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KJIMHUYECKHWHN U TEHETUYECKUI ITOJIUMOP®U3M HACJIEJCTBEHHOI'O
CHHJIPOMA YIJIMHEHHOTI'O UHTEPBAJIA QT, PAKTOPbI PUCKA CUHKOIIE U
BHE3AITHOU CMEPTH

Mockosckuin HUU neduampuu u 0emckoit xupypeuu M3 P®, demckuii HayuHO-NPpAKMu4ecKuil yeHmp HapyuieHuil
cepoeunoz2o pumma M3 P®, Mockea

Paccmampusaiomes ucmopusi omxpoimust, pacnpoCcmpaHeHHoCmb, JMUONOUL U NAMO2EHEe3 HACTEeOCMEEHHO20
cunopoma yoaunenus unmepsana QT, npedrazcaromces aneopummsl 00C1€008aHUL OONLHBIX U MEMOOUKA MOHUMOPUH2A
UHOUBUOYATILHBIX PAKMOPOE PUCKA BHE3ANHOU CEPOSUHOU CMEPMIL.

KuroueBsbie ciioBa: cunapoM yninHeHHoro unrepsaja QT, cunapom Pomano-Yopaa, cungpom [Ixepsesiia-
Jlanre-Husbcena, BHe3aNHas cepeyHasi CMepTh, CHHKONAJIbLHbIE COCTOSTHUSI.

Considered are the history of discovery, the prevalence, etiology, and pathogeny of hereditary long QT-interval
syndrome. The algorithms of the patient examination and the technique of monitoring of individual risk factors of sudden

cardiac death is offerred.
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Bueszannas cepaeunas cmepts (BCC) no HacTosiimero
BpEMEHU OCTaeTCs OJHOM 13 Hanboiee 3HAYUTEITHHBIX HE-
PeLICHHbBIX MPoOJIeM KIMHUYEeCKOM Kapaunosoruu. Ha nomto
BCC B pa3ButhIx cTpanax npuxoaurcs 12-18% ot Bcex mpu-
9uH cMepTH 1 6osiee 50% OT Bcex ciiydaeB ceplieuHol cMep-
tu [1, 2]. HHomynsamumonnstit puck BCC cpemau nur crapuie
35 ner gocruraert 0,1-0,2% B rox (1-2 Ha 1000) u y Myx-
YUH OH 00Jiee YeM B TPU pa3a BBIIIE YeM y keHIuH [3]. B
Bospacte 10 35 snet yactota BCC cocrapnsier okono 1 Ha
100000 1 y cmopTCMEHOB MOBHIIIAETCS Ooee 4eM B 2 pasa
[4]. Caenyer ormeTHTh, uTO HocTaTodHo 4acto (mo 10%
cinyyaeB) BCC B M0J10/10M BO3pacTe pa3BUBACTCS Y JIMII, HE
HMMEIOINX KaKUX-IH00 CTPYKTYPHBIX H3MEHEHUH cepaey-
HO-COCYIHMCTOHN CUCTEMBI [5].

HeCMOTpf{ Ha yCliexXu, JOCTUTHYTbIC B TIOHUMaHUH ME-
XaHW3MOB BHE3AITHON CMEPTH, BBISABIICHUC MMAITUCHTOB C BbI-
COKHM PHCKOM €€ BO3HHKHOBEHUS BCE €IIIe MPEICTABIACT
3HAYUTEJIbHbIE TPYAHOCTU. Pelnenue qaHHoro Bonpoca Ha-
IPpAMYIO 3aBUCUT OT KIMHUYCCKUX U NOIMYJIAIIMOHHBIX HC-
CJIE/IOBaHUI B YETKO BEPU(PUIIMPOBAHHBIX TPYIIIAX PHCKa
[6]. Tak, 3HAUUTEIBHBIC YCIIEXHU B U3yUEHHUH IEKTPODHU3U-
OJIOTUYCCKUX U TCHETUYCCKUX MEXaHN3MOB PA3BUTHA KNU3-
HEYTPOXKAIOUINX apUTMUN OBIIH JOCTUTHYTHI Onarogaps
HCCIIEIOBAaHUSAM CEMEHHOM NMaTONIOruU C BBICOKUM PUCKOM
BHE3aMHOHN cepeuHoi cMepT. OHM MO3BOIMIIH MOTYYUTh
YHHUKQJIBHYI0 HHPOPMAIHIO O KJICTOUHBIX U MOJICKYIISIPHO-
TCHETHYECKHUX OCHOBAX PeNoyiipU3allii MHOKapja, ycTa-
HOBUTb KIIMHUKO-2JIEKTPOPH3HOTIOTHUECKUE MapKEPhI PUC-
Ka KU3HEYIPOXKAIOLUX aPUTMUNA, U3YUUTh POJIb CPELOBBIX
(axTOpOB, MOJOBBIX U BO3PACTHBIX PA3IMYMi B peau3a-
LMY TEHETUYECKU JETEPMUHUPOBAHHON 3JIEKTPUUYECKON
HECTaOMJIBHOCTH MHUOKap/Ia U Ha 9TOM OCHOBE pa3paboTarh
MIPUHIUIBI paHHEH AMAarHOCTUKU U npodraakTuka BCC
[7, 8, 9]. OnauMm n3 Hanbosee pacnpoCTPaHEHHBIX CEMEH-
HBIX 3a00neBaHmii ¢ BeIcOKkMM puckoMm BCC, aBnsieTcs cuH-
IpoM yanuHeHHoro nHTepBana QT. Puck BHe3amHOH cMep-
THU B OTCYTCTBUE aICKBATHOI'O JICUHCHHUA JOCTUTACT IIPH AaH-
HoM cuHzpome 71% [10].

Hcropust OTKpBITUSL CUHAPOMA, BEPOSITHEE BCETO, BE-
ner orcuer ¢ 1856 roga, xorja T.Meissner onucai BHe3arl-
© M.A.IlllxonpHuxoBa, C.H.Uynposa

HYIO CMEpPTh BO BpPEMs CTPECCOBOI CHTYyal[MM MOJIOIOTO
YeJI0BeKa, B CEMbE KOTOPOTO eIle [BOE JIeTel YMEpIH Ipu
aHAJIOTHUYHBIX 00cTosTeNbeTBaX. Tompko uepes 100 set, B
1957 roay Jervell u Lange-Nielsen npeactaBuin moiHoe
KIMHUYECKOE OMKMcaHne «cuHapoma uimHHoro QT» y ve-
ThIpEX YJICHOB OJIHOM CEMbH, CTPAIAIONIUX BPOKICHHOU
IJIyXOTOM, YaCTbIMU IIPUCTYIIAMU [IOTEPU CO3HAHUS U UME-
IOIIMX CTolKoe yamnHenne uaTepsana QT Ha anekTpokap-
nuorpamme [11]. Bekope Romano (1963) u Ward (1964)
MpeICTaBHIIN HAOMIOICHUE aHAIIOTMYHOTO CUHIPOMA, HO 0e3
BpOXIeHHOH TryXoTh! [12, 13]. C 3TOrO BpeMeHH M3BECT-
HbI JIBA BapHaHTa HACJIEJICTBEHHOTO CHHAPOMA YJIMHEHHOTO
unrepsana QT (CYUQT), nazpanHbIe 110 (haMUInsIM aBTO-
poB: cunapoM Pomano-Yopua u Jxepsenna-Jlanre-Hub-
cena. B mocneanem cnyuae ynnuaenne QT coderaercs c
BPOKICHHOU INIyXOTOM.

