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AnnoTtamus. B HacTosIee Bpemst mpobiiemMe cepaeTHO-COCYINCTHIX 3a00IeBaHUIl yaeasseTcsl 60JbIlIoe BHUMaHUE
BO BceM Mupe. Cpenu HUX 0coboe 3HaYeHUe UMEIOT COMPSDKEHHBbIE C BHICOKMM PUCKOM BHE3AIMHON CepleuHO
cMeptu. [laHHas rpyIina 3a60JieBaHMiA 110 CTATUCTUKE 3aHMMAaeT OIHY U3 BEPXHUX CTPOUEK CPEIr PUIUH CMEpT-
HOCTH B Pa3BUTHIX CTpaHax. B mpemmaraemoM 0630pe 0ToOpaXkeHbl MOMEHTHI STUOJIOTUY, TUATHOCTUKY U JICUSHUST
HEKOTOPBIX 3a00JIeBaHU1, CIIOCOOHBIX MPUBECTU K BHE3AMHOI CMEPTU MALIMEHTOB.

Annotation. At the moment the problem of cardiovascular disease received much attention worldwide. Among other
diseases of the cardiovascular system these occupy a special place, associated with a high risk of sudden cardiac death.
This group of diseases (according to the statistics) occupies one of the top lines in leading causes of death in devel-
oped countries. This review displayes moments of etiology, diagnosis and treatment of certain diseases that can lead
to sudden death in patients.

Kirouessie ciioBa. BHezarHast cMepTh, HACAEACTBEHHOCTD, XKETYI0YKOBAs TaXUKAPIMSL.
Keywords. Sudden death, heredity, ventricular tachycardia.

CepneuyHo-cocyaucTble 3a00JeBaHUsI Ha MPOTSIKE-
HUY MHOTUX JIET SIBJISIIOTCST BEyIei TPUUMHOM CMepT-
HOCTHU HACeJIEHUSI BO MHOTMX 3KOHOMUYECKU Pa3BUTHIX
CTpaHax, B T. 4. U B Poccuu, coctapisist 55% ot o6ieit
cMmepTtHOCTU [1]. BHYTpu 0OuIell CTaTUCTUKUA CMEPT-
HOCTU OT CepIeYHO-COCYIMCTHIX 3a00JieBaHUII Hema-
JIYIO JIOJTI0 3aHUMAeT CMEPTHOCTh OT TaK Ha3bIBaeMO
BHe3anHolt cepaeuyHoit cmeptu (BCC). BCC — onHa
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U3 BeAYLIMX MPUYUH CMEPTHOCTU B Pa3BUTHIX CTPAHAX,
yacToTa ee cocTtaBiser oT 15 1o 20% Bcex HeHaCUb-
CTBEHHBIX ciyyaeB cMmeptu [2]. HemocpenctBeHHOM
npuurHoii BCC gBsII0TCS Xenya04YKOBbIe HAPYIIEHUS
put™Ma — pudprLIaIns Keaynoukon (D2K) u kemymou-
koBas taxukapaus (XKT). B marorenesze BCC BaxHylo
posib urparoT reHetuueckue daktopsl [3]. B ocHoBe
MPEeayNnpexneHuss CMEPTHOCTU Y TALIMEHTOB C MOA00-

CEYEHOBCKUM BECTHUK  Ne 4(18) 2014 1.



HBIMM HapyIIEeHUSIMU pUTMa — paHHee BBISIBJICHUE 3a-
0oJieBaHUI M MOCTIEAYIOlee BeeHe B COOTBETCTBUU C
COBPEMEHHBIMHU TTOIXOTAMU.

OnHOI M3 U3BECTHBIX CETOAHSI MPUYMH BHE3aITHOM
CEPICYHOI CMEPTHU CPEIU MOJIOIBIX JIUILL SIBJISIETCSI CUH-
dpom Bpyeada (Ch). B 1992 r. 6patbs P. u J. Brugada
ony0MKOBaIM HAOIOAEHNE 32 BOCBbMbIO MAallMEHTaAMU
(6 My>kUMH M 2 XXEHIIWHBI), UMEBIIMMU B aHAMHE3e
CUHKOIAJIbHBIE COCTOSIHMSI M 3IM30[bl KIMHUYECKOI
cMmeptu [4]. EAMHCTBEHHOI OCOOEHHOCTHIO Y HabJI0-
JaeMbIX TTALIMEHTOB ObUIO HAJIMYUe Y JaHHBIX MalMeH-
TOB Oyiokaabl paBoit HoXKU myuka [uca (BITHIIT) u
noabeMa cermeHTa ST B MpaBbIX TPYAHBIX OTBEIECHUSIX
Ha OKI mokos. Bo BpeMsi CUHKON y HUX PErMCTpU-
poBajach TMonuMopdHas KeTyIouKoBash TaXUKapaus
(2KT), xoTropast Bo3HMKaJa MOCje MapHbIX paHHUX Ke-
JIYIOYKOBBIX 9KCTPACUCTOJI U JIETKO MHAYLIMPOBAIaCh C
TTOMOIIBIO TTPOTPAMMHOI CTUMYJISIITAH.

Ha ceronusitinuii nens Cb cuuTtaercs mepBUYHOMN
«JIeKTpUUECcKOi» 00Jie3HbIO cepala [5], pa3BuBaio-
1eiics BCJIENCTBUE aHOMAJIbHOM 3JIeKTPOGhU3NOIOTH-
YeCKOl aKTMBHOCTHU 3MMKapia MpaBoro Xejaylaouyka B
o6sactu BeiHOCsIIero TpakTa [6]. B 1998 1. Chen et al.
YCTaHOBWIM, YTO reHeTnueckoii ocHoBoi Cb siisieTcst
myTanus B reHe SCNSA Ha KOpOTKOM ruiede 3-il xpo-
MocoMbl 3p21—24 [7]. DTOT reH KOmMpyeT CTPYKTYpy
Oenka anbda-cyobeAMHULIBI HATPUEBbIX KaHAOB, 00e-
CIIEYMBAOIINX HATPUEBBI TOK TTOTEHIIMANA IeHCTBYSI.
Cb HacnenyeTcs Mo ayTOCOMHO-TOMUHAHTHOMY THUITY.

