/Iei, OHa MOXET SIBJISITHCS
eIMHCTBEHHBIM IIPOSIBICHUEM CHUHIPOMa YKOPOYCH-
Horo uHTepBajia Q7.

M3-3a BBICOKOIT YacTOTHI BHE3AITHON CEpOeYHON
CMEPTU €AMHCTBEHHOM QJIbTEPHATUBOM U1 MALMEH-
TOB C CUHAPOMOM YKOpoYeHHOTO nHTepBayia Q7 sBsi-
eTCs UMITIAaHTaLMs KapauoBepTepa-aeduopuiisitopa
(MUKHO) [4, 13]. OnHoli U3 0cOOEHHOCTEM, ¢ KOTOPOt
CTAJIKUBAJIMCh MCCIEAOBATeIN IIPU WMILIaHTALIUN
MK]JI maneHTaM ¢ CHHIPOMOM YKOPOUEHHOTO MHTEP-
Basia QT, SBISIIaCh BEPOSTHOCTh, XOTSI M HE YacTas,
TUTIEPYYBCTBUTEILHOCTH 3yOII0B 7' ¥ COOTBETCTBEHHO
HEMOTHBHPOBAaHHBIX Pa3psiIoB, TaK KaK YKOPOYEHHO-
My uHTepBaiy Q7 MOCTOSTHHO COIYTCTBYET 3HAUUTEb-
HOE TIOBBINICHWE aMIUIMTYAbI 1-3yomoB. [Toatomy B
OTJINYME OT MALMEHTOB C CUHAPOMOM YUIMHEHHOTO
untepBasia Q7, ABOIHAsT YYBCTBUTENHLHOCTh R- 1 T-
3yOlLIOB JIOJKHA OBITH MEHbIIIE TIpU YKOopouyeHHOM QT
Tak Kak 7T-3y0el MosIBIsIeTCS PaHo TOCje Hayala UH-
TepBaja RR 1 4yBCTBUTEIbHOCTbh HAaMMEHBIIIAsl B paH-
Heil daze aJropuT™Ma YyBCTBUTEIBHOCTU TIOCJIE pac-
no3HaBaHusl 3youa R. B Hacrosiiee Bpemsi pa3HbIMU
npousBoautessiMu MKJI yctaHOBIIEHBI pa3IMIHbIC ajl-
TOPUTMBI IJISI TIPEIOTBPAIICHUS] TUIICPUYBCTBUTEIIb-
HOCTU BBICOKOAMIUIMTYIHBIX CUTHAJIOB 7-3y0IIOB, U
HanbOoJIee TTOAXONAIINMI CPEI HUX TIPEICTABISIOTCS
MYJIBTUITPOTpaMMUpPYEMbIE aJITOPUTMBI. TeM He MeHee
BHE 3aBHUCHMOCTH OT PA3IMUYHBIX aJITOPUTMOB YYBCT-
BUTEJbHOCTH HEOOXOAMMBIM YCJIOBUEM IS UHIUBU-
JTyaJIbHOW aiarnTaiuy apaMeTpoB YyBCTBUTEIILHOCTH
SIBJISIETCSI TaKasl TTO3MIIMSI DJIEKTpoaa, KOTopasl rapaH-
THUPYeT TIOCTOSTHHBIN 1 BBICOKUI cUTHAN 3yO11a R.