YacTora BCTPE4aeMOCTH HACJIEACTBEHHOTO CHHIPO-
Ma yuinHeHHoro uHTepBana QT 1o naHHBIM HccienoBa-
HUH NOCJIETHUX JIET JIOCTATOYHO BHICOKA. YCTaHOBIICHO, YTO
CUHAPOM POMaHO*YOp}Ia BBIABJIACTCA B IMOIMYJISAIIUA C Yac-
toroii 1:10000 [14], a B nerckom Bo3zpacte 1:5000-1:7000
[15]. Cunnpom IxepBemna-Jlanre-Hunbscena sisnsercs pen-
xoii maronorueit. CornacHo naHHbIM Fraser G.R. maHHBIHA
CUHIIPOM BcTpedascst B monyisiuuu 4-10 neTHux aerteit
Coeaunennoro Koponesctsa ¢ yactotoi 1,6 Ha ImiH. [16].
[To nannbim Bricker J.T. [17] CYUQT c Bbicokoi yacToToi
BBIABJIACTCA y JIMIL, CTpaJaroIuX IMapoOKCU3MaJIbHbIMU CO-
CTOSIHUSIMM, a Y JIeTed ¢ BPOXKJIEHHOM INIyXOTOH - OKOJIO
0,8%. ITpu oOcnemoBaHUM TPYIIT MAITUEHTOB C KAPAUOTECH-
HBIMU CUHKOIIAJIBHBIMU COCTOAHUAMU CUHIAPOM BBISIBJICH B
36% cnydaeB. Imerorcs yka3zaHHsS Ha BBICOKYIO YacTOTY
00HapyKEeHHUsI aTOJIOTUYECKOTO yATuHeH s nHTepBayia QT
MIPH COMMYTCTBYIOIIEM YIIEKTPOKapAUOTpaduIecKoM oociie-
noBaHud [18].

Dmuonozua u namozenemuuecKkue mMexaHu3mol

HAC1e0CmeeHH020 CUHOPOMA YOJIUHEHHO020 UH-

mepeana QT.

OTHONIOTHS CHHIIPOMA JI0 HEJaBHETO BPEMEHH OCTa-
BaJIach J10 KOHIA HEBBISICHEHHOM, XOTs1 00HapyKeHue 3a00-
JIeBaHHsI y HECKOJIbKUX YJICHOB OJHOH CEMbH MO3BOJMIO
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MIPAKTUYECKH C MOMEHTA ITEPBOTO ONMCAHMS PaccMaTpUBaTh
€ro KaK HaCJIEACTBEHHYIO MTAaTOJIOTHIO. BpUIN yCTaHOBIICHBI
COOTHOIIICHHMS YMCJIA TIOPAKCHHBIX 1 HETTOPa)KEHHBIX JINI B
ceMbsIX 00JBHBIX ¢ cuHApoMoM JIxepBesnta-Jlanre-Hub-
cena 1 Pomano-Yopaa. OHE COOTBETCTBOBAIIN 2y TOCOMHO-
PELMCCUBHOMY U ayTOCOMHO-IOMHHAHTHOMY THIIaM Haclie-
JIoBaHMsI COOTBETCTBEHHO [18]. Bee 3T ganHbIe nociyxu-
JIM OCHOBAHWEM JUIsl aKTHBHOW pa3pabOTKH TeHETHYECKON
TEOPHH U MTONCKA TeHA, OTBETCTBEHHOT'O 32 pa3BUTHE 3200-
JeBaHus. B matorenese cuHApOMa yAJIMHEHHOTO MHTEpPBa-
na QT Bemymiast poib MPUHAIUICKAT HECKOJIBKUM OCHOB-
HBIM THroTe3aM. OiHa U3 HHUX - THITOTE3a CUMITaTHYECKOTO
JucOarnanca - pearnosaraeT HapyIeHHe IPaBoCTOPOHHEH
CHMITaTHYECKOM MHHEpBaMu cepaua. B pesymerare dop-
MHUpYETCS aCHMMETPHsI HHHEPBAIUHU C IPeo0IaJaHueM Jie-
BOCTOPOHHUX CHMIIATHYECKHUX BIMSHHUN. CBSA3b 3TOr0 Ha-
pymenus ¢ yamuaenuem narepsana QT na OKI Obwta yoe-
JUTEJIFHO JI0Ka3aHa B 9KCIICPUMEHTAX C YJaJICHHEM IIPaBo-
CTOPOHHMX CHMIAaTHYECKHUX I'aHIIIHEB.

Kpome rumoressl CHMIIaTHUECKOTO AUCOaTaHca TakK-
K€ B KaUeCTBE OCHOBHOM CYIIECTBYET I'MIIOTE3a «BHYTPH-
Cep/ICUHBIX aHOMAJIHI», COIIacyIOMascs C TEOpHEH o Ta-
TOJIOTMM MOHHBIX KaHAJIOB. MyTalny B TeHaxX, OTBETCTBEH-
HBIX 32 pa3BUTHE CHHAPOMA yaiIrMHeHHOTOo nHTepBana QT,
MIPUBOZAT K HAPYIIEHUIO (DYHKIIMOHHPOBAHUS HOHHBIX Ka-
HJIOB (KaJIMEBOTO WJIM HATPHUEBOTO) M YBEIMUYCHHUIO ITPO-
JOJDKUTEIIBHOCTH MOTEHIMANA TEHCTBHS B KapJHOMHUOLH-
te. Hapymenus QyHKIIMOHNPOBaHUS HOHHBIX KAHAJIOB ITPH
COITYTCTBYIOIINX YCIJIOBUSIX MOTYT OOJIETYHUTH MOSIBICHHE
PaHHUX WJIH MO3HUX NOCTACTIONAPHU3AIMHI U, CIICIOBATEIb-
HO, NOIUMOP(HOMN KEITyTOUKOBOH TaxXUKaAPIUN THIIA «ITH-
py ™ («torsades de pointesy).

B Hacrosiiee Bpemsi cauTaeTcst, 4To 3a pa3BUTHE TH-
MTUYHBIX KJIMHIYECKHX MPOSIBIICHUH CHHPOMA YUTHHEHHO-
ro uaTepBaia QT oTBeTCTBEHHBI HE MeHee 6 Pa3TMYHBIX
reHoB [19], a nx 6eIKOBBIMU POAYKTAMH SIBIISIFOTCS TPAHC-
MEMOpaHHBIC HOH-CCIIEKTUBHBIC KaHAIBI (Ta0m. 1).

[Tpn ananm3e MyTanuii B cEMbsIX ¢ INarHOCTHPOBAH-
HBIM cHHIpoMoM Pomano-Yopna okazanaock, 4TO OHH HE

Tabnuua 1.
Monexynapno-zenemuueckue 6apuanmol CUHOPOMA
yonunennozo unmepeana QT [18].

BapuaHT | JTokanmzaunsa leH BerkoBbIi NpoayKT
KCNQ1 | a-cybremmHMua
LQT 1p15.5 (KvLQT1)| karmesoro kaHara
LQT2 | 793536 | HERG | -OYOwemHuua
Kanmesoro kaHara
LQT3 3p21-24 SCN5A | HaTpueBbI kaHan
LQT4 4q25-27 ? ?
LQT5 | 21q22.1-22 | KONET [ B-cybreamnmua
(MinK) | karmesoro kaHana
) KCNE2 | B-cybbeomHuuak
LQTé 21q22.1-22 (MiRP 1) | armeBoro kaHana
JLN1 1p155 | KCNQ1 | & CyoremHmua
anmeBsoro kaHara
AN2 | 21g22.1-22 | KCNET | P-oYOemmHmua
KarmMeBoro kaHara
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OTpaHMYEHBI KakoH-JIM00 OIHOM JIOKaIN3annei, a ooHapy-
JKHBAIOTCS B PAa3lIMUHBIX MECTaX KaXJIOTO I'eHa B Pa3HbIX
ceMbsX. Takum 00pa3oM, MOJKHO OBIIIO TIPEITONOKNT, YTO
BBIpa)KCHHAsI TCHETHYECKasi TeTePOreHHOCTD M 00y CIIOBIIH-
BaeT BBIPAKCHHYIO KIMHHUYECKYIO BapHadeIbHOCTh 3a00-
nesanus. Opnako, ais renoB KvLQT1 u HERG 0b110 BBI-
SIBJICHO HECKOJIBKO «TOPSYMX TOYEK» MyTanuil (crenngu-
YEeCKMX MO3MLUI BHYTPU T'€Ha, JUISI KOTOPBIX BBISBICHBI
MyTallld BO MHOTUX CeMbsiX) [20], i ObLTa BBIIBUHYTA TH-
10Te3a O TOM, YTO OIMHAKOBBIE TCHETHUCCKIE HAPYILICHUS
TIOBJICKYT 3a COOOH CXOXKHME KIMHUYECKHE MPOSBICHHUS.
Bomnpexu oxxuiannsm, y)xe epBble HCCIICI0BaHMUS TIOKa3a-
T, 9TO 3HAYUTENbHAs (EHOTHUINYECKAs! TeTEPOreHHOCTh
COXpaHsieTcsl 1aXkKe MPH WACHTHYHBIX MYTALUsIX, YTO MO-
JKET OBITH CBSI3aHO KaK C Pa3InYHON IKCIIPECCHBHOCTHIO
reHa, MOAN(UIHPYIONINM BIMSHUEM JIPyTUX T€HOB, TaK U
C BIMSHUEM JPYTUX, HETCHETHUECKUX (pakTopos [21].