OcHoBHOe KJIMHUYeckoe mposieieHue Cb — cuH-
KoTIaJIbHbIE COCTOSTHUSI M 3TTU30/Ibl BHE3AITHO CMEPTH.
Okosio 80% GonbHbIX, nepeHecinx BCC, B aHaMHe3e
WMEJIU 10 TOTO CUHKOIHI [8]. B Tskemnbix ciydyasix 00-
MOPOKHM MOTYT CONMPOBOXAaThbcs cynoporamu [9, 10]. ¥V
psima OOJBHBIX TIPUCTYITBI MTPOTEKAIOT 0€3 MOTEpu COo-
3HAHUS 1 XapaKTepU3YIOTCs BHE3AITHO TOSIBIISIONICICS
pe3Koii c1abocThio, O6JEeNHOCThIO, MEPedosiIMU B pabo-
Te cepila Win ToabKo cepauedueHusmu [10]. B 6omb-
IIWHCTBE ciyvyaeB KinMHUKa Cb obycioBieHa BO3HUK-
HoBeHueM KT win @XK [11], oqHako oHa MOXET ObITh
CBsI3aHA M C HAKETyTOYKOBBIMM TaxuapuTMUSIMU (B
YacTHOCTH, ¢ hbubpwisiuueit npencepauii) [12, 13].

DNU30/bI KeJTYTOYKOBBIX apUTMUI Yallle BO3HUKA-
I0T y B3POCJIbIX MY>XUMH (CpeaHuit Bo3pact — 38 Jier),
OIHAKO MOryT HabmonaThes y Aeteil (onucanbl KT u
®X y pebeHka B Bo3pacte 6 Mec. [14]) v MOKMIBIX JIUILL
(73,5 ner) [8]. Kak mpaBwmito, 2KT u @K Bo3HHKAIOT BO
BpeMsI OTAbIXa WU CHa, Ipu Opaaukapnuu [15,16], on-
HaKO MOTYT BbI3bIBAThCs (pM3MYECKO Harpyskoii (10
15% cnyyaes) [17]. MHoOrma IPUCTYIIbI XETYI0YKOBBIX
aputMmuii ipu Cb MOryT mpoBOLIMPOBATHCS MTPUEMOM
ankorouid [ 16, 18] u nuxopankoi [16].

OcHoBoii auarHoctuku Cb  gBnsgerca OKI-
nuarHoctuka. Cb xapakrtepusyercs cienyomeit DKI
KaptuHoit [19]:

— TIOCTOSTHHAS WIM TPaH3UTOPHAas 0JIoKaaa MpaBoit
HOXKU Tyuyka [uca;
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— noabeM cermeHTa ST (Touku J) B oTBeneHusix V1l—
V3 (BeiaenstioT Tpu Tumna DKT);

— MHBepTUpoBaHHbIN 3y0el T B orBeneHusix VI—V3;

— MepuoanyecKoe yIuinHeHue nutepsaia PQ;

— napoxkcusmbl KT Bo BpeMsi CUHKOTIIE;

— «3IICWJIOH» — BOJIHA B OTBeleHNM V1 B BuIe «3a-
3y6puHbl» Ha cermeHTe ST (B 30% ciyyaes).

Jlo HacTrosIero BpeMeHU MeauKaMeHTO3Has Tepa-
st ipu Chb He Halia mupoKoro MpuMeHeHUsI B CBSI-
31 C OTCYTCTBUMEM OOIENTPU3HAHHbBIX MTPENapaToB, 10-
CTOBEPHO CHIXKAIOUIMX CMEPTHOCTb Y TaKUX OOJBHBIX
[8]. TIpeanpuHUMAaNIUCh TTONBITKM Ha3HAYEHUs] TaKUM
ManyeHTaM aMuOIapoHa, OMHAKO, N0 MHEHMIO CaMUX
o6patbeeB bpyrana [20], npuem amuonapoHa u 6eta-0710-
KaTOpOB HE MpenynpexaacT BHE3almHyl0 CMepTh y Ta-
KuX GOJbHBIX (26% B TeueHue 3 JIET, YTO JOCTOBEPHO
HE OTJIMYaeTCsl OT CMEPTHOCTU OOJIbHBIX 0€3 JIeueHMUsl,
KoTopast coctanisieT 31%).

EnuHcTBEHHBIM N1OCTOBEPHO 3D (HOEKTUBHBIM METO-
JIOM JiedyeHUs1 OOJbHBIX CUMIITOMHBIM BapuaHtoM Cb
B HaCTOSIIIIee BpPEMsl CUMTAETCS MMIUIAHTAIUsS Kap-
nuroBepTepa-aeuopusIsiTopa, MPEIOTBPaILAONIEro
snuzonsl BCC [4, 8, 21]. [To HEeKOTOPbIM JaHHBIM [22,
23], Ha3zHauyeHUe aMMoJapoHa Ha (OHE UMILIAHTU-
pPOBaHHOTO KapauoBepTepa-aeduoOpuIsiTOpa MOXET
YMEHBIIIUTh YaCTOTY €ro paspsaoB (XoTs 3¢hbeKTuB-
HOCTb aMHUOAApOHa [Jis MpenoTBpALleHUs apUTMUIA,
Kak ObLTO yKe CKa3aHO BbIIIE, HE TOKA3aHa).

CrenyommnM CUHAPOMOM, MPEACTABSIONIUM He-
COMHEHHBIII MHTEpeC B IUIaHE BHE3alHOW CepaecyHOM
CMEPTH, SIBJISIETCSI cuHOpom yoaunenHozo unmepeana QT.

