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PAMH, MockBa

POXACHHBI CUMHIPOM YIJUHEHHOTO WHTEp-

Basia Q— T (LQTS) — 210 HacneACTBEeHHOE 3a-
OoJsieBaHUE, KOTOPOE XapaKTepU3yeTcsl YIUTMHEHUEM
nHTepBana Q— T Ha OKI u nmonmuMopdHOIi Xemymaod-
koBoii Taxukapauei (2KT) Tuma «mupyat», uian «tor-
sade de pointes» [16], 4YTO NPUBOAUT K TSXKEJIBIM
CEepACYHBIM COOBITUSIM, TAKUM KaK CMHKOIIE U BHE-
3anHas cepaedyHas cMepth (BCC). BoigBisiior He-
ckosbko (opMm BpoxaeHHoro LQTS, obOycinoBieH-
HBIX MyTallUSIMM B T€HaX, OTBETCTBEHHBIX 3a CTPYK-
Typy ¥ (GYHKIWIO KalueBBIX, HATPUEBBIX WU
KaJIbLIMEeBbIX KaHAJIO0B MeMOpaHbl KapIUOMUOLIMTOB
¥ pacIojIoKeHHBIX Ha XxpoMocoMmax 3, 4, 7, 11, 12, 17
u 21. [eHOTUTT-(DeHOTUTTMUECKHE KOPPEISLIUN B K1~
HUYECKUX U BKCIIEPUMEHTAJIBHBIX MCCICHOBAHMSIX
obu ToApoOHO MccinenoBaHbl npu LQTI1—-LQTS3,
(4ucno 60JIbHBIX C ATUMU (popMaMu cocTaBJisieT 00-
nee 90% Bcex nmauueHtoB ¢ LQTS), yto mo3BossieT
MPOBOAUTH CTpaTUdUKaLUIO prucka U 3¢ GhHEeKTUBHOE
JICUCHHUE NALIMEHTOB.

VY nmanmenToB ¢ LQTS Tsxesnblie cepneyHble COObI-
THSI BO3HMKAIOT 4Yallle BCETO BO BpeMsl (hPU3MUCCKMX
yIpaKHEHU I WJIU TICUXUYECKOTO HAIPSIKeHUST, O HA -
KO MHOTIa IIPOUCXOISIT B COCTOSTHUU TTOKOSI 1 BO Bpe-
M cHa [13].

ITocme 1995 1., Korma OBLIM OMpeneIcHBI TIEPBHIC
JIBa reHa, oTBeTcTBeHHbIe 3a LQTS, monekynsapHo-
TEHETUYECKUMU WCCJIEIOBAHUSIMU OB BBISIBJICHBI
12 ¢popmMm BpoxkaeHHoro LQTS [24]. Myrauuu B reHax
KCNQI v KCNEI, xonupyoouux o.- 1 3-cyobeIUHULIbI
MemJIeHHBIX KanueBbix (K) KaHalloB U COOTBETCTBEH-
HO 00eCTIeuMBaIOIIX MEIJICHHBIII KOMITOHEHT Kaue-
Boro Toka (asnl penonapuzanyi (Ig,), 1exar B ocHO-
Be nepBoro tuna LQTS (LQT1) u nmaroro tuna LQTS
(LQTS5) [14]. Mytaunu B reHax KCNH2 n KCNE2, xo-
JIVPYIOLIUX Oi- U [3-CYObEAVMHULIBI OBICTPBIX KaTUEBBIX
kaHanos (l,), oTBevaloT 3a pazsutne BToporo (LQT2)
n mwecroro (LQT6) turmos LQTS [2]. Myrauuu B reHe

SCN5A, xomupylollieM CTPYKTYpY O.-CYyObeIUHUIIBI
Na-kananos (ly,), obecrneynBalomUX HaTPUEBBII
(Na) Tok (a3bl penoysipu3alliu, BbI3bIBAIOT TPETUIl
i LQTS (LQT3) [23].

Mytauu B reHe KCNJ2, KonupyoiieM a-Cyobe-
JUHULBL OBICTPBIX KalneBbIX KaHanoB (Iy,), jJexar B
ocHoBe ceapMoro tumna LQTS (LQT?7) [11]. Myrauuu
B ANK2, xonupytouieM aHKUpUH-B, MpuBOAAT K BHY-
TPUKJIETOUHOI TMeperpy3Ke KaparOMHOIIUTOB Kalb-
LIMeM, 4TO JIEXKUT B ocHOBe yeTBepToro tmma LQTS
(LQT4) [7]. MyTtamun B8 CACNA IC, OTBETCTBEHHOM 3a
CTPYKTYpPY KaJbLMeBbIX KaHanos L-tuna (I, ), me-
kat B ocHOBe BochMoro Tuira LQTS (LQTS), compo-
BOXIAIOIIErocsl BPOXIESHHBIMU MOPOKAMU Cepala,
CHHOAKTWINEH, MMMYHHOI HEZOCTaTOYHOCTHIO U ay-
TU3MOM [22].