B cayuae cungpoma JxxepBesna-Jlanre-Hunbcena
KIIMHAYeCcKasi KapTHHA 3a00JIeBaHNsI Pa3BUBACTCS B TOM
ciydae, €clii MHAMBHJL YHACJIECIOBAJ IOBPEXKICHHBIC
KvLQT1 n/umu KCNE1 annenu ot odonx poauteneid. My-
TAHTHBIC AJUIEITX MOTYT OBITh OJMHAKOBBIMH (IIpOOaH/
TOMO3HI'OTEH, OOBIYHO B CEMBSIX C KDOBHBIM POJICTBOM PO-
JUTEJIel) WM Pa3HBIMHU (COCTABHBIC TE€TEPO3HUTOTHI, WIH
koMmayH[b1). TakuM oOpazom, oba poxuTes npobaHaa ¢
cuaapomoM Jlxepseinta-Jlanre-Husbcena 0mKHbI SBIATh-
Csl HOCUTEJISIMH MYTaIlMii B JaHHBIX T'€HAX, HECMOTpPS Ha
TO, YTO OHH, KaK NPaBJIO (HO HE Bceraal) He MMEIOT KITH-
HUYCCKHX MPOsiBICHUH Oone3Hu [20].

Cy1miecTBOBaHHE JIByX OCHOBHBIX THIIOTE3 ITATOTCHE-
3a HaCJIEJCTBEHHOTO CHHIPOMA Y/UIMHEHHOTO MHTEepBaJia
QT mpearonaraer u3y4eHne B HACTOSIIIEE BPEMsI B3aHMO-
CBSI3U TEHETHUECKOM MPUPOIBI M aJIpEHEPTUUECKIX MeXa-
HU3MOB JJAaHHOTO 3200JICBaHUS Ha yPOBHE HOHHO-3JIEKTPO-
JINTHBIX B3auUMOJIeUCTBUH [22].

Kpumepuu ouacnocmuku.

B 1985 romy Schwartz P.J. [10] npeanoxun mprume-
HATH OOJNBIIME W Majble JIMarHocTHYecKue kpurepuu. K
OOJIBIINM KPUTEPUSIM OTHECEHBI: YIUIMHEHNUE KOPPUTHUPO-
BanHoro nHTepBaia QTc 6oee 440 mc na DKI nokost; cuH-
Kore; ciyvan BeisaBineHus yumHenust QT B cembe. Cpenn
MaJIBIX KPUTEPUEB - BPOXKICHHAS TIIyX0Ta; ajJbTepHAINs
3y6na T; Hu3Kas 4acToTa CepACUYHBIX COKPAIICHUH 1 Hapy-
HIEHHE MPOoIIecca PENopU3aMy MHOKap/ia JKEeITyI0YKOB.
CYUQT nuarHocTupyercst Ipy HAJIWYUN ABYX OOJBIINX
WJIN OZHOTO OOJIBILIOTO M JIBYX MalbIX KputepueB. Kpure-
pun 6puTH HonoHeHB! Schwartz P.J. B 1993 1.

Taknm 00pa3oM, K HacTOsIIEMy BPEMEHH yCTaHOB-
JICHO, YTO HACIICICTBEHHBIH CHH/POM YJUIMHEHHOTO HHTEP-
Basa QT sBisiercst 3a001€BaHUEM C YETKUMH JAUATHOCTH-
YEeCKUMH KPUTEPHSMH, I0Ka3aHa FeHeTHYecKast IPUPO/Ia ra-
TOJOTUH. XapaKTepHast 3JIeKTpoKapauorpaduieckas Kap-
TuHa (yanuHeHne naTepBaia QT 1 mapoKCH3MBI KeTynod-
KOBOW TaXWKap/inH), TAMTNYHBIC KIMHUYECKUE TIPOSIBIICHUS
B BHJIC MOBTOPSIOUIMXCSI PUCTYIIOB ITOTEPU CO3HAHMSA U
BBICOKasl KOHIEeHTpanus ciydaeB BCC B mopaxeHHBIX ce-
MBSIX BBLABUHYJIM CHHPOM Ha OZTHO 13 IEPBBIX MECT B PAIY
MATOJIOTHYECKNUX COCTOSIHHH, CTaBIINX ONTHMAJIbHBIMU
MOZEIISIMH JIJTsl MU3y4eHHUs BHe3arHoi cMepT. Hemocrarod-
Hast THPOPMHUPOBAHHOCTb NEMATPOB, TEPAIICBTOB U HEBPO-
IaTOJIOTOB ¥ JaXK€ KapANOJIOTOB O JaHHOM IaTOJIOTHYec-
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KOM COCTOSTHUHM HEPEAKO SIBIISICTCS MPUIMHON BpadeOHBIX
omubok. Hanbosee yacTo IMeeT MEeCTO THITepIUarHOCTH-
Ka SIHJICIICUH, BCIICACTBUE CHHKOIAIBHBIX COCTOSHUH, KIIH-
HUYECKH CXOXKHX C KJIACCHYCCKIMU IS THICCKUMH TIPHU-
CTyIaM#. DTO HEPEIKO MPUBOIUT K TPATMICCKUM HCXOaM
— BHE3AITHON CMEPTH OOJIBHBIX C CHHIPOMOM YIJTHHEHHOTO
naTepBana QT, cocTosHIE KOTOPBIX, HECMOTPS Ha PETyIIsIp-
HOE IOCEIICHUE KJIMHUK 1 MHOKECTBA CIELIHAIIICTOB, OBLIO
HHTEPIPETHPOBAHO HEBEpHO. HecMOTpst HA TO, YTO CHHI-
poM yummHeHHOTOo HHTepBaia QT ObuT mogpoOHO OTHCaH B
EBpore ewe B Hayase 60-x ronoB XX Beka, B TEUEHUE JJTH-
TEIBHOTO BPEMEHH OH TaK IUIOXO JUATHOCTHPOBAJICS, UTO
MTOCITY)KIJI IPUIMHOW MHOTHX BHE3AITHBIX CMEPTEH B IT0-
PaKCHHBIX CEMBbSIX.