F. Gaita u G. Giusteto 1 coaBT. [5] mpoBeu rcciie-
JIOBaHUE T10 M3ydeHNIo 3¢ (PEKTUBHOCTU TTPUMEHEHUSI
pa3IUYHBIX aHTHAPUTMUYECKUX IperapatoB (AAIT)
Nnpu cuHApoMe ykopoueHHoro uHrtepBaia Q7. Ilo-
CKOJIBKY TIPOBEICHHBIC MCCICI0BAHMS TTOKA3aIl BO3-
MOKHOCTb TOBBIIIEHUSI aKTUBHOCTU OBICTPOrO0 KOM-
TIOHEHTA KaJIMEeBOTO TOKA € 3aJ€P>XKaHHBIM BBITPSIMIIC-
HueM da3bl penoasgpuszauuu (Iy) B pesynsraTte MyTa-
v reHa HERG, aBTOpbl pelnuii MpoTecTUPOBAThH
AAII III xiacca Tuma corajiojia U MOyTUIMAA, SIBJISTIO-
LIMecs ceJIeKTUBHbIMU OJiokaTopamu Iy, OnHako oka-
3aJI0Ch, YTO 3TU IIpernapaTbl He YIJIMHSIIN WHTEPBa
QT. Tlo-BuauMoOMy, MyTallu¥ MPUBOISAT K MOTEPe He-
KOTOPBIX (PU3UOJOTUIECCKUX PEryIITOPHBIX MEXaHMU3-
MOB, U Iy, CTAHOBATCSI HEUYBCTBUTEIBHBIMM K JIEKap-
CTBaM, OKa3bIBAIOIINM CHEIN(GUISCKOe MEeUCTBUEC Ha
9TU KaHasbl [3]. XMHUAWH e MPUBOAWII K 3HAUUTEb-
HOMY yminmHeHMIo nHTepBasia QT n K ero KOHEUYHOM
HOpMau3alnu, a Takxke K Hopmaiauzauuu DPIT xemy-
IouYKoB M mpenorBpameHnto nHayknuu ®XK. Boree
TOT0, XMHUAMH CIIOCOOCTBOBAJI IBHOWM HOpMaIn3alluu
cerMeHTa ST u ymmpeHuto 3youa 7. MexaHusm aencT-
BUSI XMHMIWHA TIPU CUHApPOME yKopoueHHoro Q7 He
IO KOHIIA SICeH, HO TIpeAriojiaraeTcs, 4To yIUIMHeHUE
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uHTepBaga Q7 mpoucxoauT Garoaapsi €ro CpoACTBY K
I}, KOMIIOHEHTY KaJIMeBOro KaHajla B OTKPBITOM COCTO-
SIHUM U €TO CITOCOOHOCTU OJIOKUPOBATh lxs KOMITOHEHT
KanueBoro kKaHaaa [7]. B uccienoBaHue ObUT BKIIO-
yeH 21 mamuenT, u3 Hux 10 ummiaantuposaan MKJI,
a 11 manueHTaM UMITJIAaHTALMIO HEe TPOBOAWIN (2-M B
CBSI3M C MAJICHBKMM BO3PAaCcTOM, a 9 0TKa3aanch OT UM-
miantauvu MK/). TunpoxuHuauy nonydanu 11 ma-
nueHToB 6e3 MK, a Takke 5 MaliMeHTOB ¢ UMIUTAHTH-
poBaHHbEIMU VK] 1 CUMIITOMAaTUIHBIMA 3TTA30JaMK
bubpwIIAIMy npeacepanii. Y MalmeHToB, MOoayJYaB-
IIAX TUAPOXUHUAWH, WHTepBan QT yBeIWMUMICS OT
271413 mc no 347433 mc (p<0,005), a QT, yBennaui-
ca ot 297+15 mc no 397%25 mc (p<0,0005). ¥V 6 us
11 maneHTOB OBLIA BEIABICHA MyTaius reHa HERG,
a y OCTaJbHBIX 5 OOJIbHBIX M3BECTHBIX B HACTOsIIIIEE