ITo xpaiiHeii Mepe, MHOTHE Cllydyau CUHApOMa BHeE-
3anmHoii cepaeuyHoii cMeptu (BCC) y neteit oOyclioB-
JieHbl BpoxxaeHHbIMU (popmamu LQTS [4], u myTanuu
B reHe SCNS5A cocTaBisioT OOJIBIIYIO MX 4YacThb [24].
ITpu Bcex reHetnyeckux dopmax LQTS Topmosutcs
Beixon K u3 xietkn (I, Ig,) wim yBennmunsaerca Tok
Na u Ca BHyTpb KapauomMuouutos (Iy,, I, ), yuim-
HSIeTCS] TTOTeHLIMAI ACHCTBUSI U COOTBETCTBEHHO YBe-
JIMYMBAETCS IIUMTeIbHOCTh UHTepBaia O—7. Tem He
MeHee Jnib B 50—70% ciiyyaeB MOTYT ObITh UICHTH -
¢uIMpoBaHbl MyTallMU F€HOB, TOTAA KaK B OCTaJIbHBIX
30—50% ciygaeB HEBO3MOXKHO MPOBECTU JOCTOBEP-
HO€ TeHOTUITMPOBaHME.

Cpenu 601bHBIX cO Bcemu 12 popmamu LQTS ma-
menTel ¢ LQT1 u LQT2 cocrasisror o 40% ot 06-
IIIETO YKCJIa TeHOTUITMPOBAHHBIX TTAIIMEHTOB U BCTPE-
yatoTca vamie Bcero. ITaumenter ¢ LQT3 cocraBisior
okojio 10% oT Bcex TeHOTUITMPOBAHHBIX MAlMEHTOB.
B nenom 6ombHble ¢ LQT1—-LQT3 cocrasasior 6omee
90% ot 6osbHbIX ¢ LQTS, 1 B maHHBIX TpyIIax Obuia
IMOAPOOHO MCCleq0oBaHA TEHOTHUIT-(PEHOTUITMICCKAS
Koppeasuus [12].

* Apec s TiepenuckKu: e-mail: zamir8§2@yahoo.com
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BJICKTPOKaPJII/IOI‘paCl)I/I‘IeCKI/Ie XapaKTEPUCTUKH

DJIeKTpUUECKHE TOKH, IIPOTEKAIOIINE C 00CUX CTO-
POH OT MHOKapaa, onpeaessiioT MOPMOJOr1Io U Mpo-
nojokuTesbHOCTh 3youa 7' Ha OKI, ocobeHHO oTver-
JIMBO B JIEBLIX IPYAHBIX 0TBeAeHUAX (V,—V(), KOTOphIe
OTpaxawT MoTeHUUuan cBobogHoi creHku JIK [21].
[Tpu HOpMaTBHBIX YCIOBUSIX PEIIOJISIPU3AIIis Kapanuo-
MUOITMTOB B 3MTUKApP/IE TIPOMCXOIUT PaHbIIIE U COBIIA-
JiaeT ¢ MMKOM HopMmaitbHOro 3youa 7' (7,,,), B TO Bpe-
Msl KaK peroJispu3alivsi B MMOKapje COBMAmaeT ¢
okonyanuem 3youa 7 (7,,,). Penonsapusauns B 5HI0-
Kapae OOBIYHO MPOUCXOAUT MEXIY Pernojsipu3aeit
B 3MMKapae M B MUOKapae. MyTaiuu TeHOB, KOTUPY-
IOIIUX MOHHBIE KaHAJIbl MEMOpPaHbl KapAUOMUOILIUTOB,
MIPUBOIAIT K M3MeHeHUI0 nHTepBajia Q— T u Mopdoio-
rum 3youa 7.

PaBHOMepHO pacmiupeHHbIN 3yoen 7' yaile Ha-
omopnaercs npu LQTI, Torna kKak HU3KME aMILJIUTYIbI
3yo1oB T ¢ 3a3yOpeHHbIMU WX Pa3IBOEHHBIMU KOH-
durypanusiMu BUIHBI 60Jiee yacto nmpu LQT2. INamm-
eHtbl ¢ LQT3 xapakTepusyloTcs MpOoA0JIKUTEIbHBIM
n309eKTpuyeckuM cermeHToM S—7 [8]. TeM He Me-
Hee MCKITIOYEHUSI TIPUCYTCTBYIOT TIPU BCEX TPEX TeHO-
Thmax, a hopMa 3yoma 7 M3MeHSIeTCsS CO BpEMEHEM Y
OJTHOTO U TOTO X€ MallMeHTa C KOHKPETHOU MyTalluei.
XapakTepHble M3MeHeHNsT Mopdooruu 3yoma 7 1mo-
SIBJISIIOTCSL TIOCJIE HArpy304HOro TecTa Ha OeroBoit
JIOPOXXKE WJIN TTOCTIC BBEACHMS KaTeXOJAMUHOB Y ITa-
uveHToB ¢ LQT1 u LQT2 [19].