B 1957 r. A. Jervrll u F. Lange-Nielsen nepBbiMu
OMUCATU CIyyau COYETaHUSI BPOXKIEHHOW IITyXOHEMO-
Thl ¢ yijauHeHueM uHtepBaia QT u snu3omamu note-
pU CO3HaHUS, KOTOpbIE, KaK ObLIO MOKA3aHO MO3Xe,
HEepeIKO 3aKaHYMBAJIUCh BHE3alTHOW CMEpThlO NeTei
B nepByto aekany xxusHu [24]. C. Romano et al [25] u
O. Ward [26] He3aBUCHMO APYT OT Apyra OMucaiIu K-
HUYECKYIO KapTUHY: yaauHeHue uHtepBaia QT B coue-
TaHUU C CEPACUYHBIMU APUTMUSMU, SMU30AaAMU MOTEPU
CO3HAHUSI U BHE3alHOW cMepTH y AeTeil 6e3 Hapylle-
HUS CTyXa U peyu.

CunnpoMm ymiuHeHHoro wuHTepBaia QT (CYHU
QT) — ymiuHeHue muteabHocTH uHTepBana QT DKI
CBBIILIE MAKCUMAJIBHOTO 3HAYEHU ST, OMIPEAETCHHOTO 151
JTAaHHOTO OOJIBHOTO, Ha (hOHE KOTOPOrO BO3HUKAIOT Ta-
POKCH3MBI XeTyTOYKOBOI TaxvKapAuU TUTA «ITUPYIT»
(torsade de pointes), B psiie ciiydaeB TpaHC(HOPMUPYIO-
muecs B GUOPWIISILIMIO XKETYI0YKOB C pa3BUTUEM CUH-
KOTaJIbHBIX COCTOSIHUI U BHe3arHou cmepTu [27, 28].

Bpoxnennas ¢popma CYU QT obycioBiaeHa reHHbI-
MU MyTalMsiMU. B muTtepatype onrcaHo 6 TUMIOB BPOX-
nernHoro CYU QT B 3aBUCHMOCTH OT JIOKaTIU3ALUU MY-
TUpOBaBIIero reHa [29-32]:

1 tun — ren KVLQT1 (LQT1) Ha KopoTKOM 1uieue
11-i1 xpomocomsl 11p15,5 kKogupyeT cTpyKTypy alibdba-
CYyObEIMHUIIBI MEUIEHHBIX KaJTMEBbIX KAHAJIOB;
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2 Tun — red HERG (LQT2) Ha mivHHOM IuIeye
7-11 xpomocoMmbl 7q35—35 KonupyeTt CTpyKTypy ajibdha-
CyObeIMHUILIBI OBICTPBIX KAJTMEBBIX KAHAJIOB;

3 tun — red SCNSA (LQT3) Ha KopoTKoM 1uieye 3-it
XpoMocoMbl 3p21—24 KoaupyeT CTpYKTyphl Oejika Ha-
TPUEBBIX KAHAJIOB,;

4 tun — red LQT4 Ha niuHHOM 111e4e 4-i XpoMOCo-
MbI 4q25—27 (M3y4eH HENOCTaTOUHO);

5u 6 Tunsl — redsl KCNEI u KCNE2 (LQTS5 u
LQT6) Ha miuHHOM Iiede 21-it xpoMocombl 21¢22,1—
22 OTBevaloT 3a CUHTE3 OeTa-CcyObeAMHULL MELIEHHbIX
U OBICTPBIX KAJTUEBBIX KAHAJIOB COOTBETCTBEHHO.

B pesynbraTte ykaszaHHBIX BbIE MYyTalldii pa3BUBa-
eTcsl MUCYHKIIMS MOHHBIX KaHAJIOB, YTO TIPUBOIUT K
YBEJIMYEHUIO BPEMEHU OOIIEeH 2JEKTPUIYECKON aKTUB-
HOCTHU XeJyAOYKOB U yIIMHeHuto uHTepBaia QT Ha
OKI. Ing kaxmoro jokKyca OMUCAaHbl AECITKU MyTa-
i, npuBoAsaiux K BosHukHOBeHUI0 CYU QT. Cun-
npoM PomaHo-Yopaa, KOTopblil HaciaeayeTcs: Mo akTo-
COMHO-JIOMWUHAHTHOMY THITY, MOXET Pa3BUBATLCS TTPU
HaJIMYUU MYyTallMU B JIIOOOM U3 IIECTU T€HOB, CUHAPOM
IxepBena—Jlanre-HuibceHa, KOTOpBIN HaciaemyeTcs
110 ayTOCOMHO-PELECCUBHOMY THUILY, pa3BUBAETCS, KOT-
Ja peOEHOK OT 000UX pOAUTENEN MOayYaeT MyTaHTHbIE
redbl LVLQT1 i KCNEL.

OcHoBHBbIM MetonoM auarHocTuku CYU QT saBnsi-
etca DKI. lnutenbHocTh uHTepBasia QT onpenenessiior
Ha OCHOBaHUU OLIEHKU 3—5 LUKJIOB. YBEJIMYEHUE MPO-
nokuTebHOCTH nHTepBaia QT 6osee uem Ha 50 Mc o
OTHOIIEHUIO K HOPMAaJbHbIM 3HAYCHUSIM IS TaHHOM
YUCC npu COOTBETCTBUM KJIMHUYECKOU KapTUHE CIy-
kUT noaTBepxaeHueM nuardHoza CYU QT. V 60onbHBIX
MOXET TaK e HaOmoaaTbcsl Opaaukapausi, U3MEHEeHUs
cermeHra ST, 3youa T, nosiBneHue 3youa U [33].

B 1985 r. P.J. Schwarts npenioxun Habop quarHo-
CTUYECKUX KpuTepueB BpoxaeHHbIX Gopm CYU QT
[34]:

«Bonbime» KpuTepuu:

A) yummnenue nntepsana QT (QT, >0,44 ¢);

b) HanmMuue B aHeMHe3e 3MU3010B MOTEPU CO3HAHUS.