BpeMs MyTalluii HaliieHo He ObLT10. [ToBTOpHOE 2/1eKT-
podU3NOIOTNYECKOE UCCIeIOBaHME ObLIO MPOBEICHO
9 B3pOC/IBIM TAIIMEHTaM, TOJYYalOIIUM THIPOXUHU-
nuH: OPIl XenmymoukoB mocTuTral 3HAYeHUs OoJjiee
200 mc y Beex mmanueHToB, 1 P2K He MHIYLIMPOBAJIach.
Cpennuii epuof HabmoaeHus: coctaBui 17113 mec.
B uccrnenyemoii rpymme JieTaabHBIX MCXOIOB HE Ha-
0JIFOIaI0Ch, He OBLIO 3apeTMCTPUPOBAHO CHMITTOMA-
TUYHBIX WJIM aCUMITOMATUYHBIX 3MU30/10B (hUOPHII-
JISIIUY TIpencepanii. JIsa mamyeHTa IpeKpaTuin IpH-
€M TUAPOXMHUAMHA 110 MPUYUHE Pa3BUTUS TOOOYHBIX
3(GPEKTOB CO CTOPOHBI JKEITYIOUHO-KUIIICIHOTO TPaK-
Ta. Kak yke yka3pIBajaoCh BbIIlIe, OMHOM U3 XapaKTep-
HBIX OCOOEHHOCTEN cuHApoMa yKopodueHHoro Q7 gB-
JISIETCSI OTCYTCTBUE 3aBUCUMOCTHU JyuTebHOCTH Q7 OT
YCC. V¥ 3-x mauMeHToB, MOJYyYaBIIUX XUHUAUH, TPU
MPOBEICHNUU CTPECC-TeCTa OTMEYAIOCh BOCCTAHOBJIC-
HUE HOPMaJIbHOUW 3aBucUMoOcTH MHTepBasia Q7 ot
YCC [14]. XuHUAMH MOXET TaKxXe OKa3aThCsl ToJIe3-
HBIM B TIPEIOTBPAIICHU HEMOTUBUPOBAHHBIX pa3psi-
IIOB (B CBSI3U C TUTIEPUYYBCTBUTEIBHOCTHIO BEICOKOAMII-
JIMTYAHBIX 3yOL0B 7) y NallMEHTOB C CUHAPOMOM YKO-
poueHHoro mHTepBajga Q7T M WMMIUIAHTUPOBAHHBIMU
WK [13]. Takum oOpa3oM, TpeOyIOTCsT JaJbHEHIINe
WCCTIEeIOBAaHUSI M OTAAJICHHbIE Pe3yJbTaThl HaOIoIe-
HUS JUIST OLIEHKU 3(P(OEKTUBHOCTU XMHUAMHA Y MMall-
€HTOB C CUHJIPOMOM YKOPOUYEHHOTro uHTepBayia Q7.
Kaunuyeckuit npumep. Tpynmoil yIeHBIX UTaTbsSH-
ckoro rocriutajig Maruriziano Umberto nmoj pykoBoj-
ctBoM nipod. Fiorenzo Gaita B 2003 1. mpoBeIeHO MC-
cJleIoBaHKMe HECKOJIBKUX CeMEl, YWICHBI KOTOPBIX UMe-
JI1 yKopodeHHbIN nHTepBan Q7T Ha DKI u ciyyan BHe-
3armHoit cMept. Ha ocHOBaHMM aHaMHe3a BbIAEICHBI
OCHOBHBIC (CMHKOTAJIbHBIE COCTOSIHUS, OCTaHOBKA
CepaLa) ¥ KOCBEHHbIE (cepaLedrenue, 60b B 001aCTi
cepaua, GudbpuUIsuKs Npeacepauit) NpU3HaKu, a Tak-
K€ BO3MOXHOCTb MHAYKIIUN HDUOPMIUISILIAN XKeTya0d-
KOB BO BpeMSI IPOTPAMMUPYEMOU CTUMYJISIIINH CEep/Ilia.
Tpoe maimeHTOB (IBO€ B3POCIBIX U OAMH pebde-
HOK) U3 OJHOI ceMbu ¢ MHTepBasioM QT, He MpeBbI-