Hukakux KOHKpeTHBIX OCOOEHHOCTEeU 3yOouoB 7'
He ObuTO BbIsIBIeHO y maumeHtoB ¢ LQTS5 um LQT6.
Takas aHomanus, Kak aByxdasHbiii 3ybew 7' mocie
JauTeabHoi nayssl mpu LQT2, oObIYHO HabogaeTcs
u B LQT4 [7]. PaciumpenHas BonHa U, oTneneHHas
oT 3yo1a 7, 1 JacThIe KEIIyIOYKOBBIC KCTPACUCTOJIBI
sBisiiotcst ocooeHHocTsasmMu DKI ipu LQT7 [11]. ®ap-
maxkosnornaeckre moneau LQTS mokazanu, 9To pa3Hoe
BpeMsl pernoJiIpU3aliii B SMUKapAUaIbHbIX, MUOKap-
MUATbHBIX ¥ SHIO0KAPAMAIBHBIX KJICTKAaX HAOII0OAeTCs
B pe3yJibTaTe MyTalluu B KaXKJIOM I'eHe, OTBEYaloIleM 3a
xapakTepHyto Mmopdosoruto 3youa 7 npu LQT1-LQT3
U, BEPOATHO, TIPU JAPYruX reHotumnax [11].

Cnenudguyeckue TpUrrepsl
JUIS CEpAEYHbIX COOBITHIA

KimHndeckue gaHHBIE TAalOT BO3MOXKHOCTH ITpEl-
MOJIOKUTh, UTO JJIsI KAXJ0TO TEHOTUIA UMEIOTCS KOH-
KpETHBIE TPUTTEPHI, TPUBOISIINE K CEPACIHBIM COOBI-
tusim. P. J. Schwartz v coaBT. mpoaHaaIn3upoBau JaH-
Hble MexXayHapoaHoro peectpa LQTS u coobuuau,
yto ipu LQT1 cepmeyHble COOBITHS Yallle BCETo Mpo-
WCXOJSIT BO BpeMsl (GU3UYECKUX ypaxXKHeHUH (62%) u
JIMILDb B peIKUX CIydasix BO BpeMsi cHa U otabixa (3%)
[17]. lmaBaHue SIBASETCS CaMbIM YacTbIM TPUITEPOM
g LQT1 [17]. B otmmuume ot LQT1, cepaeuHble co-

obiTusa npu LQT3 miaBHBIM 00pa3oM MPOUCXOAST BO
Bpemsi cHa u oTabixa (39%). [lpu LQT?2 cepneuHbie
COOBITHS TTIPOUCXOAST OMHAKOBO YaCTO BO BpeMs (pU-
3UYeCKUX yrpaxHeHuii (13%) 1 Bo BpeMsi CHa U OT/IbI-
xa (15%) [17]. Yro e1te Gosiee BaXXHO, BHE3AIHbII 3BY-
KOBOM pa3apaxurenb (TeaedoH, OyIUIbHUK, CUpeHa
CKOpOIl MOMOILUM M T. 1.) SIBJASIETCSI CAMBIM 4YacThIM
tpurrepom nipu LQT2 [17].

Kenmunel ¢ LQT?2 Gonee, yem ¢ apyrumu popma-
mu LQTS, mmogBepXeHbI cepIedHbIM COOBITUSIM B TI0-
CJICPOIOBOM Tieproze [6]. YIIpakHeHUS WIIU TICUXAYe-
CKHI1 CTpecC YacTO BBHI3BIBAIOT KEIYIOYKOBBIC apUT-
muu y nauueHToB ¢ LQT4 [7]. ¥ mauuenTtoB ¢ LQT7
TUMOKAJIMEeMUS YaCTO BbI3bIBAET XKEJIYTOUYKOBYIO TaXU-
Kapauio, a Takxke nepuoanueckuii mapanmuy [11]. Uu-
dopManus o crieurudruIecKux Tpurrepax MOXeT 1Mmo3-
BOJIUTh BpayaM 3a00TUTBCSI O CBOMX IMAllMEHTax C
LQTS 6onee a¢pdexktuBHo. bonee cTporo AOMKHBI
OBITh OTpaHUYCHBI (DM3NYECKUE HATPY3KU Y MallMeH-
ToB ¢ LQT1, HannpuMmep 1u1aBaHue wiun aaiiBuHT. [la-
mueHtam ¢ LQT2 cremyer peKoMeHIOBaTh M30eraTh
LIyMbl, HaIpUMep OT OyawibHUKa U TeaedoHa. [lpu
nedekrax B KaHanax ly,, Habmomaembix pu LQTI,
HapyIlaeTcsl mMpolecc YKOPOUEeHUs MOoTeHIMana aei-
crus (IT) u Q—7T, 9T0 IPUBOAUT K TIOCTOSTHHOMY U
napagokcajJbHOMY yAJUHEeHUI0 MHTepBana O—T npu
CUMIMNATUYECKON CTUMYJISILIUM.