«Marble» KpuTepuu:

A) BpOXIeHHAas HEPOCEHCOPHAs TIyX0Ta;

b) snu3zons! ansrepHaiuu 3youa T;

B) MenneHHbIl cepaeuHblit puT™ (y AeTeit);

I') maTonornueckas xkenynoukoBasi pernoJsipu3arusi.

JAuarHo3 MOXeT ObIThb MOCTaBJ€H MNpPU HATUYUU
2 60sbIIMX WK | 6OMBIIOTO U 2 MAJIBIX KPUTEPUEB.

B Hacrosiiee Bpemst HauboJee ONTUMaIbHbIM METO-
JIOM TIpEOTBPAIlleHUsT HapyllIeHUsT HapyllIeHUid puTMa
M BHE3arHoll cMepTu mpu BpoxaeHHoi ¢opme CYU
QT gaBnserca mnpuMmeHeHue OeTa-aapeHadI0KaTOPOB
[34—37]. TIpu ux Hea((HEKTUBHOCTU JOMOJHUTEIHHO
Ha3HayaloT MeKCUTWI, 3¢ GhEeKTUBHBINM TPU aHOMATUU
HaTpueBbix kaHaoB (LQT3), HukopaHau, BbI3bIBAIO-
K ykopoueHue nHtepsaia QT mpu aHOMaINKU Kajiu-
eBbix KaHanoB (LQT1 u LQT?2) wnu npenapaTbl MarHust
(marHepor, MarHe-B,).

AJIBTepHAaTUBHBIM METOOM, KOTOPBII MPUMEHSIETCS
B HacCTosIlllee BpeMsl TPU YCTOMYMBOCTU K MEIMKaAMEH-
To3HOMY JieueHUIo BpoxaeHHoro CYU QT, sasasiercs
UMILIaHTalMs KapauoBepTepa-aedudpuisTopa [38].

Crenyloiieil maTojorveil, accolMUPOBAHHON C
BCC, aBnsietcst apummoeennas OUucnaasus npasoeo ice-
ayoouxa (AJAT12K). AQITXK unu apurMoreHHas rpaBo-
KEJIYIOUYKOBasl KapIMOMUOIATUSI — TeHETUYECKU re-
TEPOreHHOE HACJIEICTBEHHOE 3a0ojieBaHuE cepala,
Xapakrepusymwolieecss (HUOPO3HO-XKUPOBBIM 3aMelle-
HUEM MMUOKapaa MPEeUuMYIIEeCTBEHHO MPaBOro Xely-
nouka (IT2K), knuauyecku manudectupytomee HPC B
BUIE XKeJyIO0UKOBOI 3KcTpacuctoinu (2KD) u npaso-
KEJIYIOUYKOBOU TaxuKapauu ¢ BbICOKUM puckom BCC
y JIUIL MOJIOZOTO BO3pacTa, a TakxKe CIopTcMeHoB [39].

ApPUTMOTeHHOI JucCIIa3Meil TMpaBoOro Xeayaouka
B 1977 r. G. Fontaine et al. Ha3Bay 3a00seBaHUE, BbI-
SIBUBLIEECS] Y TPYMIIbl NAMEHTOB, CTPaAaBLINX PE3U-
CTEHTHON K MenukaMmeHTo3Ho! Tepanuu KT 6e3 siBHOM
cepaeyHo-cocynucToit marojoruu [40]. ITTo3xe ObLia
BoisiBieHa cBs13b AJITTK ¢ HeobbsicHumoit BCC B Mo-
JIONIOM BO3pacTe y JIULL, He UMEIOIIUX MPU3HAKOB KOPO-
HapHoit 6osie3nu. Ha ocHoBaHuu pekomeHaanuit Bee-
MUpPHOI opraHu3anuu 3npaBooxpanenus AT 6buta
OTHeceHa K kapauomuonatusim [41]. HacnenctBeHHast
stuosiorust noarBepxknaercs B 30% ciyyaeB 3abosieBa-
Hust. I'ennl, otBeTcTBeHHBbIe 3a AIIT2K, He 1o KOHLa
uaeHtTuduupoBanbsl. Haubosee yacTbiMU TpOsIBiIE-
Husmu AJITTK saBnsitorcst XeaymnouKoBble apUTMUU C
OKI-Mopdosorueit mo tumy O6J0Kaabl JeBO HOXKU
nyuka [uca; Ha OKI umerorcs u3MeHeHUs Oenospu-
3allMU U PEMNosipu3alid MUOKapaa XelyI0uKoB, Bbl-
SBJIsSIeMble B TIPaBbIX MpeKapAuadbHbIX OTBENCHUSX;
HapylIeHUs IT00ATbHOW W/WIKM JIOKAJIbHOW COKpaTH-
MOCTU TIPABOTO XEJyI0uka WM WU3MEHEHUSI CTPYKTYpbI
ero muokapaa o gaHHbeiM OXoKI' 1 MarHuTHO-pe3o-
HaHcHoI Tomorpacduu (MPT). JluarHoctuueckue Kpu-
tepun AJITT2K npencraBneHsl HuxXe [37].