[Tox wammMm Habmronenuem ¢ 1985 roma HaxoaUIOCh
6oiree 200 cemeli ¢ HacIEACTBEHHBIM CHHAPOMOM YIUTHHECH-
Horo uaTepBana QT. B HacTosmiee BpeMs BeeTcs: HaOITio-
neHue 3a 127 ceMbsMHU, B KOTOPBIX 69% pOJICTBEHHUKOB 110
MTOpa’kKeHHOM JTMHUU UMEET 3TO 3a0oieBanue. Tak, ToMuUMo
poOaHI0B, BO3pAcT KOTOPEIX Koiebaincs oT 2 mo 18 ner,
BeLaBiIeHB! 560 6ompHBIX ¢ CYHQT B Bo3pacte ot 1 10 68
JIET CpPelN WX POACTBEHHHUKOB. BceM OONBHBIM €KETOTHO
MIPOBOIUTCS TIOJTHOE KIMHUKO-WHCTPYMEHTAIBHOE 00CIIe-
noBanue, Britouas crannaptayo OKIT u OKI Beicokoro
pa3penIcHus, XONTEPOBCKOS MOHITOPUPOBAHUE C OIICHKON
BapHadETHbHOCTH CEPICIYHOTO PUTMA, CTPECC-TEeCTHI (00ITh-
HBIM ¢ OeccuHKonansHoi popmoit CYUQT), ynbrpasByko-
BOE HCCIICIOBaHKE cepaua. MoleKyIsIpHO-TCHETHICCKIE
HCCIICIOBaHMS MPOBEACHBI B 60 HEPOICTBCHHBIX CEMBSX.
Onu Brimtouas PCR-SSCP—-ananu3, peCTpUKIIMOHHBIN aHa-
JIU3 | TOCICAYIONIYI0 HICHTH(DUKAIINIO HyKICOTHIHOH 3a-
MEHBI METOJIOM TIPSIMOTO CEKBEHUPOBAHUSI.

JmmutensHoe (0T 5 mo 15 er) HaGmoneHne U aHaIn3
CEeMEIHOI CHUTyaIliy MO3BOIHMIN YCTAHOBHUTH DSl KITHHU-
YEeCKUX 3aKOHOMEpHOCTeH. BHe3amHast cMepTh B 00cieno-
BaHHBIX CEMBSIX B OCHOBHOM (68%) mMerna MecTo B MOJIO-
noM Bospacte (1o 35 net). Y neteit B OTCyTCTBUE JICUCHUS
PHUCK BHE3AITHOW CMEPTH CHYCTS 3-5 JIET IOCIE MepPBOTO
MIPHUCTYIIA TIOTEPU CO3HAHUs JocTturaet 32% W MakchMa-
nieH B mybeprarHoM niepuozae. OOpaiaeT BHUMaHue Oolree
BBICOKHH PHCK BHE3AITHON CMEPTH Y JIHI MY>KCKOTO T10J1a, &
MMEHHO Y MaJIB4HKOB B MPEITyOepTaTHOM H IIyOepTaTHOM
nepuoaax. YacTora KIMHUICCKOH CMEPTH Y HIX 3HAYHUTEITh-
HO (B 2 paza) BeImIe, 9yeM y aeBouek: 0,50 u 0,25 cooter-
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ctBeHHO (p < 0,05). [Ipu reHeamornyeckoM aHajw3e BHE-
3aIHas cep/iedHasi CMepTh OTMEUEHa B 00CIIeIOBAHHBIX Ce-
MBSIX Y JIMI] MYKCKOTO M JKEHCKOTO TI0JIa IO TTOPa’KeHHON
yuann ¢ yactoroit 0,21 1 0,10 (p < 0,05). [Ipu 3TOM abco-
JIFOTHOE OOJIBIITMHCTBO CIIy4aeB KIMHUYECKON 1 BHE3AITHON
CMEPTH OTMEUEHO Yy MAJBYMKOB B IEPHO]] AKTHBHOTO TI0JIO-
BOT'0O co3peBaHusi: B Bo3pacte 11-14 ner.

Knunuxo-anexkmpokapouozpaguueckan xapaxme-

pucmuka cunopoma.

B orcyTcTBHE BO3MOXXHOCTH IPOBEICHUS MOJICKYJISIP-
HO-T€HETHUYECKHX MCCIIEJOBAaHNH /IO HACTOSIIETO BPEMEHN
KIIMHUYECKas TUarHOCTHKA OCTAaeTCsl caMOi TOYHOM M Ha-
nexHoi. [Tpn sToM Hanboree Tpy/IeH IMEHHO TIepBbIH mar
— ITOATBEPIKICHNE HAJIMIS HACTIEACTBEHHOTO CHHAPOMA Y/I-
muaenHoro uHTepBana QT y nmpobanna. [locnenyromast 1u-
AarHOCTHKA B COMHHUTEIIFHBIX KIIMHUUECKHX CITydasx ooer-
YeHa B CHJTYy BBICOKOH BEPOSITHOCTH ITOBTOPHBIX CITydaeB B
TIOPa)KCHHBIX CeMbsIX. HaciieIcTBeHHBI CHHAPOM YIUTMHEH-
Horo nHTepBana QT-3a0oeBanNe KIMHUYECKH T'€TEPOTreH-
Hoe (puc. 1). Hamu BbIesieHBI YeThIpe pa3IndHbIX KIHHU-
YECKUX BapuaHTa TeueHUsl cuHapoma [23]:

* cunkone + ymmHenne natepsana QT (38%);
n3onupoBanHoe yumHenue narepsana QT (40%);
CHHKOIE B oTcyTcTBHE yutnHeHus uarepsaia QT (11%);
CKpbITasi hopMa — «HEMOE», JIATEHTHOE TCUCHNUE CHH/I-
poma (11%).

[NocnenHuit BapraHT npennonaraeT HaJIn4Ine BBICOKO-
IO pHCKa CHHKOIIC W BHE3AITHOW CMepTH, 0e3 Kakux JI0o
OYEBH/IHBIX YKa3aHHUI Ha 3TO CO CTOPOHBI HanOoIIee BaXKHBIX
(eHOTHIIMYECKUX NpOsIBIeHHH 3a001eBanus. J{o HacTosIe-
IO BPEMEHH JJAHHBIA BApHAHT CHHPOMA MOXKHO OBLIO C BbI-
COKO BEpOSTHOCTBIO IMArHOCTHPOBATH TOJIBKO PETPOCIIEK-
THBHO, I10CJIC BHE3AMHOW CMEPTH POACTBEHHUKOB MPOOAH-
J1a, CAUTABIINXCS paHee PAKTHYECKU 30POBBIMH.

[IpucTynsl noTepu co3HaHUs y OOJNBHBIX C CHHIPO-
MOM yanuHeHHoro uHTepBaia QT mpoBomupyroTcs, Kak
MIPaBUIIO, (PU3UUECKOHM M TICHXOIMOIMHAIIBHON Harpy3Kon
1 BBI3BaHBI 37I0Ka4€CTBEHHON apUTMHUEH, HanboJiee 4acTo -
KETYIOYKOBOW TaxuKapauei (puc. 2, 3).

Bce 6onbHbIE, XOTS OBI pa3 B )KN3HH IMEBILINE CHHKO-
TIe, JIOJKHBI OBITH OTHECEHBI K IPYTITE TOBBIIIEHHOTO PUC-
Ka 110 BHE3aIHOH cepieuHol cMepTH. HacToTa peruImBoB
KHM3HEYTPOKAIOIINX JKEITYJOUKOBBIX aDUTMHH JISKHUT B IIpe-
nenax 3-5% B roa. Y nereil, nepekuBIINX MOAPOCTKOBBIN

Puc. 1. Pooocnosnas cemvu c cunopomom Pomano-Yopoa: A, B u C - noxonenusa poocneennuxkos npooanoa, yep-
HbIM YGemom NOKA3aHO Hanuuue CUHKOne 6 anamuese, mouku oooznauaiom yonunenue unmepeana QT, n - oocne-
008anHble POOCMEEHHUKU, Y KOMOPBIX He 6bIAGIEHO NPU3HAKOG 3400/1€6AHUS, HUKAK He RoMeUueHbl He 00C1e008aH-
Hble Yenbl cembll, nepeuepKHymole 00beKmbl 0003HaAUAIOMm YMEPUIUX POOCMBEHHUKOS.