B momenn LQT1 uzompoTepeHON yIJIUHSET WH-
tepBan Q—T u I1J] B KJeTKax MMOKapaa, YTO MOXET
OOBSICHUTD BBIPAXKCHHYIO YYBCTBUTEILHOCTD Y TTaIl-
eHToB ¢ LQT1 k cumnatuueckoit ctumynsitiuu. B mo-
nenu LQT2 m3omporepeHo IepBOHAYAIBHO TTPOIJIC-
BaeT, a 3aTeM CoKpalliaeT nHTepBagl Q—7, 4TO 4acTo
Habmonaetrca mocie ucrnyra. B momenu LQT3 u3zo-
MPOTEPEHO MPOU3BOAUT CTOHKOE YKOPOUYEHUE WMH-
tepBaia Q—7 u [1]1, mosTomy cepiaeuHbie COOBITUS
MPOUCXOIST O0JIee YaCTO BO BPeMsI CHA U OT/bIXa, KOT-
J1a CUMITaTUYECKUI TOHYC HU3KUN.

ITonn3a IIPOBOKAIMOHHOI'0O TECTUPOBAHUSA

B ximHMYecKknx vccienoBaHusaX ObLTN TaKKe TOo-
Ka3aHbl pa3WYHbIE OTBETHI XKEJIYJOYKOBOU perosi-
pU3aly Ha CUMTIIATUYECKYI0 CTUMYJISIIIVIO Y TTallueH-
TOB ¢ pa3HbiMu reHoturnamu LQTS [24]. Hnsg noa-
TBEPXKIEHUST KIIMHUYECKOTO AMArHo3a y MalueHTOB C
nateHTHBIM LQTS ucnonb3yiorcst mpoOhl ¢ pusznyec-
KOt Harpy3koii (Ha 6eryuieii TopoxKe Win Ha BeJIodp-
roMeTpe) M ajpeHalMHOBas Ipoba IS onpenesieHUus
usMeHeHuii untepsana O—T'uunnexea 7,/ 7T, All-
pEHAJIMH 3HAYUTENbHO YHJIWHSIET uHTepBan Q—Tc
(xoppurupoBaHHbIii O—T), 1 ero HaudoJIee BhIPAKEH-
HbIi 2@ dekt y maunentoB ¢ LQT1 Hactymaer mpu
MakcuMaiibHoit YCC (uepe3 1—2 MuUH mocse Havaja
OomocHOTO BBeAeHUs); uHTepBan (Q—7 ocraeTcs
VIUIMHEHHBIM Ha MPOTSIXKEHUU Meproa YCTOHNIMBOTO
addekra anpeHanuHa (3—5 MuH).
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Y nanmenTos ¢ LQT2 unatepsan Q—Tc Takke yIjIu-
HsIeTCS TIpYM MakcuMajbHOM 3¢ ¢eKTe aapeHaninHa (B
MOMEHT OOJTIOCHOTO BBENIEHUSI ), HO BO3BPAIIAETCs TI0Y-
TH K UICXOTHOMY 3HAYEHUIO B CTAIUM CTAOMIBHOTO 3¢h-
(exra anpeHanuna. C apyroit CTOpOHbI, B MOMEHT MaK-
cumaiabHoro addekra agpeHanuHa Q—7T¢ yminHseTcs
B MeHblIei crenenu npu LQT3, yem mpu LQTI1 wim
LQT2, 1 Bo3BpamaeTcss K ICXOTHOMY 3HaUCHMIO B CTa-
auu crabunbHoro addekra angpeHanuua [20]. Paznuu-
HBI 0TBeT Q— T¢c Ha OOMIOCHOE BBEICHUE aApeHAMHA
O0ODBSICHSIET B3aMMOCBSI3b TPUITEPOB, BbI3bIBAIOIIUX
aputMuu, u renotuna naureHtoB (LQT1-LQT3) [17].
Takum 00pa3zoM, MOKHO BbISIBUTH CKPBIThIN TUIT LQTS
[20]. OcHoBBIBasiICh Ha BbIIEYKAa3aHHBIX KIMHUYECKUX
1 9KCIePUMEHTAIBHBIX TaHHBIX, alPEHATUHOBBIN TECT
y nauueHToB ¢ LQTS MoXeT moMo4b MOCTaBUTh MpPe-
BapUTEIbHBIN IUArHO3 TCHOTUITNYECKOM (DOPMBI CHHI-
poma (LQT1— LQT3) [17].