W YKopoueHHbIi uHTepsan QT
B BHesanHasa cmMepTb

] YkopouyeHHbIi nHtepsan QT
1 BHE3anHas cmepTtb

[ HopmanbHas 3K
[J 9KTI He npoBoaunachb

Puc. 1. HacnencteenHbie uameHeHust OKI obcnenyemoit
CEMbHU.

maonmm 280 Mc, UMeIM B aHaMHE3€ CUHKOIMaJIbHbIE
COCTOSIHUSI W OMU30MbI CepAlEONeHUs, 1 B OIHOM
cydae HaOJoqaiach BHe3anHasi cMepTh. Beem maru-
eHTaM TIpOBENEHO KJIMHWYEeCcKOoe oOcienoBaHue,
BKJIIOUamlIlee (pu3nKaabHOE UCCIENOBaHUE, CEPUIO
OKI, Harpy304HbI€ TECThI, CYTOYHOE€ MOHUTOPUPOBA-
Hue DKI mo Xonrepy, sxokapauorpaduueckoe mc-
caenoBanue, DKI' BbICOKOTrO paspenieHusi, MarHUT-
HO-PE30HAHCHYIO TOMOoTrpaduio.

Ha puc. 1 npeacTtaBiaeHbl HACAEACTBEHHbIE U3Me-
Henus DKI uccienyemoit ceMbu.

Mamuent 1 (IV, Ne 3) — 35-jeTHMit MyX4nHa C
CUHKOTAJIbHBIMU COCTOSTHASIMU B aHAMHE3€ U dMN30-
JaMu UOpWLISIUMKU TpeAcepauil nmpu GU3NIecKoit
Harpyske. C MOMOIIbIO 3IeKTpoKapauorpapuiecko-
o HCCJIeIOBaHUSI U CYTOYHOTO MOHUTOPUPOBAHUS
OKI 3apeructpupoBaHbl YacTble MOHOMOP(MHBIE XKe-
JIyIOYKOBBIE DKCTPACUCTOJIBI ¢ MOpGOJIorueii 61okKa-
JIbI TIPABOY HOXKM TTydKa [1ica, OTKIIOHeHUE DJIEKTPH -
YECKOH OCH cepllla BJIEBO, YKa3bIBAIOLIKE HA TTPOUC-
XOXIEHWE IKCTPACUCTOJ U3 MPOESKIINY 3aHE BETBU

JneBoil Hoxku nyuka luca.

'.i..n-. vty WHTEPBAN QT BO BCEX UcCie-

s i IoBaHUAX Kosebancs ot 240
—r ey el

w7 T _ no 280 mc, QT, He mpeBbIIIaI
ol s 280 Mc (puc. 2).

IMamuent 2 (IV, Ne 2), cec-
Tpa 1-ro manueHTa, MmpenbsiB-
JIsia KajgoObl Ha mepedou B
pabore cepara, CormpoBOXIA-
IOII1ecs] TOJOBOKPYKEHUEM.
QT-untepBan Ha DKI ot 220
1o 250 mc. 3a BpeMsI MOHUTO-
pupoBaHust OKI no Xonarepy
3apeTUCTPUPOBAHBI AKCTpa-
CUCTOJIBI TO¥ ke MopdoJo-
TUU, HO C pa3HBIMM MHTEPBa-
JlamMu cuerieHus. Bo Bpewms
du3IecKOil aKTUBHOCTH BBI-

Puc. 2. OKI' maumenrta 1. Putm

= cunycobiit, YCC 75 yn/mun, QT
= 260 Mmc.
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SIBJICHO YKOopodeHne nHTepBayia QT npu yBeTMYCHUN
YaCTOTBI CepACUYHBIX COKPAIIICHUIA.

IMaument 3 (V, Ne 1) 6-JIeTHUMIT CBIH MaLMEHTa 2, ¥
KOTOPOTO B 8§-MECSTYHOM BO3pacTe 3aperuCcCTprpoOBaHa
OCTAaHOBKa cep/lla B OTBET Ha alpeHepruyecKuit
crtpecc (mym). IlpoBeneHbl ycrnellHble peaHuMaly-
OHHBIC MEPOMPUSTHSI, BKJIIOUAIOIINE HAPYKHYIO Kap-
nuosepcuto. Ha OKI pebeHka MMennch U3MEHEHUS
nHTtepBana Q7, aHamorndyHele n3MeHeHusIM Ha DK
y MaTepu U ISIN.

IIpu npoBeneHUM OOJBIIOIO CHEKTPa KIMHUYEC-
KHX 00C/IeIOBaHN OPraHNIeCKUX MOPaKeHUI cep-
11a He OBLIO BBISIBIICHO HU B OTHOM CJIydJae.

V nauueHToB 1 1 2 6611 Opat, KOTOPbI yMep BHe-
3aImHO B Bo3pacTe 3-x MmecsmeB (IV, Ne 4), a ux oreln
yMep BHe3amHo B Bo3pacTe 39 net. Kpome Toro, Tpoe
YJIEHOB CEMbM TaKXKe yMepJM BHe3aIrHo. babOyiika
yMmepiia B Bo3pacte 49 jieT Ha ¢hoHE MOJIHOTO 310pPO-
Bbsl. Y Hee ObUIH JIBE CECTPHI, OJHA U3 KOTOPBIX TAKXKe
yMepJia BHE3aIlHO. Y JPYroil cecTpbl BHE3AITHO yMEP
CBIH B Bo3dpacte 39 yieT. DiieKTpokapauorpadguieckoe
HCCIIe0OBaHNE 3TUM OOJBHBIM HE TTPOBOIMIIOCH.