BECTHUK APUTMOJIOI'NH, Ne 26, 2002



38

pyroTcst Ha (POHE CHIIBHOTO AMOLMOHAIIb-
HOTO BO30YyKaeHus (THEB, cTpax). [Ipu-
MepHO B 50% ciaydaeB IPUCTYIBI IPOBO-
nupyoores Gpu3ndeckoi Harpyskou (uc-
KJtovas iasanue), y 20% nerei — mia-
BaHHEM, B 15% cirydyaeB OHM IPOUCXOAAT
BO BpeMs IPOOYKACHHUS OT HOYHOTO CHa,
B 5% ciy4aeB - KaK peakuusi Ha pe3Kue

A A

3BYKOBBIC pa3ipakuTenu (TenedOHHBIH
3BOHOK, 3BOHOK B JBEph H Jp.). Takum
00pa3oM, IMOIIMOHAIBHOE BO30YKICHHE
" pU3HUYECKasi aKTHBHOCTH B PaBHOM CTe-
[ICHHU SIBIISFOTCS apUTMOTCHHBIMH (DaKTO-
paMu IS AeTeH C CHHAPOMOM YIITUHCH-

Puc. 2. dnekmpokapouozpamma (A) u 3aan norumoppuoit rxeenyoou-
koeoni maxukapouu (b), 3apezucmpuposannoii npu xoamepoecKkom
MOHUMOPUPOBARUL 60 8DEMSA KPAMKOBPEMEHNH020 INUZ00A RomepU

coznanusn y 6onvnozo 4., 9 nem ¢ CYHQT.

mepuon, 3aboiieBaHue mpuodpeTaeT MeHee 3J0Kade-
CTBEHHOE TCUCHIEC: YaCTOTAa CHHKOIIE C BO3PACTOM YMCHb-
waercs [24]. [Io HamuM JaHHBIM TPOJOJKUTEIbHOCTh
MTOTEPHU CO3HAHUS BO BPEMs PUCTYIIOB Y OOJIBHBIX MO-
JIOJIOTO BO3pACTa COCTABISCT 1-2 MAHYTHI, HO B OTHCIIb-
HBIX CTy4YasiX MOXET HocTUrath U 20 MUHYT. Y OOIBHBIX
C CHHKOITAJIbHOW (POPMOH MPUCTYI COMIPOBOKIACTCS CY-
JIOpOraMU TOHUKO-KJIOHIHYECKOTO XapaKkTepa ¢ HeIpOou3-
BOJBHBIM MOUYCHCITYCKaHUEM, pexke — nedekarnueii. Ha-
JUYHUE CyJOPOT CIYXKUT 0€3yCIOBHBIM KPHTEPHEM TSIHKE-
CTH CHHKOIIC, TOCKOJIEKY U3BECTHO, YTO OCCCO3HATEIb-
HOE COCTOSTHUE COTIPOBOKIACTCS CyIOPOTaMH TOIBKO MTPH
JIOCTAaTOYHO MPOJOKUTEIBHON U TiIy00-

Horo untepBasna QT. Ha 3apeructpupo-
BaHHOW y mectu u3 HuUX ODKI Bo Bpems
CHHKOIIE MMEJIM MECTO ITOJInMOphHast JKe-
JTYAOYKOBAsl TAXUKAPANS THIIA TUPYIT U
(buOpUILTSIINS KeIyI0uKoB (puc. 2, 3).

CooTHoIIEHHE NI MY>KCKOTO ¥ >KEHCKOTO TOJIa IPH
CHHKOTIAJIFHON M OSCCHHKOIAIBHON (opMax y aereil co-
crapisieT coorBercTBeHHO 1:1,5 u 1:1,8. Ilpu a3Tom yactora
CHHKOIIE B TOJl Y MQJIBYNKOB B CPEAHEM HECKOJIBKO BBIIIE.
Taknum 00pa3om, ¢ y4eTOM ONMCAHHBIX BBIIIC PA3TUIUN B
BepostHocTH BCC, y MaIbuMKOB 3200JICBaHUE TPOTEKACT B
Oosiee OCTPOH, 3II0KaYECTBEHHOH opme. DTO CrpaBeIu-
BO JIJISl BCEX BO3PACTHBIX I'PYIII U 0COOCHHO ISl HOPOCT-
KOBOTO IEPUOA.

['eneTnyeckas reTeporeHHOCTh CHHIPOMA Y/UINHEH-
Horo uHTepBana QT ompenensieT U HEKOTOPYIO BapHa-
OenbHOCTh (peHOTUIA. BTN yCTaHOBIICHBI pa3inyuns B

KOHl mmieMu# mo3ra. acTtora M KOJIUYe- A"
CTBO CHUHKOIIC ABJIAIOTCSA KPUTCPUAMU TS~
KECTH 3360J’ICBaHI/I$[, OJIHAKoO, 06paLuaeT Ha

ce0s1 BHUMaHHUE TOT (l)aKT, 49TO CMEPTh MO- E

JKET HACTYIIUTh BO BPEMS IIEPBOTO MIPHUCTY-
rna noTepu co3HaHus [25].

Kimangeckast XapakTepHUCTHKA CHHKO-
MTATEHOTO COCTOSTHUS C CYIOPOKHBIM KOMTIO-
HEHTOM CXOJIHA C OOJBIINM SIIHJICITHYEC-
KM TIPHUITAIKOM, YTO 3aTPYIHsIET Tu(PepeH-
[UANBHBIA TUArHO3. MKy SMUIeITHYCC-
KUM ¥ apUTMOTCHHBIM MapOKCH3MaMH, O
HAaKO, UMCIOTCS XapaKTepHbIe oTanyus. [Ipu
CHHJpOME yUTHHeHHOTO HHTepBana QT cuH-
KOIIe BO3HHKAIOT HA BBICOTE HATPY3KH; TH-
MTUYHBI TPEICHHKONIATBHBIC COCTOSHHST; TIOC-
JIC OKOHYAHHS CHHKOIIC CO3HAHNE BOCCTAHAB-
JIMBAETCS OYCHB OBICTPO; HE OTMEYACTCS Ka-
KUX-TH00 aMHECTUYCCKUX HApYIICHHH U
COHJIMBOCTH B TTOCJICTIPHCTYITHBIN TIEPHOL;
HE BBISIBJISICTCS TUITUYHBIX JIsS OOJIEHBIX DIIH-
JIericuel u3MeHEeHUH TMIHOCTH. OCHOBHBIM
OTIIMYUTEIBHBIM TIPU3HAKOM CIICAYET CUU-
TaTh OBICTPOC BOCCTAHOBIICHUE CO3HAHUS U
XOPOIIIYIO CTETIIEHb OPUCHTAIHIH MTOCIIe OKOH-

111

V4

A\

QT=500 mc

i

i

YaHUS IPUCTYTIA.