I‘eHOTI/III-CHeIII/I(i)I/I‘ICCKOC KJIMHUYE€CKO€ TCYECHUE

V nanuenTtoB ¢ LQTI u LQT2 HaGaonaercs 6oiee
BBICOKAsI YacTOTa CEePACYHbBIX COOBITUI, UeM Y Tallu-
eHtoB ¢ LQT3 [17]. BmecTe ¢ TeM JIeTaIbHOCTh OT cep-
JIEUHBIX OCJIOXKHEHU# BbIIIEe y MauueHToB ¢ LQT3.
[ManMeHThI-My>XXUYUHBI OOBIYHO paHbIIE TMEePEeHOCST
TIePBBIC CEPICYHBIC COOBITHSI, YeM MAlIMEHTHI JKEHCKO-
ro noja [17]. CnenyetT OTMETUTh, YTO MHOTUE TEPBbIE
cepleyHble COOBITUSI Y MYXKUMH, ocobeHHo ¢ LQTI,
MPOUCXOIAT M0 15 JeT, B TO BpeMsl KaK >KEeHIIWHBI
MOTYT UCHBITaTh NIEPBBIE CEPACYHBIE COOBITUS IOCTE
20 ner [17]. DTu gaHHBIE TTO3BOSIOT MIPEANOJIOXUTD,
yto y My*kunH ¢ LQT1 Tpebyercst cTrporoe orpaHmuye-
HUe (PU3NYECKUX yIIpaXKHEHW B Bo3pacTe 10 15 1eT, Ho
MeHblIIEe orpaHudeHuii nmociue 15 netr. CoBceM HeJaBHO
ObuTa pa3paboTaHa cTpaTu@UKaLMs pUcKa B 3aBUCH-
MOCTH OT Bo3pacTa, roJjia u uHtepsaia Q—7c [12].

Hanpumep, Tonbko namuenTsl ¢ LQT1 u LQT2 u
TOBbKO MyXurHBI ¢ LQT3, y KOTOPBIX JIMTEIbHOCTh
uHrepBana Q—7c paBHa 500 Mc n 6osee, OTHOCSTCS
K TPYIIIe BHICOKOTO PHMCKA, OAHAKO CYIIECTBYIOT MC-
KJTIOUEeHUST. DMIIMPUUECKU CUUTAIOT, U4TO [3-0JI0KaTO-
DBI U CTPOToe orpaHuYeHue (hU3NIECKUX YIpaKHeHU I
HauOosiee 3(PHEeKTUBHBI 711 MALUEHTOB C BPOXIEH-
HeiMu opmamu LQTS [9]. OmHako [-010KaTophl,
Kak M3BeCTHO, 3(P(hEeKTUBHBI HE Yy BCEX MAIMEHTOB
¢ LQTS. Ilpsmas cBSI3b MeXIy MyTallMsIMM B reHax
MOHHBIX KaHaioB U hopmamu LQTS caenana Bo3Mox-
HBIM TIOSIBICHUE TCHOTUIIMYECKM OOYCIOBICHHOTO
JleyeHust s kaxaon popmel LQTS.

B 1995 . P. J. Schwartz 1 coaBT. IepBBIMUA COOOIIIMIIN
0 BO3MOXHOCTH T€HOTHII-CHEIM(UIECKOTO JICUECHUSI.
OHM TOKa3aiM, YTO OJIOKATOPhl HATPHEBBIX KaHAJIOB
(MeKcueTUuH) SIBISIIOTCA ropas3no OoJiee 3(h¢eKTuB-
HBIMU B YKOpOUYeHNM WHTepBajia Q— 7'y MallMeHTOB C
LQT3, yem ¢ LQT2. IIpeaBaputeabHble KIMHUYECKUE
HCCIIeIOBAHMS MTO3BOJIMIIN IIPEAITOIOXNUTh, UTO CYIIE-

CTBYeT BO3MOXHOCTb MPOBEICHUSI TEHOTHII-CITCII-
(bryeckoii Tepanuy Ha OCHOBE YKOPOYCHUSI MHTEPBa-
sna Q—T[17]. OnHako ykopoueHue uHtepaia O—7 He
oTpaxaeT 3(P(PeKTUBHOCTb FeHOTUII-CIIeHU(PUIECKOM
Tepanuy B CHUKEHUM PUCKA apUTMUIECKUX COOBITHIA
i BCC.

Jleuenne mamenTos ¢ LQTS

LQTS 1-20 muna

[lepBoit nuHuMel teyeHus mamueHToB ¢ LQTS, eme
JIO TOTO, KaK CTaJl U3BECTEH TeHETUYECKUI CKPUHMWHT,
6bUTH B-610KaTOPBl. KIIMHWYECKUE JaHHBIE U3 MEXTY-
HapoaHoro peectpa LQTS moarsepxaaroT, 4to [3-610-
KaTOPHI Yallle TTONaBIISTIOT 313016l cuHKome 1 BCCy
nanueHToB ¢ LQT1 (81%), uem ¢ LQT2 (59%) wnu
LQT3 (50%). Takxe ObITM M3YyYEHBI PE3yJIBTAThI Aeii-
cTBUS 3-0J0KaTopoB Ha manueHToB ¢ LQTS B Utanuu,
1 OBITU TTOJIYUEHBI Te Ke PEe3YJBTaThl. DKCIIEpUMEH-
TaJlbHbIE NaHHbIE MOKAa3bIBAIOT, YTO IPOMPaHOJION
MOJIHOCTBIO MoaaBisieT a(pdeKThl u3onporepeHoa [9].