[TarmenTam 1 1 2 poBeaeHO 27eKTPODUNOIOTHU-
YeCKOE MCCIIeIOBaHKE (TIpOrpaMMUpyeMas CTUMYIISIIINS
KEJTYI0YKOB: BEpXYIIIKa MMPABOTo KeyI04Ka U BbIBOII-
HOM TpakT). CTUMYJISIIINS ITPOBOIMIIACH HA 2-X 0a30BbIX
4acTOTax C UCIOIb30BaHUEM 2-X 9KCTPACTUMYJIOB.

YcTaHOBKa KaTeTepa B 00J1aCTH BEPXYIIKU IIPaBO-
ro XeJyJouyka MmpuBeia K BOSHUKHOBEHUIO (puOpuiI-
JISUUU XKeJIyJOuYKOoB y oboux nauueHToB. DPII He
npesbian 150 Mc, HE3aBUCUMO OT MECTa CTUMYIISI-
LMW WIM JJTATEIbHOCTHU LIMKJIa 6a30Boro putMa. Kpo-
Me€ TOTO, ITPU TIPOBEIACHUH ITPOTPAMMUPYEMOI CTUMY-
JISIIMUA TPABOTO KeJyqouKa C WCIOJIb30BaHUEM 2-X
BKCTPACTUMYJIOB y 000OMX MAIlMEHTOB MHIYIIMPOBaHA
Gubpusus xeayaoukon (puc. 3). Ilpu npoene-
HUU aHTErPaTHON CTUMYJISIINU (GUOPYILISIINS TIPe-
cepauii BbI3BaHa Y OJHOTO MallleHTa.

[Toce nccaemoBaHms MaleHTaM BBOOMIICS (hire-
kauHung B 1o3e 10 mr/kr B TeueHue 10 muHyT. O61IC-
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Puc. 3. ®ubpuiuisiiys XelyIo4yKoB, WHIYIAPOBaHHAs
MIPOrpaMMUPYEMOIl CTUMYJISILIMEH U3 BBIBOIHOTO TpaKTa
MPaBOro XeayaoukKa ABYMSI SKCTpACTUMYJIaMM C UHTEp-
Basiamu cuerieHns 170 m 150 mc.

HM3BECTHO, YTO (DIICKAWMHHUI, SIBJISICTCST OJIOKATOPOM Ha-
TpUeBBIX KaHaOB U ymmHsieT DPII. [Tocte BBemeHUS
dekauHuaa NpoBOAUIACH MPOrpaMMUpyeMasi CTHU-
MYJISILMST XKeJTyIOYKOB. Y TAIIMEHTOB HaOII0HAIOCh
yBenuueHue DPII, nu ouOpmsaus kKeaynouykoB He
WHAYLIHPOBAIACh.

O06ouM mauMeHTaM ¢ MPOMUIAKTUUECKON 1IETbIO
MMIUTAaHTUPOBAH KapauoOBEpTep-IehUOPUIIIATOD U
nmoaodpaHa aHTUApUTMUYECKAs Teparusi, IpeuMyle-
CTBeHHO npenapatamu kiacca IC.

SAKITIOYEHUE

KimHnueckoe 3HaueHUE yKOPOUYEHMSI MHTEpBaia
Q0T y acUMIITOMATAYHBIX JINI OCTACTCSI HEBBISICHEH-
HbIM. YacTo neTy U MoApOCTKU He MPeabsBISIOT HU-
KaKMX XaJlo0 M MOTYT CUMTAThCS MPAKTUICCKU 3I10-
POBBIMM 10 AaHHBIM CTaHIAPTHOIO KJIMHUYECKOTO
obcnenosanud. lleneHanpaBieHHbIE cOOp aHAMHeE3a
n cemeitHoe DKI-o0cnemoBaHue BBISIBASIET Y HUX
clydad BHE3aITHOM CMEpPTH y POACTBEHHUKOB M YKO-
poueHue nHtepBana Q7T'y UleHOB CeMbU, TAaKXKe CTpa-
JAIOIINX CUHKOMAJTbHBIMU COCTOSTHUSIMUA. DTO IaeT
OCHOBAHME TIpeAroaraTb 3Ha4eHUE POJIU YKOPOUCH-
Horo nHTepBaia Q7 B rmaroreHe3e BHE3aITHON CMEPTH
Yy HOTUOIINX POACTBEHHUKOB.