I[noGanpHasg wiM pervoHaabHas AOUCGhHYHKUUS U
CTPYKTYPHbIE UBMEHEHUSI (OMPENeISIIOTCS ¢ MOMOIIBIO
OxoKT, anrnorpacdun, MarHuTHO-pe30HaHCHOI TOMO-
rpadun WU PagUOHYKIMIHON BEHTPUKYJOrpaduun):
3HaAYMTeNbHAS AWIATallls U CHIXKEeHUE (hpakiiuy BbI-
o6poca npaBoro xenymouka (I12K) mpu otcyrcTBuu
JIMO0 HE3HAYUTEIbHOM BOBJICUEHUM JIEBOTO KEIyI0Y-
ka (JIXK); noxkanbHbie aHeBpu3Mbl 12K (akuHeTHYHbIE
WIX JUCKUHETUYHbIE OO0JIACTM C AUACTOJIUYECKUM
BbIOYXaHUEM); 3HAUUTE/IbHAsl CerMEeHTapHas auiata-
uus ITK.; ymepennas nunaraius 12K unu cHuxeHue
dpakunu Beidpoca T12K npu HopmanbsHoM JIK; yme-
peHHas cermeHTapHas auiaatauus [12K; peruonanbHas
nuckunesus [12K. XapakTepucTuka TKaHU CTEHOK: (pu-
OpO3HO-XXMPOBOE 3aMelleHUe MUOKapaa (1Mo JaHHbIM
SHAOMMOKapAuaabHOi Ouoncuun). HapyieHus perno-
JIsipu3aluu: MHBepcusi T-BOJHBI B MPaBbIX MpeKapau-
anbHbIX oTBeneHusx (V2 u V3) (ms aun crapiie 12 ner;
MpU OTCYTCTBUU OJIOKaabl MpaBoil HOXKM T.luca).
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Hapyuenust nenosisipuzaiiu / IpoBeaeHUsI: STICUIIOH
BOJIHBI WK paciuupenue komriekca QRS (>110 mc) B
MpaBbIX MpeKkaparanbHbix oTBeneHusx (VI—-V3), nosa-
HUE TOTEHLIMATbl XeTyI0YKOB (CUTHAJI-YCpPENHEHHAasI
OKT). Aputmuu: xenynoukoBast Taxukapaus ¢ DKI
Mopdosorueit 6;10Kanbl JJeBot HoXKM m.luca (ycToii-
yuBasg U HeyctoiluuBas) (DKI, MoHuUTOpupoBaHuUe
OKTI no Xonrtepy, Harpy3ouHble MpoObI), yacTask xe-
JynoukoBasi akctpacuctoius (>1000/24 4.) (MOHUTO-
pupoBanue DKI no Xoarepy). CemeliHblii aHaMHe3:
HaCJeICTBEHHbII XapakTep MaTOJOTMU, MOATBEPKIECH-
HbIA AQyTOTICUEN WJIM MIPU ONEPaALIMU, CEMEWHBII aHaM-
He3 BHE3aITHOW CMepTHU B MOJIOIOM Bo3pacTte (<35 jeT)
npennoysoxuteabHo Bcaeactsue AIITXK, cemeitHbiit
aHamMHe3 (KJIMHUYECKUH NOUarHo3, OCHOBAHHBIA Ha
MPEICTaBAEHHBIX KPUTEPUSIX).

Jleuenne AJIITK ckimanbiBaeTcss M3 CUMIOTOMATH-
YECKOUW Tepamuu CepaeyHOU HENOCTaTOYHOCTU, Mpe-
JNOTBpalgHUsT TPOMOOIMOOINYECKUX OCTOXHEHUN U
BCC, a Takxe kaTeTepHON abialluu apUTMOTEHHON
30HBI B TpaBoM xenynouke [37].

Eme ogHUM CUHAPOMOM, CHOCOOHBIM MPUBECTU K
BCC, aBnsercst cunopom ykopouennoeo unmepsanra QT.
IIporHocTuyeckoe 3HaUY€HHWE YKOPOUEHUS MHTEpBaja
QT Ob110 uccnenoBaHo B pabote A. Algra u coast. [42].
ABTOpPBI OTMETUJIU, UTO KaK YIJIUHEHUE, TaK U YKOPO-
yeHue uHTepBajga QT sBiaseTcss MPOTHOCTUYECKU He-
OJIarONMpPUSTHBIM MPU3HAKOM, aCCOLIMUPOBAHHBIM C
PUCKOM BHE3AIMHOW CEepIeYyHOI CMEpTU. YKOpOueHue
koppurupoanHoro nHtepsaia QT (QTc menee 400 mc)
OBLIO aCCOLIMMPOBAHO C IBOWHBIM PUCKOM BHE3AIMHOMN
CMEpPTU — M0 CPABHEHUIO C OOJIBHBIMU C €r0 HOPMaJlb-
Hbeimu 3HadYeHusIMU (QTc ot 400 no 440 mc). AHanorny-
HBII pUCK HaOmonancs npu cpeaHeM 3HayeHuu QTc
6onee 440 mc.

CaM TepMUH <«UAUOIMATUYECKUI KOPOTKUI MHTEp-
Ban QT» 6bL1 penioxeH 1. Gussak u coast. B 2000 T.
[43]. Tlo3nHee BbIIENAEHBI BE OCHOBHBIE (hOPMBI TaH-
HOTO CUHApOMa:

1) mocTtosiHHOEe MAUOMATUYECKOe (YaCTOTHO-HEe3a-
BUCHUMOE) YKopoueHue uHtepBaia QT, mpu KOTOpoMm
BEJIMUMHA MHTEepBajga HE U3MEHSIETCS B 3aBUCUMOCTU
OT JUJIMHBI 1IUKJIA;

2) napaaokcanabHoe (0paau3aBUCHMOE) YKOPOUYEHe
uHtepBana QT, nmpu KoTopoMm HaOJIOAAIOTCS SMU30bI
OpanuapuTMUU U yKOpoueHHbI nHTepBai QT, a Takxke
TPaAH3UTOPHbIE U3MEHEHUST T-BOJHBI, KOTOPbIE aBTOPBI
VHTEPIPETUPYIOT KaK HapYLIEHHYIO PEMNojsipu3aluio
MpU BHE3AIMHOM yBeanyeHuu nHtepaia RR.

Kak yxe 0bu10 cKka3zaHo, HauboJiee YacToi MpUu4u-
HOU BOBHUKHOBEHUS CUHIPOMAa YKOPOYEHHOTO UHTEP-
Bana QT, saBasiioTcs reHeTuuyeckue (axkropbl. Ha ce-
TOAHSIIHUIA J€Hb U3BECTHO HECKOJIbKO F€HETUUYECKUX
MyTalWii, TPUBOASIIMX K JTAHHOMY CUHApOMY [44—46].