MexkcuieTuH OJIOKHpPYeT MenJIeHHbIE HaTpHEBBIC
KaHaJIbl U TEM CaMbIM coKpalaeT uHtepsai O—7'y na-
mueHToB ¢ LQT3 [21]. DkcriepuMeHTalbHBIE MCCIIe-
JIOBAaHMSI CBUIETEJILCTBYIOT O TOM, YTO MEKCUJICTHH
ykopauuBaet [1/] u mogasisieT pa3BuTue moauMopd-
HOW KeaynouykoBoi Taxukapauu [21]. D10 B
OCHOBHOM CBSI3aHO C OOJIBINMM COmEpKaAHUEM MeN-
JIEHHBIX KaHaloB Iy, B MMOKape, 4YeM B 3IUKaple U
sHAOKapzae. TakuMm o6pa3oM, MEKCUICTUH MOXKET pac-
CMaTpUBaThCs B KAYeCTBE MOIOJHEHUS K [3-0710KaTo-
pam B Tepanuu nmauueHToB ¢ LQT1.

W3BecTHO, UTO BeparamMuil, OTHOCSIIMIICS K 010~
KaTopaM MeJIJICHHBIX KaJIbIIEeBBIX KAaHAJIOB, YKOpaYM -
BaeT uHTepBaid Q—7 ¥ MoJaBIsIeT paHHUE TOCTACIIO-
JISIpU3aliviu, MHAYLMPpYeMble BBEICHUEM alpeHaIHa.
HenaBHme sxcniepuMeHTaIBHBIE UCCIICIOBAHNUS TaKXKe
nmokasainu 3(GEeKTUBHOCTh BepalaMuia B yKOpoue-
Huu nHTepBana Q— T U MOTEeHIIMAa IeCTBUSA, a TaK-
Ke B npodunaktuke noaumopdHbix KT ripu covera-
HUU BpoXIeHHOTo 1 pruobpereHHoro LQT1 u LQT2.
Bepamamun Takke MOXeT ObITh MCITOJb30BaH B KOM-
OouHupoBaHHol Tepanuu LQTS.

HukopaHauia, DOCTYNHBIN 11 UCIIOJIb30BaHUS B
SmoHUM M HEKOTOPBIX E€BPOTEHCKUX CTpaHax, Mpu
BHYTPMBEHHOM BBEICHUU CIIOCOOCH YKOpauMBaTh afl-
peHAJTMHUHAYIMPOBAHHOE YIJIWHEHUE WHTepBaia
Q—Twunnnexea T, /T,,, MOIABISITH TOTUMOPhHBIE
KT y mammmentoB ¢ LQT1 u LQT2. OnHako npocnek-
TUBHBIX KJIMHUYECKUX NaHHBIX 00 3(h(eKTUBHOCTH
BeparaMuia MM HUKOpaHauiaa HegpoctaTouHo. Kpo-
ME TOTO, IaHHBIe MpermapaTrsl 0e3 couYeTaHWs C
[-010KaTopaMu TOKa3aild HEYAOBJIETBOPUTEIbHYIO
3¢ deKTUBHOCTS [19].

KapauoctumynsiTopsl MOTYT OBITh UCITOJb30BaHbI
y MHorux nauueHToB ¢ LQTS, Ho ux 3¢ (heKTUBHOCTh
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B OOJIBIIIEH CTelieHW OyIeT BhIpaskeHa y MAIleHTOB C
LQT3 u apyrumu dopmamu LQTS c BeIpakeHHOM
OpaauKkapaueit.

HMmMmuiaHTupyemMble KapauoBepTephbl-nehuopuiis-
topel (MK]I) nokazansl marmenTam ¢ LQTS, koTopbie
[EPEHECIIM OCTAHOBKY CEPALA U Y KOTOPBIX, HECMOTPS
Ha MPOBOJUMYIO Teparuio, €CTb MOBTOPSIONIAECS
BIMU30/bl CUHKOIIE, HE3aBUCUMO OT reHoTuma [26].

B Hacrtosiiee Bpemsi moaTBepkaeHa Bbicokast a¢h-
(eKTUBHOCTh JIEBOCTOPOHHEH JIeCHMMIATH3ALIUN
cepllia B 9KCHEPUMEHTAIBHBIX U KIMHUYECKUX MC-
cnenoBaHusx [1]. JanHas mpouenypa ocoOeHHO 3(]-
¢extuBHa y naumeHToB ¢ LQTS, mognarommuxcs geue-
HUIO (-0okaTtopamu [25]. B cBs3u ¢ TeM, 4To Hanbo-
Jiee YYBCTBUTEIbHBI K CUMITATUYECKOM CTUMYJISLINU
nmauveHThl ¢ LQT1, y maHHOI KaTteropuu OOJbHBIX
Haubojiee 3(G@EeKTUBHA MMEHHO JIEBOCTOPOHHSIS
JIecuMITaTh3amnus cepaua [5].