B Hacrosiiiee BpeMsi T€HETUYECKMil CKPUHUHT
CHHIpPOMa YKOPOUYeHHOTO MHTepBaia Q7 HaXOauTCs B
CTaIuu UccienoBaHus. B cBsI3u ¢ aTuUM pelaronias
posib otBoauTCst aHanu3y DKI' GOIbHBIX ¥ TIPOTHO3M-
POBaHUIO HA OCHOBAHUM €€ IapaMeTPOB BOSHUKHOBE-
HUST apUTMUI, YTPOXAIONINX XXU3HM, TaK KaK 3a4ac-
TYIO TIEPBBIM CUMIITOMOM JAHHOTO 3a00JeBaHUs SIB-
JIsleTcsl BHE3arHasl cepjiedHasi cMepTh Y (U3NIecKu
3I0pOBBIX JI0Ael. PUCK BHE3amMHOW CMEPTU MPUCYT-
CTBYET Ha MPOTSKEHUM BCEl KU3HU, KaK y JETeil B
BO3pacTe 10 OMHOTO Tofa, TaK U Y B3POCIIBIX MallueH-
TOB cTapiie 60 JeT.

OTKPBHITBIM OCTAETCS BOIIPOC O TIEPBUYHOCTH I1a-
rHo3a. MoJieKyIsIpHO-TeHeTUYeCKHe HCCIeq0BaHuUs
MMOATBEPKIAI0T MHOTHME OOIIME ITaTOTCHETUICCKUE
MEXaHM3Mbl Pa3BUTUSI CUHAPOMOB C BBICOKMM DPUC-
KOM BHE3aITHO# CepIeyHOM CMEpTH, W He MCKITIoUe-
HO, YTO CO BpEMEHEM OHU OyIyT OOBEIMHEHBI B pa3-
JINYHBIE KJIMHUKO-TEHETUYeCKNEe BapUaHTBl OJHOTO
3aboneBaHus1. OQHAKO B KIMHUYECKOM MpaKTHUKE 1Ie-
JIecooOpa3HO BBIAEICHUE NUArHO3a YKOPOUYEHHOTO
nHTepBana Q7T KaKk OCHOBHOTO Y OOJIbHBIX TPYIIITLI PH-
cKa (JTM1Ia C OTSATOIIEHHBIM CEMEITHBIM aHAMHE30M TI0
cIyJastM BHE3aITHOI CepIeYHOl CMEPTU U/WIN CUH-
KONAaJbHBIMU COCTOSTHUSIMM HESICHOW 3TUOJIOTHMH),
IIPY OTCYTCTBUHU XapaKTEPHBIX IPU3HAKOB APYTUX 3a-
OosieBaHMIt TUIa cuHApoMa bpyraga, apuTMoreHHoi
JIACTUIA3UM TIPABOTO XeJylouka U Jp., 0osee MmoaHO
KJIMHUYECKU OYEPUYCHHBIX Ha CErOAHSIITHMUEI 1eHb. Ho
U TIPY OTCYTCTBUU AAHHBIX 3a00JIEBAaHUI YKOPOUEHME
nHtepBanga QT MOXeT ObITh BaXKHBIM (PUKCUPOBAH-
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HBIM JTOMTOJIHUTEJIbHBIM TMarHO30M WJIM TPU3HAKOM,
OTIPEIEISIIONNM KOHKPETHBIN PUCK PA3BUTHUSI KU3HE-
yrpoXaronmx apuTMHUI M BHE3alTHOW CMEPTU, MPO-
THO3 W TaKTUKY JieueHUsT 001bHOTO. [103TOMY BBISIB-
nenne Ha DKI ykopoueHHoro uHtepBana Q7, oco-
6eHHo HUXe 80% OT MOKHOTO 3HAYCHUs, Naxe Y
ACUMIMTOMATUYHBIX OOJIbHBIX TPeOyeT WCKIIOUEHMUSI
3a00JIeBaHUII C PUCKOM DPa3BUTHS KU3HEYTPOXKAIO-
IIMX ApUTMUNA Ha OCHOBAaHUMU HAHHBIX CEMEWHOIrO
aHaMHe3a U KOMIUIEKCHOTO KapauOJIOIrMYecKoro 00-
CJIe/IOBAaHUSI, BKJIIOYAIOMIETO TIPU HEOOXOIMMOCTHU
sfiekTpodusnogornyeckoe oocienosanue. C apyroi
CTOPOHBI, HAJIMYME B CEMbE CIy4aeB BHE3AITHOM
CMEPTHU B MOJIOJIOM BO3PacTe, CUHKOMAJIbHBIX COCTO-
STHUI HeSICHOM 9TUOJIOTUY TPeOyeT UCKITIOUEHUS CUH -
JipoMa yKopouyeHHoro uHrepsaja Q7.
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CUHJPOM BPYTAJIA - K TMHUKO-TUATHOCTUYECKUE