SQT1 Bbi3BaH MyTanusmu B reHe KCNH?2 u xapak-
TEepU3YyeTCs YBEJUYEHUEM OBICTPOrO KaaueBOTO TOKa,
MPUBOASIIEIO K FeTepOreHHOMY YKOPOUYEHUIO MOTEH-

CEYEHOBCKMWI BECTHUK N 4(18) 2014 .

Luasa IeicTBus U pepakTepHOTo Nepruona, yMeHblas
YYBCTBUTEIbHOCTb KAJIMEBBIX KAHAJIOB K OJIOKATOpaM.

B ocnoBe SQT2 nexurt renHas myrtaius KCNQ,
KOTOpasi cMelllaeT MOTEeHU Al OEUCTBUS U YCKOPSIET
penoyisipu3aluio, BMECTe C TeM YBeJIUYUBas MeIJeH-
HBI KaJaueBbI TOK, YTO TMPUBOAUT K YKOPOUYEHUIO
QT. JaHHbII BapuaHT BPOXIEHHOIO CUHIPOMA YKO-
poueHHoro uHTepBana QT cBsI3aH ¢ BHICOKMM PUCKOM
passutust OII.

Mytanus reHa KCNJ2, xonupyroniero BXOmsiIInii
kanueBblid kaHan Kir2.1 (IK1), mpuBoauT K yBenuue-
Huto ucxonsguero [K1 npu nmoteHimane neiicTBus OKo-
70 -65 MB 1 yBenuuMBaeT KOHEUHYIO (hasy pernosipu-
3alUU.

SQT4 u SQTS cBazanbl ¢ mytauussmMu B CACNA1C
u CACNB2B, xonmupywoumumu anbdal- u 6etalb-
cyobenuHullbl L-KanblueBbIX KaHAI0B COOTBETCTBEH-
HO. OHU MPUBOJAT K 3aMEVIEHUIO KaJbLIMEBOTO TOKA U
yKopoueHuto uHteppana QT.

Jns ompeneneHus: BO3MOXHOW pPOJIU YKOPOUEHUS
uHTepBata QT B maroreHeze BHE3AIHOW CepaecYHON
CMEpPTU MPOBOIUIOCH OOJIBIIOE KOJIUYECTBO UCCIE-
JIOBAaHUI KaK OTEYECTBEHHBIMU, TaK U 3apyOekHbIMU
cnenuanuctamu. OCHOBHBIM HaIlpaBJIEHUEM SIBJISLIOCH
BBbISIBJIEHUE TeX (haKTOPOB, KOTOPbIE HACTOPOXKUIN Obl
Bpaya U 3aCTaBWIM ero 00paTUTh BHUMaHWE Ha JaHHO-
IO MalMeHTa, MPOBECTU BECh CIIEKTP HEOOXOMUMBIX UC-
cienoBaHuii. B mepByto ouepenb K HUM OTHOCSTCS:

— HaJIMYMe CUHKOMAJIbHBIX COCTOSSHUH y obcrenye-
MOTO MalKeHTa U ykopodeHue nutepaia QT Ha 12-ka-
HaJIbHOI 3J7IeKTPOKapIUOrpaMMe;

— HaJu4ue B ceMbe 00cienyeMbIX MpoOaHa0B Ccllyya-
€B BHE3arHO# CMEPTU B MOJIOIOM Bo3pacTe (10 45 1ier);

— OTCYTCTBUE Y TMOTMOUIMX PONCTBEHHUKOB BbISIB-
JICHHBIX Ha ayTOTICUU ITOPOKOB CEP/ILIa, MOPAXKEHUS KO-
POHapPHBIX COCYNO0B, 3a00eBaHUIT MUOKapaa, UHCYbTa
U XPOHUYECKUX 3a00J€BaHUU TPU XKU3HU, KOTOpPbIE
MOTJIU Obl CTaTh MTPUYNHON CMEPTH;

— UCKJIIOYEHME Yy BCeX MPOOAaHIOB HAa OCHOBAHUU
MpeaBapuTeabHoro  obcienoBaHusl  (OU3MKAIbHBIN
OCMOTp, CTaHAapTHbIe JIabopaTOpHble TecThl, 12-Ka-
HaJlbHasl 3JeKTpokapauorpadus, sxokapauorpadus,
TPEAMUJI-TECT, 24-4acoOBOE€ CYTOYHOE MOHUTOPHUPO-
BaHve OKI mo XonTtepy) mopaxeHus MuoKapaa Wid
KOPOHApHBIX COCYIOB, MOPOKOB Cepilla, KU3HEYyTrpo-
KAIOIIMX HAPYIIEHUI pUTMa — TOJIHOW aTPUOBEHTPU-
KYJSIpDHOU OJIOKaabl, CUHAPOMA CIabOCTU CUHYCHOTO
y371a, XeTyIOYKOBBIX U CYNPABEHTPUKYISIPHBIX Taxua-
PUTMUIA;

— HWCKJIIOYEHUE y TMPOOaHIOB, UMEIOLIUX CHUHKO-
MaJIbHbIE COCTOSIHUSI B aHaMHe3€e, SMWICTICUU U OPTO-
CTaTUYECKON TUMOTEH3UU.

Ouenka uHtepBaiia QT mpoBoaUTCS HA OCHOBaHUU
dopmynasr P. Rautaharju: QTp=656/(1+4CC/100), rne
QTp — nomKeHCTByIOlIEe TMPEIUKTOPHOE 3HAuYeHUe
QT, a QTp88 — 3HaueHUe 88% OT MPOMOIKUTEIIBHO-
ctu QTp. CornacHo CyIIeCTBYIOIIUM PEKOMEHIALIMSIM,
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YKOPOUEeHHbIM cuuTaercd 3HayeHue QT mas maHHOM
YCC, menbiuee QTp88.