[Tpu ananu3e GpakTOpoB, IPOBOLUPY-
IOIUX CHHKOIIE, YCTAHOBJICHO, YTO MpaK-
tnyeckn y 40% OOJIBHBIX OHU PETHCTPH-

Puc. 3. dnekmpokapouozpamma (A) u 3aan norumoppuoit reenyoou-
koeon maxukapouu (b), 3apezucmpupoeannoii npu xoamepoeckom
MOHUMOPUPOBARUY 60 8DEMSA KPAMKOBPEMEHH020 INUZ00A RomepU
co3nanusn 'y oonvnozo I., 8 nem ¢ CYUQT.
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peakuuy Ha MPOBOLMpPYOIINE (GaKTOPHI U CIeH(prIec-
kue DKI-marrepHsl penonsipu3anu 11 pa3IndHbIX Ba-
puaHTOB cHHIpoMa. OTMeueHa TakXe He OJMHAKOBas
peakuus Ha Ha3HaYeHHE 0eTa-0J0KaTOPOB, SABIISIONINX-
cs B HACTOsIEEe BpEeMs OCHOBHON MeJIMKaMEHTO3HOU
Tepanuen cunapoma yanuHeHHoro uarepsaina QT. Tlpu
Ha3HAUYCHUU OeTa-0I0KaTOPOB MOIOKHUTEIBHBIA 2P HEeKT
Oonee yacto mocturaercs y mamueHtoB ¢ LQTI1. Jlan-
HOE 00CTOATENBCTBO, BEPOATHO, CBA3AHO C TeM, uTo I
BaXXCH JUISI TOAJICPKAHUS aIeKBaTHOM MPOJOKUTEIIBHO-
CTH MOTEHIMaja ACHCTBUS IO OTHOIICHUIO K YaCTOTE
cepaeuHbIX cokpameHui. [lomoxutenpHbId dPPexT
O6eTa-0M0KAaTOPOB OOYCIOBICH TEM, YTO pa3BHUTHE
«torsades de pointes » MOXKeT ObITh BEI3BAHO KaK paHHH-
MU, TaK W TO3JIHUMH CICAOBBIMH ACTIONSPU3AIUIMH.
CrnenoBareabHO, MOJIUMOP(HBIE )KETYT0UKOBEIE Ta-

HBIM CHHJIPOMOM Y/uITMHEeHHOro nHTepBana QT kak npaBu-
JI0 OTMeYaeTcst OpaanuKapvs. DTOT SABISICTCS OHUM 13 BaXK-
HEHWIINX TPOTHOCTUYECKUX KPUTEPHUEB.

XO0ITEepOBCKOE MOHUTOPHPOBAHHE MO3BOJISCT YCTAHO-
BUTb 3HAYCHUSI MAKCUMAJILHOH MIPOIOIDKUTEIBHOCTH HHTEP-
Bana QT. IlponomxurensHocTs nHTEpBasia QT no qaHHBIM
XonTepoBCKOIr0O MOHUTOPUPOBAHUS HE JIOJDKHA MPEBBIIATH
400 mc y pereit panHero, 460 Mc y neTeil JOLIKOJIbHOTO,
480 mc y nerelt crapiuero Bo3pacra u 500 MC y B3pOCIbIX
[27]. CnenyeT OTMETUTB, UTO KPUTEPHUH YUIMHEHUS HHTEP-
Basia QT (1o maHHBIM XOJITEPOBCKOTO MOHUTOPUPOBAHMS)
HE BXOIAT B TUArHOCTUYECKUE KPUTEPHH, TIPEATIOKCHHBIC
Schwartz P.J (1985, 1993r.). JlaHHbIH METO/ TakKe BBISB-
nsiet y 6onpHBIX ¢ CYNQT crenens Opanukapauu (puc. 5),
anprepHanyio 3yona T (puc.6), KeayIouKoBbIE apUTMHH

XUKapJIUu MOTYT BO3HUKATh B PA3JINYHBIX CUTYyallH- I
SIX, COTIPSDKEHHBIX ¢ 3 PeKTaMu paHHEH U Mo3HEH
nenossipu3anuu. Pu3ndeckas U ICUX03MOIMOHATb-
Has Harpy3Ku — HanboJiee yacThle IPUYUHBI Pa3BH- [
THSI ADUTMOTEHHBIX CHHKONAJIBHBIX COCTOSHUH Yy
nauuenToB ¢ LQT1. Puck cunkorie, BHE3amHoi cmep-
TH B ITIOKOE€ WJIM BO BPEMs CHA 3HAYNTEIHHO BBIIIE y
nanueHToB ¢ LQT3, a nns manuentoB ¢ LQT2 nau-
0ojiee XapakTepHBIM TPUTTEPHBIM (AKTOPOM SIBIISI-
eTcs pe3KUi 3BYKOBOH pa3apaKUTelb.

DnekTpokaparorpadust IMeeT HEPEeIKo OTpee-
JISIFOIIee 3HaYEeHUE B TMATHOCTHKE OCHOBHBIX KIIMHH-
YEeCKUX BAapHaHTOB CHHIpoMa (puc. 2). YBenuueHue
nponoimkutenbHocTr nHTepBana QT Oomnee, uem Ha 50
MC I10 OTHOIICHUIO K HOPMaJIbHBIM 3HAYECHHSIM /IS JaH-
Hoil YCC 10KHO HACTOPOXKUTD MCCIIeI0BATES B I1J1a-
He NCKJIFOUCHHSI CHHAPOMa yInHeHHOTo nHTepBaya QT.
[TpakThka MOKa3bIBACT, YTO 32 MUCKIIIOYEHUEM JIEeTeH
paHHero Bo3pacta, npu HacneacrseHHoM CYUQT un-
tepBan QT, kak npasuiio, Bceraa npesbiimaer 400 mc.
B comHHTENBHBIX CiTydasx HeoOxoauMo nud dhepeHIu-
poBarh nepBUYHOE U BropuuHoe yummHenue QT npu
oMol aHanusa Apyrux mapkepos BCC. Bennunna
nnarepsana QT Ha OKI nokost y O0IBHBIX ¢ CHHKOIIAIb-
HOW popmoii 3aboneBanms konediercs ot 400 go 650
Mc. Y GONBHBIX ¢ OeCCHHKONANBEHON (POPMOI CHHIIPO-
Ma MPOIOJDKUTEIBHOCTD ATOTO HHTEpBaJIa JI0CTOBEPHO
MeHblIe U B cpeaHeM cocTtanisieT 440-450 mc. Koppu-
rupoBanHbIi wHTEpBan QT (QTc), paccunTaHHEIHA 1O
(popmyne Bazerra (QTc=QT/VRR), Takxke 10CTOBEPHO
BBIIIIE y OOJIBHBIX C CHHKOIE. B HacTosiee Bpems rmpo-
BOJISITCSL MICCIICIOBAHMS 110 BBISBJICHUIO XapaKTEPHBIX
narrepHoB Mop¢ornoruu 3youa T n T+U npu paznmng-
HbIX reHetnyeckux Bapuantax CYUQT. V nauueHToB
¢ LQT2 Ob11 BBISABICH XapaKTEPHBINA 3JICKTPOKAPIUOT -
paduvecKuil maTTepH: NBYropObIi Win NByX(as3HBII
3y0enr T, HanOosiee BBIpaXEHHBIH B JIEBBIX MpEKapau-
aJBHBIX OTBEICHUAX (pHUC. 4).

[Tomumo cobcTBeHHO yamuHeHns naTepBaia QT,
NIEKTPOKAPANOTPAMMa TTO3BOJISICT BBISIBUTD M JIPyTHE

111
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QT =52

MMPU3HAKHU SHGKTpI/I‘lGCKOﬁ HECTaOMJILHOCTH MHOKapaa,
TAKHUC KaK aJIbTCpHALUA 3y6ua T, JKCJIIYJOYKOBBIC apUT-
MHH, a4 TAKIKE COIYTCTBYIOIINEC HAPYLICHUSA pUTMa U
MIPOBOAUMOCTH. Baxna taxke u OIICHKA 4aCTOThI CU-
HYCOBOT'O pUTMa, TaK KakK y OOJIBHBIX C HaCJICACTBCH-

Puc. 4. nexmpokapouozpamma donvnozo I., 12 nem c
ouaznozom: «Hacneocmeennwlit cunopom yOonuneHnoz2o
unmepeana QT (LQT2), cunkonansnas popmay: cunyco-
evtit pumm ¢ YCC 80-87 yo/mun (RR=0,75-0,69 cex),
OT(ID)=500-540 mc, QTc(I1)=575-651 mc.
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(puc.7), HapyIIeHHs! TPOBOANMOCTH U PUTHIHOCTH CyTOY-
HOTO CEpJCYHOTO PUTMA CO CHIDKCHHEM IMPKaJHOTO WH-
Jekca MeHee 1,2, kotopasi XxapakTepHa JUIst OOJIBHBIX ¢ Hau-
Goree TsOKENOM cHHKOMAIBHON (hopmoit 3a0oeBanms [27].
CrerneHp HapyIICHHUs BEre€TaTHBHOW PETyISLUM CepAaLa y
6opHBIX ¢ CYUQT BBIABISIETCS TIPU TIOMOIIH OLICHKH Ba-
prabeNbHOCTH CEepAEYHOr0 PUTMa, PEe3yNIbTaThl aHAIH3a
KOTOpPOW mpescTaBiIeHs! B Ta0m. 2. OTMedaeTcs: CHUKEHHE
BCEX IapaMeTPOB BPEMEHHOTO aHalM3a BapHaOEIbHOCTH
puT™Ma Ha (pOHE PUTHIHON CHHYCOBOM OpaanKapAnH, 4To
CBHJICTEIILCTBYET O CENN(UIHOCTH BETETaTHBHOTO MOpa-
JKEHUsI ¢ TIPU3HAKAMH BETeTaTHBHOW JEHEepBallMK CEpALa
nipu cuHKonaiabHoi popme CYUQT.