KPUTEPUU U JIEYEHUE

JI. A. boxepus, A. I11. Pesuwisuau, H. B. IIponuuesa

Hay4HbIlh LEHTP cepaeyHo-cocyancTom xmpyprum um. A. H. bakynesa (amp. — akagemuk PAMH J1. A. Bokepwus)

PAMH, Mocksa

BHGSaHHaH cepneuHas cmepth (BCC) yarire Bcero
SIBJISIETCSI CJCACTBUEM KEJTYAOUYKOBBIX Taxu-
aputMuii [2]. TIpramHBI BO3HMKHOBEHMS KI3HEYTPO-
JKAIOIIUX KETyAOUKOBBIX apuTMmuii (2KA) moctatouHo
pa3HooOpasHbl. 3avactyio pazButrie BCC He ymaercs
VIOBJIETBOPUTEIBHO OOBSICHUTH CYILECTBYIOIIMM HIIIe-
MUYECKUM WU BOCMTAIUTEbHBIM MOPaKEHUEM MUOKap-
na. B HacTosiiiee Bpemsi, Korma pa3BUTHE COBPEMEHHOM
APUTMOJIOTUU COIPSDKEHO C AKTUBHBIM PA3BUTUEM MO-
JIEKYJISIPHO-TEHETUIECKMX METOIOB MCCIICIOBAHMSI, T10-
SIBUWIOCh TIOHUMaHWE TeHETUYECKUX aCTIeKTOB MaToreHe-
3a apurMuii. BCC MoXeT OBITh CIIeICTBIEM TeHETUIECKI
JIETEPMUHUPOBAHHBIX 3a00JIeBaHNIi, B OCHOBE KOTOPbIX

Jexar u3MeHeHus1 (MyTallMMd) B IeHaX, KOAMPYIOLIMX
MOHHbBIE KaHaJIbl, UX MOAU(MUKATOPHl U MOMYJISITOPBI,
CTPYKTYPHbIE 1 CApKOMEPHbBIE OEJIKM MUOKAPIa, KIIMHI -
YeCKU TMPOSIBIISTIOIIMECS] HApYIIEHUSIMI pyUTMa Ceplia.
Haubomee akTMBHO M3y4aeMbIMH B TIOCTICTHEE Bpe-
MsI SIBJISTEOTCSI apUTMUU, CBSI3aHHBIE C MYTallUsSIMU B Te-
Hax, OTBEUAIOIINX 3a (DYHKIIMOHUPOBAHIE MOHHBIX Ka-
HaJoB (KaJIMEBOTO WJIM HATPUEBOTO), SKCIIPECCUPYIO-
IIUXcs B MUOKape. JlaHHBIe TeHETIECKH IeTepMITHH -
POBaHHbIE APUTMUU OTHOCST K IPYIIIe KAHAJIOMATUIA U,
YUNUTHIBASI HaJMYKMe HACJEICTBEHHO OOYCIIOBIEHHOTO
HapylleHUsT 00pa30BaHus U/WIA PacIpOCTPaHEHUSI
AJIEKTPUYECKOr0 MMIIYJIbCa, MX TaKKe Ha3bIBalOT 00-