LQOTS 2-20 muna

HecmoTpst Ha TO 4TO aHTUAApeHepruyeckasi SHTe-
pajbHag Tepanus [-06710KaTopaMu y IALMEHTOB C
LQT2 compoBoxknaeTcst 6ojiee BBICOKO 4acTOTOI pe-
LUAMBOB, yeM y mauneHToB ¢ LQT1, coBMecTHas dap-
MaKoJioThuYecKasi Tepanusi MEKCUJIETUHOM U [3-0Ji0Ka-
TOopaMmu yaiie Tpedyercs y manueHToB ¢ LQT?2.

Tak kak npu LQT2 HabmomaeTcs MyTaius reHa,
KOIMPYIOIIETo OBICTPhIC KaJIMeBbIe KaHAJIBI, TO MOX-
HO TPEAIOJOXUTh, YTO YBEJIMYCHUE BHEKJICTOUHOMI
KOHIICHTPALIMH KaJIUSI TTIOMOXKET M30eXKaTh YIJIMHEHUS
uHtepBaja Q—7 ¥ BO3HUKHOBEHMST MOJUMOPGHOI
XKT. B xiMHM4YeCKOI TpaKTUKE MOBBIIIEHAE KOHIIEH-
TpalMu Kajus B IJ1a3Me KPOBU YJIydlllaeT MPOTHO3 Y
OOJIbHBIX C Ae(EKTOM OBICTPBIX KAJIMEBBIX KaHAJIOB.
JInuTtelnbHBIA TMepopajbHbIA TpUeM IIperapaToB Ka-
JIUS TakKe Jasl MOJOXUTEIbHbIE PE3YyabTaThl Y TaKUX
OoNbHBIX. BHyTpuBeHHass MHQpY3Us MperapaToB Ka-
JIUST AaeT XOpOoIIre pe3yJbTaThl B MOJABJICHUU MOJIH-
Mopdnoit XKT.

B 3kcnepuMeHTalbHBIX YCJIOBUSIX YIaJlOCh BbI-
SIBUTh areHThI, BIUIONIe Ha MyTanun reHa KCNH2,
KOAMPYIOLIEro ObICTpble KalueBble KaHaabl. DT (hap-
MaKOJIOTMYECKHE areHTHI MOTYT IIPEICTABIISITL B OYIY-
1LIeM HOBBII 3(POEKTUBHBIN MOAXOMA B JIEUEHUU 00JIb-
Hbix ¢ LQT2.

ITpu LQTS moryT OBITh ITay303aBUCUMBbIC YAJINHE-
HUg MHTepBaa Q— T ¢ JalbHEUIINM pa3BUTHEM II0-
ymMopdHoii XKT. JlaHHble cayyan Jaiie HaOI0al0TCs
y nmauueHToB ¢ LQT2 no cpaBHeHUIO ¢ ApyrumMu ¢Ghop-
Mmamu LQTS. Takum ob6pa3omM, MOCTOSTHHAS 3JIEKTPO-
KapAMOCTUMYJISILIASI COBMECTHO C TIperapaTaMu Kaaus
MOXET UMETh TeparleBTUUECKYIO [IEHHOCTh B IIPEHOT-
BpAILlEHUU XKeJTyI0YKOBOI TaxMKapauM y TaHHOU Ka-
TETrOpUU TTAIIMECHTOB.

Pexomenpaumu mo MKJI aHanorMmyHbl TaKOBBIM
npu LQTI [27].

LQTS 3-20 muna

[IpenBapuTenpbHbIC KIMHUICCKIE W SKCIIEPUMEH-
TaJlbHbIE TaHHBIE CBUIETEILCTBYIOT 00 3(h(PeKTUBHOC-
T 0JI0KAaTOPOB HATPUEBBIX KaHaIoB IB (MekcuieTH)
u IC knacca (nexkaunun) [21].

J. B. Benhorin u coaBT. coobmuan o6 adpdek-
TUBHOCTU (JIeKauHUIAa B COKpAIllEeHWU WHTepBaja
O—T y nmaumeHToB ¢ LQT3 ¢ KOHKpeTHOI MyTauuei
(D1790G) B SCN5A. OgHako dyieKanHUI BbI3BaJ 3JI¢-
Bauuio cermeHTta ST (Kak npu cuHapome bpyrama) B
oteefeHnn V, Ha OKI' y HEKOTOPBIX NMAalMEHTOB C
LQT3. Takum obpa3zom, mpueM dieKanHuIa He TToKa-
3aH nmaureHTaM ¢ LQT3 3a nckimoyeHneM IMaleHToB
¢ 9Toit KOHKpeTHOoM myTtanueit SCNSA [3].