AHan3 NpeArKTOPOB CHHKOIIE M BHE3AITHOM CMepTH
y 6ompHbIX ¢ CYMQT nokasan, 4To B JETCKOM BO3pacTe
MapKepbl PUCKAa HECKOJIBKO OTIMYAIOTCS OT TAaKOBBIX Y
B3pocibiX. Tak, eciu no gaHHbIM A. Moss [28] puck BHe-
3aITHOM CMEpTH NPU CHHIPOME BBIILIE CPEIH JKSHIIHMH, MO
HAIllUM JIaHHBIM HanOoJIee 37I0Ka9eCTBEHHOE TEUEHUE CHH-
JpoMa B JIETCKOM BO3pacTe OTMEYACTCs MMEHHO Y MaJIbuH-
koB. He madopMatuBHEIM y neteit siBisiercss QTc>460 mc,
TaK KaK BCTPEYACTCS HE TOJIBKO Y BCEX JIETEH C CHHKOIIE, HO
ny 90% — G6e3 cunkorie. Kpome T0Oro, 0OTHOCHTEIBHAS PEl-
KOCTh OOHapYKEHHS Y JIeTeH JKeTyJOUKOBOI 3KCTPACHUCTO-
mn Ha DKI 1m1oKos, 3aTpyaHsAeT HCI0JIb30BaHHUE ITOTO TIPH-
3HaKa B Ka4eCTBE NPEIUKTOPA BHE3AITHONW CMEPTH IIPH J1aH-
HOM croco0e perucTparnuy.

YuuTBIBast JOCTOBEPHOCTD PA3JINYMS B YACTOTE BCTPE-
YaeMOCTH KIIMHUYECKUX U AJIEKTpOKapanorpaduaeckux de-

Tabnuuya 2.
Ilokazamenu sapuabdenvhocmu pumma cepouya no
oannvim X0ameposcKozo MOHUMOPUPOGANUA Y
oonvnvix ¢ CYHQT u 300posvix [27].

Mokasaren 3nopoBsbie CcYnaQr
(n=30) (n=25)
M ean (mc) 761,1£42,8 | 811,5+99,1
SDNN (mc) 144,5+552 | 855+10,1
rM SSD (mc) 59,3+ 10,9 33,7+ 10,9*
PN N 50(%) 26,325 11,7£4,1*
LinpkagHeln nHgekc 1,31+ 0,09 1,12+£0,14 *

* moctoBepHOCTh oTimuuit p < 0,05

HOMCHOB Yy JICTCH ¢ CHHKOITATbHOU 1 O€CCHHKOTIATLHOM (hop-
MaM# CHHIpPOMa, HAMH OTpe/IeJICHa 3HAYNMOCTh KaXI0TO
13 HUX KaK HE3aBUCHMOTO MapKepa prcKa CHHKOIIC U BHE-

3aITHOW CMEPTH B IETCKOM Bo3pacTe (Talir. 3).
Konnenrpanus npenukropos cunkorie 1 BCC nocro-
BEPHO HapacTaeT C TSHKECTHIO KIMHUYCCKOW KapTHUHBI 3a-
0oJeBaHUs W MaKCHMAJIbHA Y OOJIEHBIX, IEPEHECIINX KITH-
HUYECKYI0 CMEpTh. BOINpeku CymecTBOBaBIIEMY paHEe
MHeHu10, uto OonbHble ¢ CYUQT B oTCcyTCTBHE CHHKOIIE
nMeroT MuHUManbHbIM puck BCC u, cinenoBaTenbHO, HE
HY)KIAIOTCS B JICYCHUU, MBI CUUTACM HEOOXOIMMBIM BCEX
OOJBHBIX C HAJIMYAEM HECKOJIBKHX MAapKepOB, TAKUX KaK
3HAUUTEIFHOC YIJIUHCHUE KOPPUTUPOBAHHOTO HHTEpPBaja
QT, BBIpaXCHHASI CHHYCOBasi OpaJuKapaus, aJbTepHAIIHS
3ybma T, mpeacuHKONmaIbHbBIE COCTOSIHUS, OTHOCHUTH K TPYII-
e Beicokoro pucka no BCC. Takoii nmoaxon

1476 1351 1187 1343

1289 Ooee ueM OIpaB/aH, y:{I/ITBIBaSI BBICOKYTO
BEPOSTHOCTh BHE3AITHOW CMEPTH BO BpEMs
IIEPBOTO B )KU3HU MPUCTYIIA TIOTEPH CO3HA-
Hus [29].

Puc. 5. @®pazmenm xonmeposckozo MOHUMOPUPOBAHUS PedeHKa 5 em
C HACNIEOCMBEHHBIM CUHOPOMOM YOIUuUHeHHo20 unmepeana QT.

Pecucmpupyemcsa opaouxapous ¢ 4CC 0o 41yo/mumn .

CpeZ[I/I TCPANCBTUYCCKUX METOAOB JIC-
YCHUA O6I.[I€HpI/IHHTLIM ABJIACTCA JJIIUTCIIb-
HOC, HEPCAKO IMOKU3HCHHOC, HA3HAYCHHNC

A R A

6era-6mmokaropos. [TokazaHneM k nx Ha3Ha-
YEHUIO CITy>KaT CHHKOIIAJIbHBIC COCTOSTHUS B
aHaMHe3e, a TAK)KE BBICOKOE YHCIIO PEINK-
topoB BCC. Yarie Bcero npuMeHstoTes 00-

Puc. 6. Dpazmenm Xonmepoeckozo MOHUMOPUPOSAHUA peDenKa 5 nem
€ HACT1e0CMBEHHBIM CUHOPOMOM yonunennozo unmepeana QT.

Pezucmpupyemcs eviparcennasn anomepnayus 3youya” T” — uzmenenue
amnaumyovt u mopgonozuu “T” ¢ coceonux kapouoyuxnax. YCC =
70 yo/munmn, QT 640 mc (npu nopme 00 460 mc).