M3-3a BbBICOKOII 4YacTOThl BHE3alHOW cepaeyHoi
CMEpPTU €NMHCTBEHHON aJIbTepHATUBOI JJTSI MALIMEHTOB
C CUHAPOMOM yKopoueHHoro mHTepBana QT sasiser-
¢ MMIUIAHTaUMsl KapauoBepTepa-aeduopuiisaTopa
(UK) [47, 48]. OnHolt U3 0COOEHHOCTEH, ¢ KOTOPOIi
CTaJIKUBAJIMCh UccaenoBareay npu uMriantauuu MK
nanueHTaM C CUHIPOMOM YKOPOYEHHOro WHTepBa-
Jga QT, aBisiiack BEPOSITHOCTh, XOTS M HE 4yacTasi, Tu-
MepUYyBCTBUTEILHOCTU 3yOLOB T M COOTBETCTBEHHO
HEMOTUMBUPOBAHHBIX Pa3psioB, T. K. YKOPOUCHHOMY
uHTepBaly QT MOCTOSIHHO COMYTCTBYET 3HAUUTE]b-
HOE TMOBbIlIEHUE aMIUIUTYyabl T-3yo1oB. [losTomy, B
OTJIUYUE OT TALMEHTOB C CHUHAPOMOM YIJUHEHHO-
ro uHrepBasiia QT, nBoliHasi YyBCTBUTEIBHOCTh R- U
T- 3y010B AOMKHA OBITh MEHBILIE MPU YKOPOUEHHOM
QT, 1. k. T-3y0el nosiBiIsIeTCs] paHO MOCJe Havyaja UH-
TepBajia RR 1 HauMeHbll1asi YyBCTBUTEIBHOCTb B PaH-
Hell ¢dasze ajaropuTMa YyBCTBUTEIBHOCTM IOCJE pac-
no3HaBaHus 3youa R. B Hacrosiiiee Bpemsi pa3HbIMU
npousBonuteasivu  MKJ[  ycTaHOB/IEHBI pa3idyHbIe
AJITOPUTMBI /11 PEAOTBPALIEHUST TUTIEPYYBCTBUTEIb-
HOCTU BBICOKOAMIUTUTYOHBIX CUTHaI0B T-3yO110B;
Haubosiee TMOOXONSIIIMMU CPEAU HUX MPEeNCTaBISIOTCS
MYJIETUIIPOTpaMMUPYEMbIe aJlTOPUTMbL. TeM He MeHee
BHE 3aBUCUMOCTH OT Pa3JIUYHBIX A ITOPUTMOB UyBCTBU-
TETbHOCTU HEOOXONMMBIM YCIOBUEM MJISI UHIWUBUAIY-
aJbHOW amanTauuu TIapaMeTPOB UYBCTBUTEIbHOCTHU
SIBJISIETCS] TaKasli MO3ULIMST 2JIEKTPOJa, KOTopasi rapaH-
TUPYET MOCTOSTHHBIN 1 BBICOKUIA cUTHAJ 3yoiia R.

Ecnu BodmoxxHocTh umruiantauuu MKJI orcyTcTBy-
eT, To 9(HEKTUBHBIM METONOM CHIXKeHus pucka BCC
MOXKET CTaThb Ha3HAYeHME TAKUM MallMeHTaM XUHUAUHA
Kak npermnapara, yeeanuusatoiiero uurepsai QT [19].

C nosuuuiit BCC ocobeHHO BaxHa eunepmpogpuue-
ckas kapouomuonamus ('KMII) [49]. Cytb 3aboeBaHuUs
COCTOUT B IE30PraHU30BAHHON TUTIEepTpOohrur MUoKapaa
npeumyuiectBeHHO JIZK, a B psine cinyuaes u [12K. Otme-
YaeTCsl CHUKEHUE COKPATUTENIbHOM CITOCOOHOCTH BOJIO-
KOH MuoKapna. Pa3zpacraercs v coeauHUTENbHAS TKAHb.

CyliecTByeT HECKOJbKO THUIIOB T€HETUYECKU O00-
ycinosiaeHHoit TKMIT mo tumny HapyuieHuit obmMeHa B
MUOKapae (HapylleHUe OKUCIAEHUS XUPHBIX KUCIOT,
MUTOXOHJIPUATBLHOTO OKUCIUTEIbHOrO Gochopun-
POBaHUS U JP.) C HEKOTOPBIMU PA3INYUSIMU B (hEeHO-
TUITMYECKUX TposiBieHUsiX. [IpeobaagaeT ayTocOMHO-
JOMUHAHTHBIA TUIT HACJIEIOBAHMUSI.

Uto KacaeTcsi AMarHOCTUKHU 3a00JieBaHUs, TO B Ha-
yaje HeOoOXOOUM [EeTajbHbI Paccrpoc ¢ LEJbl0 BbI-
SIBJIEHUSI OTSATOIIEHHON HACJIeNCTBEHHOCTU: BHE3AITHO
YMEPUIMX POJCTBEHHUKOB, OCOOEHHO B MOJIOIOM BO3-
pacre, umetoiux CC3 c runeptpodueit muokapaa JIZK
Wi ycTaHoBJAeHHbIM auarHo3zoM I'KMII. ITpu duzu-
KaJbHOM OOCJIeIOBAaHUU BBISIBJSIETCS CUCTOTUYECKUI
1LIyM BbIOpOCA, KOTOPBII OOHAPYKUBAIOT y BEPXYILKU U
B YETBEPTOM MexXpebepbe ceBa OT IPyIUHBI.

Bcem manmentam Heobxonumo 3anuckiBath DKI' B
12 otBeneHusix. Hanbonee Tunuuneie DKI-npusHaku
TUIEepTpOPUUYECKO KapIUOMUOIATUU: TMeperpy3ka
u/vmu rurieptpodus Muokapna JIK, orpunatenbHble
3yOoubl T B IpYAHBIX OTBEAEHMSIX, YTO CBSI3AHO C BBI-
pPaXXeHHOW aCUMMETPUYHOMI rurneprpoduein Mruokapaa
JIZK, rny6okue atunuunsbie 3yo1isl Q Bo 11, IT 1 AVF ot-
BEJCHUSIX, HAPYLIEHUSI PUTMa Cep/lia U TPOBOAUMOCTHU
(pubpuISILIUS NpeacepAanii, XKeayaouKOBble Hapylle-
HUSI pUTMa, Pa3IMYHbIe CTeNIEHU OJ10Kabl JIEBOW HOX-
ku nyyka [uca).