P. J. Schwartz u coaBT. yka3aau Ha BBICOKYIO d(-
(eKTUBHOCTb KapAUOCTUMYJISALIMU Y 601bHbIX ¢ LQT3
Mo cpaBHeHMIO ¢ Apyrumu ¢popmamu LQTS, Tak Kak y
TIAHHOM KaTeropuu 0OJIbHBIX CepACUHbIC COOBITHS ITPO-
HUCXOAAT BO BpeMs Opanukapanu (Bo BpeMs cHa) [18].

MK 10JKHBI IPUMEHSITHCS Yallle y MalueHTOB C
LQT3 B cBg3u ¢ TeM, UYTO JIETaTbHOCTb CPEAU DTUX
OOJIbHBIX BhIIIIE, YeM Tipu npyrux ¢opmax LQTS [27].

LOTS 4—8-20 munoe

[eHoTumn-creun@uUeckyo Tepanuio MNalyueHTOB
LQTS 4—8-ro TumoB pa3paboTaTh CJIOXHO W3-3a
0OYeHb MAJIOTO YHMCJia MalMeHToB. JlaHHOI KaTeropuun
OOJIbHBIX PEKOMEHAYIOTCS [3-0JIOKATOphI, HO JIydllle
ucnoab3oBaTh MKJI, ocobeHHO y OOJbHBIX, pedpak-
TEPHBIX K TEPAITUH U C TTOBTOPSIOIIMMUCS TTOJTMMOPD-
HeiMu 2KT. Mytaniuun B KCNET n KCNE2 ipu LQTS
1 LQT6 HecyT OTBETCTBEHHOCTb 3a Ae(EKTHI OBICTPBIX
W MEIJICHHBIX KaJIMeBBIX KAaHAJIOB COOTBETCTBEHHO,
MO3TOMY Tepamusi, MCIoJib3yeMas sl IMallMeHTOB
¢ LQT1 u LQT2, MoxeT ObITh NMpUMEHEHa U K 3TUM
OOJIbHBIM.

Bozmoxncrnocmu mepanuu
npuU Mymauusix KOHKPemHbvlX y4acmKoe cena

Ha cerogusinHuii neHb u3BectHo Oosiee 300 pas-
JIMYHBIX MYTallMii, CBSI3aHHBIX C BOCEMbIO (hopmamu
LQTS (B ocHoBHOM oHM oTHOcATcS K LQT1-LQTS3).
CTpyKTypa Kaxaoro MOHHOTO KaHaja U X (PyHKUWU
B HAcCTOsIIee BpeMs M3BEeCTHBI. M3BeCTHBI TakXkKe
HEKOTOPBIC YIaCTKM T€HOB, OTBEUAIOIINE 3a CTPYKTYPY
MoHHBIX KaHajoB. B 2002 1. A. J. Moss 1 coaBT. mo-
Kazanu TauueHTtoB ¢ LQT2, mMelommx MyTrauuu
B pa3HBIX ydJacTKaX T'eéHa M pa3Hyl CTENeHb pHUCKa
pazsutust aputmuii [10]. Uro kacaercss LQTI, To kiu-
HUYECKUX pa3IuuMil U3-3a MyTalliM B pa3HbIX yyacT-
kax KCNQ1 ne Habmonmaercs. Panee OBUIO BEHISIBICHO,
yTto KOHKpeTHbie MyTaluu (R555C), pacnonoxkeHHbIe
B C-koHI1eBoi1 o0mactii reHa KCNQ 1, cBsI3aHBI ¢ MEHEE
CePbE3HBIMU SIBJICHUSIMU, YeM PACITOIOKEHHBIE B TPAHC-
MeMOpaHHOI 00JacTHu.
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PC3y.HbTaTI>I N3y4€HUA YYBCTBUTCJIBbHOCTU K CUM-

MaTU4YEeCKON CTUMYJISIIMU Ha OEroBOM TOPOXKKeE
y nauueHtoB LQTI1 ¢ MyTtaiueii B TpaHCMeMOpaHHOMN
u C-xkoHueBoi obnactu B reHe KCNQ1 cBUIeTeNbCT-
BYIOT O TOM, YTO TIAalIMEHTHI C MyTallell B TpPaHCMEMO-
paHHOI 00JIacTU MMEIOT 0oJjiee YIJIUHEHHbI MHTEp-
Bant Q—1¢ v uunexkc T, /T,,,, @ Takxe Gonee qacTbie
CepIeUYHBIC OCIOXKHEHUS, YeM TTpu MyTaruu B C-KOH-
LeBoit obsactu reHa. Kpome toro, Q—7c u uHAEKC
T poar/ Tong OONICE 3aMETHO YBEIMYMIUCH TTOCKE (HU3U-
YECKOW Harpy3ku y MalMeHTOB C MyTallleil TeHa B
TpaHcMeMOpaHHol obiacTu [10].
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