3ujaH, areHonon, koprapy [30]. C antuaput-
MHYECKOH LENbI0 MHUPOKO Ha3HAYAeTCs
(UHIIETICHH, paHee XOPOIIOo 3apeKOMEHI0-
BaBILIMH ce0s IPH JICUCHNN apOKCH3MAaIIb-
HbIX HapyueHui putMa [31]. B nocnennue

Fe7 599 A el A%

11 VUUUN: : U &

' ‘)Kenym)lnmnaﬂ
/ 3KCTp¢lLMC”IOJ]a

QT—388 MC

TOJIbI TIOJTyYEHBI JOKA3aTeIbCTBA TOTO, UTO
(DMHIIETICHH aKTUBHO Y94aCTBYET B PETYIALIMN
HaTPUEBOTO TOKa (YCHINBAET MHAKTUBALIUIO
3aBUCHMBIX OT HanpspkeHuss Na“ -KaHaJloB 1
3aJIep’KMBACT BOCCTAHOBIICHHUE X AKTHBHO-
CTH), HAPYIICHHOTO B YacTHOCTH, Tipu LQT3
[32]. ITpu LQT3 ¢ anTHapuTMUuecKoi 1e-
JIBIO TAKKE TIOKAa3aHO Ha3HAUYCHHUE Iperiapa-
Ta knacca I mekcunernna. CHHKONAIBHBIM
OOJIEHBIM Ha3HAYaETCsl KOMIUIEKC Mperapa-
TOB, YIYYIIAIOUIUX METa00JIN3M MHOKapAa

E1 T

Puc. 7. Kenyoouxosas skcmpacucmonus (yKazana cmpenxoi) u

1 OKUCITUTEIIbHO-BOCCTAHOBUTCIIBHBIC ITPO-

yonunenue unmepeana QT (npu YCC 115 yo/mun. QT=388 mc,
QTc=539 mc) y Ho60poICOCHNOIl Oe60UKU 2-X OHEell N0 OAHHBIM
Xonmeposckozo monumopuposanusi.

LIECCHI Ha KJICTOYHOM ypOBHE (prOOhIIaBuH,
JIMIOEBAasi KUCIIOTA, TAHTaMaT KaJbLHs, [IU-
ToxpoMm C, KapHUTHH).
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VuunreiBast H3BECTHLIE JaHHEBIE 00 aCHMMET-
PUYHOM CHMITATUYECKOW WHHEPBAIUU CEpAla y
6ompHBIX ¢ CYUQT, ObUT0 MpEUIoKeHO yaalre-

41

Taonuua 3.

Xapaxmepucmuxa oowenpunamuix (A) u oononnumenvuvix (b)
Mmapxepog cunkone u enezannou cmepmu demeii c CYUOQT (¢ %).

HHC JICBOTO 3BE3YATOT0 TAHIJINS, 4TO NPHBOIMT K g q N
3HAYUTEIHLHOMY CHIKEHHIO QDPUTMOT€HHBIX Bere- apkepe! | yBer. | Cneu,mcpl HCODM.
TATUBHBIX BIUSHUN Ha Muokapn [33]. Umerotcs A.
COOOILEHUs O IOIOKUTEILHOM KIMHUYECKOM |XKeHckuin non 58,8 375 50,0
s dexTe Mpr MMILIAHTALMH SINEKTPOKAPANOCTH-  [50, (3KT) 88 100 65,5
MYIISITOPOB U Kap/IMOBEPTEPOB-IeHUOPUILISITOPOB Vrmeoan QT > 440ms (3K * 30,0 636 200
[34]. Cnenyer OTMETUTB, UYTO CBOEBPEMEHHO Ha- P ( ) d ’ d
3HAYEHHAs] MEJMKaMeHTo3Has Tepamus crocob- |VIHTepBan QTc > 460ms (3K ) 100,0 72 42,2
CTBYET NPEIOTBPALICHHIO CHHKOIIE bontee, 4eM Y [AnbTepHaums T-3ybua (OKT ) * 41,0 87,5 70,0
87% OONBHBIX. 5

Monumopune unousudyaivuvix haxkmo- :

poe pucka BCC IMpeacuHkonaneHble coctosHus™ | 100,0 68,6 80,0

[TanmenTsl, OTHECEHHBIE B TpymITy Beicoko- [YCC < 65 B MUH.(OKT )* 73,5 55,4 62,2
ro pucka 1o BCC, nomkHbl AJIMTENbHOE BpEMsI WHTepean QTc > 500ms (KT )* 65,0 78,6 733

6 .

HaXOIUTCA 10]l HAONIONEHAEM CIIEIMATHCTOB 30K (XM) * 52.9 92.9 777
JloCTOBEepHBII KOHTPOIH 3D PEKTUBHOCTH ITPOQH-
JIAKTHYECKHUX KyPCOB BO3MOKEH TOIBKO Ha ocHo-  |AlbTepHauus T-3ybua (XM) * 88,2 55,4 67,7
BE MOHMTOPHHIA MH/MBHAYaIbHBIX (akTOpoB |33 -naTTepH* 100,0 73,2 83,3
pucka BCC, BBISIBIEHHBIX y Ka’KA0T0 KOHKPETHO- LinpkaaHbii Haekc < 1,2 * 970 750 833

TO nanueHTa. JJMHaMn4ecKuii KOHTPOIIb YHHUKAIb-
HBIX IS KaKZ0r0 OOJBHOTO MapKepoB pHCKa
BCC nozBomnsier Hanbosee 3¢ HeKTUBHO MTPOBO-
JIMTH KOPPEKIHUIO Tepanuy. Yepes HeKoTopoe Bpe-
M [TOCJIe Havajia JICYEHHUST MOJKET TOSIBUTHCS TCHACHIMS K
ymenbmernto QT-mHTepBana. B ogHOM ciy4yae MbI HaOIMt0-
JIall TIPOIPECCHBHOE YMEHBIICHUE MPOIOIDKUTEIBHOCTH
unrtepsasia QT ¢ 500 mc B Bozpacre 11 net 10 420 Mmc—B 16
net. Moss 1 Robinson [35] Takxke omucaiu B3pOCIBIX ITa-
LIMEHTOB ¢ cuHpoMoM Pomano-Yopza, KoTopble UMEIN CHH-
Korie n yBenuuenne narepsaita QT Tonbko B IeTCTBE.
[Tokazano, 4To Ha oHE KOMIIJIEKCHOH Teparuy Juc-
70 (haKTOPOB PUCKA MPOTPecCUBHO CHIKaercs [36]. B To
e BpeMs, IIPH NIepeHeceHNN HH(PEKIIMOHHBIX 3a00JICBaHNUH,
CHJIBHBIX CTPECCOBBIX CHUTYALlUH, XHPypTUUYECKNX BMeIlIa-
TEJIBCTB, & TAKKE HA (JOHE OTMEHBI TEPANMH YUCIIO UX MO-
xeT HapacTarh. O0a rporecca XapakTepu3yroTCs HOCTEIEH-
HOCTBIO 1 JIOJDKHBI OBITH 3a()MKCHPOBAHBI TIPH 00CIIeI0Ba-

poma

* noctoBepHoe pazinune (p<0,05) 1mo yactore BCTpe4aeMOCTH MPH-
3HAaKa y JIeTeH ¢ CHHKOIIAIIbHON 1 O€CCHHKOMAIbHON (hOpMaMM CHH/I-

HUH HE peKe OJHOTO pasza B 6 MECSIEB U MOCIE TPOBOIH-
PYIOIINX CTPECCOBBIX CHTyanuii. B mepsruunoM oOcieosa-
HUM Ha HAJIMYUE (HaKTOPOB PHCKA HYKJAIOTCS BCE YICHBI
CeMbHU TI0 TOPAXEHHOHW JIMHUH, & B MOHUTOPHPOBAHUH —
TOJIBKO JIMIIA ¢ ABHBIMU (ynuHeHue uatepsaia QT Homee
440 Mc ¥ cHHKOIIE) ITPU3HAKaMH 3a00JIE€BaHUS UM BBICO-
KOW KOHIIGHTpaluei (pakTopoB pUcKa pa3BUTHs KH3HEYT-
POKAIOLIUX apUTMUI.

Taxkum 00pa3oM, MOHUTOPHUPOBAHNE OCHOBHBIX KIIU-
HUKO-3IIEKTpO(U3H0I0THIecKuX MapkepoB pucka BCC npu
CYUQT no3BoisieT CBOEBPEMEHHO Ha3HAUWTH JICUCHHE U
n30eaTh OCIOKHEHHUH, TPOBOAUTH MPO(PUIAKTUKY KH3-
HEYTPOXKAIONINX apUTMUIl Y OONBHBIX C JTaTEHTHOM 1 Oec-
CHHKOMIAIIbHOM (hopMamMu 3a00IeBaHUS.
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