VYapTpa3BykoBOE MCCIEAOBAHUE Cepalla SIBISETCS
«30510TbIM» cTaHaapToM B auarHoctuke I'KMII. Co-
[JJACHO PEKOMEHIALIMSIM MEXIYHApOAHOIO 3KCIEPT-
Horo koHceHcyca mo TKMIT (ACC/AHA/ESS, 2003),
MPU OTCYTCTBUM T€HOTUITUPOBAHUS OCHOBHBIMU KPU-
TepusiMU roctaHoBku nuarHo3a [KMII aBasiotes cre-
Jytolue axokapauorpaduueckue kpurepuu [50]:

— acUMMeTpUYHasl rurnepTpodust MuoKapaa JieBoro
KEJIyI0uKa MPU TOJIIMHE MEXOKETYTOUYKOBOW Mepero-
ponku 6osee 15 MM Mpu HOPMaJIbHOW WU YBEJIUYEH-
HOM TOMIIMHE 3aHEN CTEHKMU;

— OOCTpYyKIIMS BBIHOCSIIErO OTHEeNa JIEBOrO Kely-
JIoYKa, KOTOPYIO OMPEAESIOT MPU MOMOILIU JOTTLIe-
POBCKOTO CKAHUPOBAHUS;

— TepEeIHEeCUCTONMYECKOE [BWXKEHUE TepeaHei
CTBOPKU MUTPAJIBHOTO KJIallaHa U €€ COMPUKOCHOBEHUE
C MEXCKETYI0UKOBOM Teperopoakoii B auacrony (SAM-
(eHOMEH); CUCTOIMYECKOE IPOXKAHUE CTBOPOK A0PThI;

— HEINOCTOSSHHBIMU MPU3HAKAMU, XapaKTEPHBIMU
st obctpyktuBHOi hopmbl TKMII, saBnsitores: aHo-
MaJIUM TANWUISIPHBIX MBI (TUNepTpodus U Tomo-
rpaduyeckue OCoOEHHOCTH), YBEIUMYEHUE Pa3MEepOoB
CTBOPOK MUTPAJIbHOIO KJjarnaHa; U3MEHEHUE TeoMe-
Tpun JIK (popma «MecoyHbIx» YacoOB BCIEACTBUE CY-
JKEHUSI BBIXOMHOTO TpakTa). Takxke 4acTo BbISIBISIOT
nuiataiuio Jieporo mnpencepaust (JIIT), mutpanbHyto
peryprutanuio, a B TepMUHAIBHON CTaquu — U Auja-
Taruto JIK.

Jng npodunaktuku BCC y nauueHtoB ¢ 'KMII
npumenstores [19]: K]l y nauureHToB ¢ TakuMu dak-
topamu pricka BCC, kak ycroiuuBas KT wim DK,
KOTOpbIE TMOJYYaloT ONTUMAJBbHYIO JIEKAPCTBEHHYIO
Tepanuio OCHOBHOTO 3a00JIeBaHUS U UMEIOT XOPOUIUA
(YHKIIMOHAIBHBIN CTAaTyC U OJarompUsSTHBINA MPOrHO3
BbDXMBAHUS B TeUEHUE rofa u dosee.

bera-0610KaTOpBI pEKOMEHAYIOTCS TSI IEUEHUST CUM-
MTOMATUYHBIX B3POC/IbIX MALIMEHTOB C OOCTPYKTUBHOM
wiu HeoocTpykTuBHO# (opmoit T'KMII, ogHako ux
cJieyeT MCMOJIb30BaTh C OCTOPOXHOCTHIO Yy TMallMeH-
TOB C CUHYCOBOW Opaaukapauveil WM HapyleHUSIMU
AB-TIpOBOAMMOCTH.

CentajabHasi MUOTOMUS ISl JIEYEHUST TIALIMEHTOB C
TSKENbIMU pedpaKkTepHbIMU K KOHCEPBAaTUBHOM Tepa-
nuu cumnromamu u ooctpykuuein BTJIZK. Knunuue-
CKMe CUMITOMBI BKJto4atoT creHokapauto [TI-1V @K,
00OMOPOKHU, MPEeI0OMOPOUYHbBIE COCTOSIHUSI, TOJIOBOKPY-
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JKEHUE, TUTOTEH3UIO, KOTOPbIE COXPAHSIOTCS, HECMO-
Tps Ha ONTUMATbHYIO MEIUKAMEHTO3HYIO Teparnuio.
I'paguent gaBnenus: B BTJIZK B cocTosiHUM TTOKOSI UK
MpU BBIMOJHEHUU (HDU3MOJOTMYECKON HArpy3Kud AOJ-
KeH TpeBbIlaTh 50 MM PT. CT.

CrniuproBasi sMOonu3alMsl TOKa3aHa B3POCIbIM
6osbHbIM ['KMIT ¢ o6ctpykuueit BTJIZK (ocHOBHO
(hakTop pucka y naHHOIW KaTeropuu MallMEHTOB) MpU
YCJIOBUU pedPaKTEPHOCTA CUMIITOMOB K MeIWKaMeH-
TO3HOW Tepanuu W HaJWYuKU MPOTUBOIOKA3aHUN K
MPOBEICHUI0 MUOTOMHMU / MUOIKTOMUU, OOYCIIOBJICH-
HBIX CEPbE3HBIMU COIMYTCTBYIOLIMMU 3a00J€BaHUSIMU
W/WJIY TIPEKJIOHHBIM BO3PACTOM.

AMMOJAPOH MOXET OBbITh MpernapaToM BbiOOpa st
nedyeHus namureHToB ¢ TKMII co croiikoit KT un/unm
@K B anHaMHe3e (OCHOBHBIE (DAKTOPHI PUCKA) MIPU HE-
BO3MOXHOCTU uMmriantauuu MKJI.
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